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VYBaxxaeMble KoJuieru!

B aToM BhInycke MbI IpeAcTaBiisieM BaiieMy BHMMaHUIO MOJIHbIN nepeBoa pekomeHnauuit KDIGO mo riio-
MepyaoHe(pUTaM.

ITepeBoa OCHOBHBIX MOJIOXEHMI 3TUX PeKoMeH a1t 0611 ony0IMKOBaH OTAEIbHO OPOLIIOPOii, BKIIOUAB-
IIeit TakKe IIepeBO OCHOBHBIX TTOJIOKEHWIT PeKoMeHmanmit mo ocTpoMy o4eTHOMY TTOBPEKICHUIO M aHEMUN
W napajule/ibHble aHIVIMICKUE TEKCThI, BHITYIIIEHHON CHeluaabHO K ceMuHapy «IHu Hedposoruu B CaHKT-
[TerepOypre 2012» emre n0 OIMyOJMKOBAaHNUSI OPUTMHAIBLHBIX Bepcuit PekomeHmammit mo rimomepyioHedpuTam
1 aHEeMUM.

K HacTosiemMy BpeMeHHM B HaIlleM KypHayie OIyOJIMKOBaH TTOJIHBIN TTepeBon PeKoMeHmammii mo aHeMuHr
(Hedponorus u auanus, Tom 15, Homep 1, ctp. 14—53), nonxeiit nepeBoa PekomeHnaiuii mo OIII u nepeBoabl
Pexomenmanuit KDIGO, BemymeHHbIX B 2013 1., HaXomgTces B TIpoliecce TTOATOTOBKY K ITeJaTH.

Bce nepeBoabl oCyIIEeCTBISIOTCS 110 MHUIMaTUBe Poccuiickoro nuaan3Horo oduiecTsa U onoopeHsl Mcmnos-
HUTEeTbHBIM KoMuTeToOM KDIGO.

Bce npaBa npunamiexatr KDIGO u PJ1O.

Bce onmybmkoBaHHBIE K HACTOSIIIEMY BpeMeHM TiepeBoabl Bel MozkeTe Hatitu Ha catitax PJIO, KDIGO n ISN.

E.B. 3axaposa,

uaen Ucnoanumeavrnozo komumema KDIGO,

3amecmumens npedcedameasn PJ[O,

3amecmumeans 21aeHo2o peoaxmopa xcypuata «Hegpoaoeus u ouaruz»



8 PE3IOME

Pe3iome

KimHuyeckne npakTHdecKue peKoMeHIanuu no jedenuio romepyiaonegpuro (I'H) 2011 r., paspaGorannbie
MHUIMATHBHOM IPYNION 1O YIyJIIeHHI0 I00AJbHBIX HCX010B 3200 eBanmii movek [ Kidney Disease: Improving Global
Outcomes (KDIGO)], umeroT mesib coAeiicTBOBATH MPAKTUYECKUM BPAYaM B OKA3aHUH MOMOIIIA B3POCJIbIM NAMEHTAM
u aetsv ¢ T'H. Pa3paboTke pekoMeHIaIMii pe/IiecTBOBAJ AJTHTEIbHBII MPOIECC AeTATLHOTO U3ydeHHs 10KA3aTeIbCTB
U TIpeIBAPUTEILHOTO aHAIN3a. PeKoMeHauuu conepxar pas/iebl, NOCBSIIEHHbIe PA3JTHYHBIM IJIOMEPYISPHBIM 3a-
0oJ1IeBaHMSIM: CTEPOMI-YYBCTBUTEIbHOMY He(DPOTHIECKOMY CHHIPOMY M CTEPOMI-PE3UCTEHTHOMY He()POTHIECKOMY
CUHJIPOMY Y JieTeii; 00J1e3H1 MUHUMAJIbHBIX U3MEHEHUi; iIHOonaTHYecKomy (hoKabHOMY CETMEHTAPHOMY IIOMepy-
JIOCKJIEPO3Y; WIAMONATHYECKOl MeMOpaHO3HOi HedponaTun; MeMOpaHONpoMpepaTHBHOMY IIoMepyJIoHedpUTy;
mioMepyioHepuTy, aCCOIMMPOBAHHOMY C MH()EKIMOHHbIME 3a0oJeBanusavu; UTA-nedponaruu; nedpurty npu
nypmnype lenoxa—Illennsiina; BoraanoyHoMy HehpUTY; NAYIU-UMMYHHOMY (DOKAILHOMY U CETMEHTAPHOMY HEKPOTH-
3upylouieMy riiomepynonedpury; antu-I'bM anTuteabnomy rmomepynoHedpury. Ilogxoapl K JeyeHnI0 0CBEIeHbI B
KaJK/IOM pa3jeJie, peKOMEeHIAIMH OCHOBAHBI HA Pe3YJIbTATaX CHCTEMATHYECKOTO 0030pa MPOBEIEHHBIX HCCIETOBAHUIA.
Onenka KayecTBa 10Ka3aTeJIbHOCTH M CHJIbI PEKOMEHIAIMIA OCHOBAHA HA BbleJIEHUH COOTBETCTBYIOIMX CTENEHEeM.
Kpome Toro, 00Ccykaanrcs orpaHH4eHns JOKA3aTeJIbHOl CHIIbI M BBICKA3bIBAIOTCS MPEJI0KEHHUS M0 MPOBEIECHHUIO
JAJIbHEAINX UCC/IeI0BAHUM.

LIUTHPOBAHUE

Ilpu nuTUpOBaHUU ITOTO TOKYMEHTA JOJIKEH MCIOJIb30BaThesl ciaenytomuii opmat: Kidney Disease:
Improving Global Outcomes (KDIGO) Glomerulonephritis Work Group. KDIGO Clinical Practice Guideline
for Glomerulonephritis. Kidney inter., Suppl. 2012; 2: 139—-274.

Kimouessie cioBa: Krunuueckue npaxmuueckue pexomendayuu KDIGO; enomepynoneghpumel; neghpomuueckuii
CUHOPOM,; PeKOMeHOAUUU, OCHOBAHHbIE HA JOKA3AMEeAbCMEAX, CUCMeMamu4ecKuil 0030p.

Abstract

The 2011 Kidney Disease: Improving Global Outcomes (KDIGO) Clinical Practice Guideline for Glomerulone-
phritis (GIN) aims to assist practitioners caring for adults and children with GN. Guideline development followed an
explicit process of evidence review and appraisal. The guideline contains chapters on various glomerular diseases:
steroid-sensitive nephrotic syndrome in children; steroid-resistant nephrotic syndrome in children; minimal-change
disease; idiopathic focal segmental glomerulosclerosis; idiopathic membranous nephropathy; membranoproliferative
glomerulonephritis; infection-related glomerulonephritis; IgA-nephropathy; Henoch—Schonlein purpura nephritis;
lupus nephritis; pauci-immune focal and segmental necrotizing glomerulonephritis; and anti-glomerular basement
membrane antibody glomerulonephritis. Treatment approaches are addressed in each chapter and guideline recom-
mendations are based on systematic reviews of relevant trials. Appraisal of the quality of the evidence and the strength
of recommendations followed the GRADE approach. Limitations of the evidence are discussed and specific sugges-
tions are provided for future research.

CITATION

In citing this document, the following format should be used: Kidney Disease: Improving Global Outcomes
(KDIGO) Glomerulonephritis Work Group. KDIGO Clinical Practice Guideline for Glomerulonephritis. Kidney
inter., Suppl. 2012; 2: 139—274.

Key words: Clinical Practice Guideline; KDIGO; glomerulonephritis; nephrotic syndrome; evidence-based
recommendation, systematic review.



MNPEONCIIOBUE

IIpeauciioBue

Mpbl HageeMcsl, YTO HaxoasIuiics repen Bamu no-
KYMEHT ITOCIYXKUT JOCTVKEHUIO PsIIa IMPAKTUYSCKUX
ueseit. Haleit oCHOBHOM 3agaueii SIBAsETCS yaydllie-
HUE KauyeCcTBa MEIUIIMHCKOM IIOMOILLIU, M Mbl HAIEEMCS
JMOCTUYb ITOr0, 00ECIeYMB KIMHUIIMCTAM JIydllee
MNOHMMaHMe J0Ka3aTeJbHOU 0a3bl, ompeaesionein
TEKYIIYI0 KIMHUYECKYI0 MpakTUKy. Co3naHue aeTaib-
HbIX, OCHOBAHHBIX Ha JJOKA3aTe/IbCTBAX PEKOMEHIALIMi1
JlaeT BO3MOXHOCTb TakKXe OTpeNeInTh Te 00JIacTh, B
KOTOPBIX UMEIOLLMXCS JOKA3aTEIbCTB HEJOCTATOYHO U
TpeOyloTCs fajbHelime uccaenoBanus. OnpenencHue
00J1acTH JaJIbHENIIINX UCCIIENOBAHUI SABISIETCSI OYEHD
BaXKHOM, XOTSI 4YaCTO HEIOOIIEHUBAEMOI 11eJIbI0 pa3-
PabOTKM MPAKTUYECKUX KIMHUYECKUX PEKOMEHIALINIA.

MbI MCIIOJIL30BAINU CUCTEMY IPUCBOCHUS CTE-
neHeit — GRADE (Grading of Recommendations
Assessment Development and Evaluation), To ecTb
rpagalyy aHajau3a, Pa3paboTKU U OLIEHKU PEKOMEH -
Ay, sl OLeHKW H0Ka3aTeJbHOM CHMJIbI M CUJIBI
pexomenagauuii. Becero 4 (2%) w3 npeanaraemMbix
peKoMeHaaluii ObIIM OLICHEHBI 110 KauyeCTBY Jd0Ka-
3aTeJIbHOCTU KaK UMelollre CTerneHb A, Torna Kak 34
(20%) moyuniu crenieHb B, 66 (40%) OBLIN OLIEHEHBI
kak C, u 63 (38%) — kak D. [Tomumo KavyecTBa a0-
Ka3aTeJbHOCTU UMEJIKCh U IPYT€ OCHOBAHU, YTOOLI
MNPUCBOUTh PEKOMEHAALUMSAM CTerneHb | wiu 2. D10,
IJIaBHBIM 00pa30M, HAIMYKME KOPPEJISIIINY MEXITY Ka-
YECTBOM J10KA3aTEJbHOCTU U CUJIOM PEKOMEHIALIMIA,
Tak u4To 46 (28 %) nmonyunnu crenensb 1, u 121 (72%) —
creneHb 2. TakuM oGpasoM, 4 (2%) peKoMeHaluK B
WUTOre UMEIOT creneHb 1A, 24 (14%) — crenensb 1B,
15 (9%) — crenenn 1C u 3 (2%) — crenens 1D. Her
(0%) pexoMeHmauuii, UMeIOIIUX cTeneHb 2A, 10
(6%) umeror crerenb 2B, 51 (31%) — crenens 2C u
60 (36%) — crernens 2D. U HakoHerw, 28 (14%) mno-

JIOXXEHUI He OLIEHEHBI 110 CTeNEHU A0Ka3aTeJIbHOCTH
U CUJIE PEKOMEHIALIUIA.

Hekoropele mojararor, 4To He ITOJKHO OBITh pe-
KoMeHaaluii 6e3 1oCTaTOYHOU N0KAa3aTeIbHOM CUJIBL.
OnHako, TOCKOJIbKY KIIMHULIMCTaM HEOOXOIMMO ITPUHM-
MaThb PELIEHMSI B X TEKYILIEH MOBCEAHEBHOM MPAKTUKE,
OHM YacTO 3a7aloT BoIpoc: «UTo OBI caestan 3KCIepT B
TOI WJIM MHOW CUTYaLIMK ?». M bl IIpearnowiu chopmMyii-
pOBaTh PeKOMEHIALIMH, a HE OTBeYaTh MOJTYaHUEM Ha 0~
JIOOHBIE BOIIPOCHL. DTU PEKOMEHIALIMU YaCTO OLICHEHbI
KaK MMEIOIIIME HU3KYIO CTeNEHb 10KA3aTeIbHOCTU WIN
MaJTyl0 PEKOMEHIATEIbHYIO CUJTY, WJIK BOBCE HE UMEIOT
crenieHu. O4YeHb BaXKHO, YTOOBI T€, KTO OYIET IOJIb30-
BaTbCsl peKOMEHIALUSIMU, ObUIU 00 3TOM OCBEIOMJIC-
HHI (cM. pasmen [IpuMeuanus). B moboM ciaydae 3tn
peKOMeHAALMHU MIpeaHa3HaueHbI 7151 TOrO, YTOObI ObITh
JUU1S1 KIIMHULIMCTOB OTIIPABHOM, @ HE KOHEYHOM TOUKOW B
M3Y4eHUH BOIIPOCOB, OTHOCSIIIMXCS K CIIeLIU(DUISCKOMY
JICYEHUIO MALIMEHTOB B IIOBCEAHEBHOM MPAKTUKE.

MBI XOTUM BbIPa3uTh 0JIarOJapHOCTb COIIPEI-
cenatensiM padoueit rpynmnbl, 1okTopy JAsHy KatTpany
u JoKkTopy xxony @uiu, a TakKe BCeM WieHaM pabo-
Yeil rpymnbl, KOTOPbIE MOCBITUIN MHOTUE U MHOTHE
Yyachl CO30AHUIO 3TUX peKOMeHaauuiA. Mbl MPUHOCUM
0J1aroJapHOCTh IpyMIe, 3aHUMaBLIECCs COOpOM U
U3yyeHUeM JoKa3aTeabHOll 0a3bl, U COTpYAHUKAM
HamuonansHoro moyeuynoro (oxma, 6€3 KOTOPHIX
9TOT IIPOEKT He ObLI ObI OCyIecTBIeH. M HaKoHel, MbI
JIOJKHBI BBIPa3UTh 0J1aroAapHOCTh YieHaM KOMaH bl
KDIGO u BceM TeM, KTO IOTpaTUJI CBOE BpeMs U
CWJIBI Ha PELICH3MPOBAHME 3TUX PEKOMEHAALIUI, BHECS
MHOXKECTBO MOJIE3HBIX MPEIT0XKEHUN.

Conpeoceoameau KDIGO:

Kaii-Yee Ixxapm, bepmpam Kasucke
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IMatpuxk Haxman, CIITA
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bpan Posun, CILA
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IIpumeyanus

Pa3zdea 1. Hcnoavzosanue Kaunuueckux npaxmuye-
CKux pexomenoauui

Otu KimmHnyeckue npakTuieckue peKoMeHaauu
SIBJISTIOTCSI TOKYMEHTOM, OCHOBAaHHBIM Ha JAHHBIX CH-
CTeMaTUYeCKOro 0030pa INTepaTypbl, 3aKOHYEHHOTO B
sHBape 2011 1., ¢ TONOJHEHUSIMU 0Ka3aTebCTB, MO-
JIy4eHHbIX K HOs10p1o 2011 . PekoMeHmaiuu rpeaHa-
3HAYEHBI JUTS TOTO, YTOOBI OOECTIEYNTh KIMHULICTOB
nHbopMaIeil U TOMOYb B IIPUHSATUU peIlleHUN, U
He TIPEATOoNaraTcs ISl NCTIOIb30BAHUS B KA4eCTBE
CTaHJAPTOB MEAUILIMHCKOI moMolnu. Vx He ciemyet
paccMaTpuBaTh KaK CTaHIAPTHI WM UWHTEPIIPETAPO-
BaTh KaK MPEANUCAHUS K TPOBEIECHUIO UCKITIOUUTEb-
HO TeX WJIM UHBIX KypcoB JiedueHus. OTKIOHEHUSI OT
peKOMEeH/Ialni B peaibHOU MPaKTUKe HEM30EXKHbI, TAK
KaK KIMHUIUCTHI TOJDKHBI TPUHUMATh BO BHUMAaHUE
OCOOEHHOCTU OTAEIbHBIX MALIMEHTOB, JOCTYITHOCTb
Pa3JIMYHBIX TTPEMAPATOB U OTPAHUYEHUSI, CBSI3aHHBIC
co cnienuUKON KOHKPETHBIX JIEUEOHBIX YUPEKICHUI.
Kaxnplit mpakTUKyolui npodeccuoHan, UCIob-
3YIOILIWI 9TU pEKOMEHIAIIMY, OTBETCTBEHEH 32 OLIEHKY

YMECTHOCTU WX TPUMEHEHUST B KOHKPETHOUW KIIMHU-
yeckoi cuTyauuu. PekoMeHaauu mo MmpoBeIeHUIO
WCCIIEAOBAHUI HOCAT OOIIINIA XapaKTep U HE KacatoTcsI
KOHKPETHBIX TIPOTOKOJIOB.

Pa3zdea I1. Konpauxm unmepecos

KDIGO npuitaraeT Bce YCUIANS IJII TOTO, YTOOBI
n30exaTb KaKUuX-JIM00 NeUCTBUTEIbHBIX WIN KaXYy-
KXCsI KOHMIMKTOB MHTEPECOB, KOTOPHIE MOTJIN ObI
BO3HUKHYTb B pe3yJibTaTe BHEIIHUX OTHOILICHUI,
MePCOHAIBHBIX, MPO(ECCUOHAIBHBIX WIN JAEIOBBIX
uHTEepecoB uieHoB Paboueit rpynmbl. Bee uneHsl
Paboueii rpynnbl 061U 00s13aHbI 3aIMOJAHUTH W MO~
nucaThb creuuaabHbie (OPMbI U PACKPBITh BCE OT-
HOIIIEHUSI, KOTOPbIE MOTJIM Obl OBITh UCTOUHUKOM
NEHUCTBUTEIbHBIX MU KaXyIIUXCSI KOH(MINKTOB
MHTEPECOB. DTU MTOKYMEHTHI OOHOBJISIIIUCH €3KETOIHO,
U Bcsl nH(opMalus yTouHsiiach. Bee cooOiieHHbIe
JlaHHbIe XpaHATCa B HanmoHabHOM IToYedHOM (POH-
Jle ¥ TIpPUBEJIEHBI MPU OKOHYATEIbHOU MyOIuKaumu
PEKOMEHTALIA.
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HOMEHKIATYPA 1 ONMUCAHUE OLLEHKW CTEMNEHW PEKOMEHZALN

HomeHK1aTypa 1 onucaHue OLleHKH CTeNeHH PeKOMeHIanmii

J71s1 Kaxxnol peKoOMeHIaluy crujla peKOMEHIaluY yKa3aHa Kak ypoBeHb 1, ypoBeHb 2, U/ «HET CTeNeHu»,
KauyecTBO JOKa3aTeJIbHOI 0a3hl 0003HaueHO Kak A, B, C i D

* Cnepcrausa
CreneHb
Ins nauuexTos IAns KNMHULMCTOB Opranu3auus 3gpaBooxpaHeHus
YposeHb 1 bonblUMHCTBO Ntofeil B Bawen  BOMbWMHCTBO NALWMEHTOB A0MK- PekoMeHAaums MOXeT ObiTb

«Mbl PEKOMEH[YEM» CUTYaLN COTNacATCs C PeKo-
MEHZYeMbIMU AeACTBUAMY,

Hbl NOMy4aTb PEKOMEHyeMoe
neyeHue

1 TONNbKO MEHbLUNHCTBO —

HE cornacqarca

OuUeHeHa KakK noTeHunanbHasa
6a3a ans pa3paboTKu UH-
CTPYKLMIA 1 OLIEHKN KPUTEPUEB
KayecTBa

YposeHb 2

bonbLlunMHCTBO Ntoaeit B Bawwuen
«Mbl Npeanaraem»  CUTyauuu cornacarTcs ¢ pexo-
MEHYeMbIMU AENCTBUAMM,

HO MHOTUE He cornacarcs

Paznuyuble BapnaHTsl MOryT

MOJOWTI pasHbIM NaLMeHTam.
Kagomy nauuenty cnegyet

MOMOYb NPUHATH PeLLeHne

0 NIeYEHUN B COOTBETCTBUN

C ero nNpeAnoYTeHAMN

PekomeHnzaLms MoXeT notpe6o-
BaTb ASIUTENIbHOIO 06CYXAEHUSs
C NPUBMEYEHNEeM 3aNHTePeco-
BaHHbIX CTOPOH, NPEX[e Yem
6ynyT pa3paboTaHbl UHCTPYKLMN

Mpumeyanue. *[JONONHUTENbHAS KATErOpUsi «HET CTENEHN» 06bIYHO UCTIONb3YETCA AN PEKOMEHALIAA, OCHOBAHHbIX HA 3jpaBOM CMbICAE, NiW
YKa3bIBAETCA /151 CNy4aeBs, KOrAa COAePXKaHNe PeKoMeHAaLMN He NO3BONSIET afieKBATHO NCMOJIb30BaTh 0KA3aTeNbHOCTb. TUMMYHBIM MPUMEPOM
ABNSOTCA PEKOMEHALIAN N0 MOHUTOPUPOBAHMIO, KOHCYMLTALMSIM U HANPaBNEHNAM K APYrM creuuaniuctam. PekoMeHaauum 6e3 cteneHin 06b14HO
LAI0TCS B BIJE A€KNapaTUBHBIX YTBEPXKAEHMIA, OfHAKO MPY 3TOM He CriefyeT AyMaTb, YTO OHW CUTIbHEE, YeM PEKOMEHZALN YPOBHS 111 2.

CreneHb  KauyecTBo [j0Ka3aTeslbHOCTH 3HayeHue
A Bbicokoe Mb! yBEpeHbI, HTO UCTUHHBIN 3PEKT 611M30K K PACCHUTbIBAEMOMY 3(PEKTY
B CpenHee VICTUHHBIA 3D DEKT 6NN30K K paccHuTbiBAEMOMY 3(DAEKTY, HO MOXET U CyLLe-
CTBEHHO OTIMYATbLCS
C Huskoe VcTUHHBIA 30hheKT MOXET CYLLLECTBEHHO OTNINYATLCA OT PACCHNTLIBAEMOrO
agpdpekra
D OyeHb HM3Koe PaccunTbiBaeMblii 3DMEKT 04eHb HEOMPEAENeHHbI 1 MOXET 6bITb BECbMa

[anek ot NCTUHHOI 0O
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OcHoBHbIE NOJI0OKEHHSI PeKOMeH A

Thasa 3. Cmepouo-uyecmeumeavruiii Heghpomuueckuil cundpom y demeti

3.1. Jleuenue nepeoeo s3nuzooa C4HC
3.1.1. MBI peKOMeHIyeM Ha3HavYaTh KOPTUKOCTEPOMIHYIO Tepanuio (IIpeIHMU30H WIK IIPEIHNU30JIOH)* Ha
nepuon He meHee 12 Hexenb (1B).

3.1.1.1.

3.1.1.2.

MpbI peKOMeHlyeM MPUMEHSITb NMPEeIHU30H BHYTPb €XeAHEBHO B oauH npuem (1B) B Ha-
YaJIbHOM 103e 60 MIr/M%/CYyTKM UK 2 MT/KT/CyTKU, MaKCUMaibHO 10 60 mr/cytku (1D).
Mp&I peKoMeHIyeM Ha3HavYaTh PEIHU30H BHYTPh eXXeIHeBHO B TeueHue 4—6 Hemens (1C)
¢ MOCJIeIYIOLIMM MepexoloM Ha MpUeM TIpernapara yepes AeHb, HauuHasi ¢ 1036l 40 Mr/m>
w 1,5 mr/kr (MakcumyMm 40 Mr yepe3 IeHb) B oauH IipueM (1D) B TeueHne 2—5 Mecsiies,
C TIOCTETMEHHbIM CHUXeHUeM 1035l (1B).

*TpeAHM30H 11 NPESHN30II0H SBNSHOTCS 3KBMBANEHTHBIMI NPenapatamii, NPUMEHSIOTCS B OANHAKOBBIX 032X, U 06a ucnonb3osanuck B PKIA B
3aBUCMMOCTM OT CTPaHbl, FAe NPOBOANIOCH UCCNEA0BaHIe. Bce CCbINKI HA NPeAHN30H 3AECh U [lanee OTHOCATCS K NPEAHU30HY UMK NPeSHU30NO0HY.
Bce CCbiKn Ha KOPTUKOCTEPOMbI BHYTPb OTHOCSTCS K MPEAHN30HY UMK NPEAHU30NO0HY (3T0 KAcaeTcsl BCEX PA3AENOB, I€ yIOMUHAETCS MPUMEHEHNE
NPEAHN30HA, IPEAHN30IIOHA 1 KOPTUKOCTEPOUZO0B BHYTPb. — [TpnM. NepeBoYnka)

3.2. Jleuenue peuuousupyroueco C4HC kopmurxocmepoudamu
3.2.1. KoptukocreponaHas Tepanus y neteit ¢ peakumu peauaBamu CHHC:

3.2.1.1.

3.2.1.2.

V nereii ¢ penkumu perarBamu CHHC Mbl ipesuiaraeM MpoBOAUTD JieUeHKe TPeTHU30HOM
B o3e 60 Mr/m? wim 2 Mr/Kr (MakcuMaiabHO 60 MI/CyTKM) B ONUH ITPUEM IO TeX Top, TToKa
He OyleT KOHCTaTHpOBaHa MOJIHAsI peMuccus B TeueHue 3 nHeit (2D).

[Tocne nocTXeHUsT peMUCCUU MBI TTpeijlaraeM Ha3HauaTh TPeTHU30H B 03¢ 40 MI/M? iin
1,5 mr/kr (MakcuManbHo 40 MT) B OIMH MPUEM yepe3 JeHb B TeYeHUE KaK MUHUMYM 4 He-
nenb (2C).

3.2.2. KopTtukocTepouraHas Tepanus pu yacto peruausupyoiiem (YP) u crepoun-3zaBucumom (C3) CHHC:

3.2.2.1.

3.2.2.2.

3.2.2.3.

3.2.24.

IIpu peuuauax YP u C3 CYHHC mbl nipemiaraeM Ha3HavyaTh MPEIHU30H €XXEIHEBHO 10
TeX IIOp, II0Ka ITOJIHAsl PeMUCCHSI He OyIeT KOHCTaTMpOBaHa B TeUEHUE He MeHee 3 THEH, U
3aTeM MPEIHNU30JI0H B pexXKMe Yepes IeHb B TeueHre He MeHee ueM 3 mecsteB (2C).

V neteit ¢ YP u C3 CYHC mbl ipeyiaraeM Ha3HavyaThb MPeIHU30H B pexkuMe yepes3 JeHb B
HaMBO3MOXHO HU3KUX J103aX, HEOOXOAMMBIX JIJIS TTOAIEPXKaHUS PeMUCCUH, BO N30eKaHUe
Cephe3HBIX TTOOOYHBIX 3P PekToB (2D).

VY nereit ¢ C3 CHHC mist momaepXaHusl peMUCCHM MBI TIpeiaraeM Ha3HayaTh IPeIHU30H
€XXeTHEBHO B HAMBO3MOXKHO MEHBIINX J03aX, HEOOXOIUMBIX JIJTSI TTOAAEPKAHUST PEMUCCUH
0e3 cepbe3HBIX ITOOOYHBIX 3(P(HEKTOB, B TEX CIyJasIX, KOTAa pexKnM IpreMa uepes3 IeHb He-
atdexTuseH (2D).

VY nereii ¢ YP u C3 CHHC, nonyyaromux npeaHU30H B PeXKUME Yepe3 IEHb, MbI TIpeijlaraemM
Ha [IepUOJI AITU3010B PECIIUPATOPHBIX U APYTUX MH(MEKIINI Ha3HAYaTh ITPEIHU30H €KeTHEBHO
C LIeJIbIO0 YMEHbIlIeHUsI pucKa oboctpeHuii (2C).

3.3. Jleuenue YP u C3 CHYHC kopmuxocmepouo-coepezarouumu npenapamamu

3.3.1. MBI peKOMeHIyeM Ha3HavyaTh cTepona-coeperatornue mpenapathl y geteit ¢ YP m C3 CHHC B Tex
CIIyJasix, Korjaa pa3BuBaloTcs modbouHbie 3(hdekTsl KopTukocTepounos (1B).
[Tpu YP CYH C MBI peKOMEHIyeM MCITOJIB30BaTh B KAUECTBE CTEPOMI-COCpEraolIvX IIPeIapaToB al-
KUJIUPYIOIIME MpernapaThl — Hukiodochamu wim xjaopamOoyui (1B). Mbl peiaraemM ucroib3oBaTh
AJKWIMPYIOIIME Tpernaparbl — HukKiodocdamun uiu xjaopaMOy1nuiI — B KaYeCTBE KOPTUKOCTEPOU/I-
coeperatoiux npenaparon npu C3 CYHHC (2C).

3.3.2.

3.3.2.1.

3.3.2.2.

3.3.2.3.

3.3.2.4.

Mpbl IpeutaraeM Ha3HavaTh HUKI0GocdaMu B 103¢ 2 MI/KT/CYTKH B TeueHue 8—12 Henelb
(MakcuMasbHast KyMyasaTuBHas qo3a 168 mr/kr) (2C).

MpbI npeasiaraeM He HaUMHATh Tepanuio HukiIohochaMuIoM 10 TeX Mop, noka He OyaeT
JIOCTUTHYTA PEMUCCUSI C TIOMOIIIBIO KOPTUKOCTEpOoua0B (2D).

Mpel peniaraeM Ha3HavaTh xjopaMOy1wi B 1o3e 0,1—0,2 Mr/kr/cyTku B TeueHue 8§ Heleb
(MakcuMasibHast KyMyJsiTuBHast fo3a 11,2 Mr/Kr) B KauecTBe ajbTepHATUBHI IIUKI0hocha-
muny (2C).

MpbI nipenjiaraeM He IPOBOAUTH BTOPOU KypC aIKWIMPYOIIKUX IpernapaToB (2D).
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3.3.3. MbI peKOMEHIyeM MCTIOb30BaTh IEBAMU30.1 B KAUECTBE KOPTUKOCTEPOUI-cOEperaoliero npernapara
(1B).
3.3.3.1. MpuI npemiaraeM Ha3HavyaTh JIEBaMHU30JI B 103¢e 2,5 MT/KT uepe3 aeHb (2B) B TeueHue kak

MUHUMYM 12 mecsueB (2C), Tak Kak y O0JbIIMHCTBA AE€TEi TpU OTMEHE JIeBaMU30J1a BO3-
HUKAIOT peLINBEI.
3.3.4. MBI peKOMEHAYEeM MCIIOJIb30BaTh MHTMOUTOPHI KaJIbIIMHEBPUHA, LIMKJIOCIIOPUH WA TAKPOJIUMYC B
KayeCcTBe KOPTUKOCTepoua-coeperarommx npemapaTtos (1C).
3.3.4.1. MBblInpemiaraeM IpUMEHSITh IMKJIOCIIOPUH B HAYaJIbHOM 103€ 4—5 MI'/KT/CYTKH B IBa IIpreMa
20).

3.3.4.2. Myl npenjiaraeM IpUMEHSITh TAKPOJIMMYC B HauaibHOI 103e 0,1 MI/Kr/CyTKM B ABa MpreMa
BMECTO LIMKJIOCTIOPUHA B CJTy4ae BhIPAXKEHHBIX KOCMETUUECKUX TOOOYHBIX 3(h(HEKTOB 11~
KjocnopuHa (2D).

3.3.4.3. MoHuTOpUpPOBaTH KOHIIEHTPALINIO MHTMONTOPOB KanbiinHeBpuHa (KHW) st ymenbienust
TOKCUYHOCTU (HET CTEIEHMU).

3.3.4.4. Mui nipennaraem HazHauatb KHU B Teuenune kak MuHumym 12 MecsiiieB, Tak Kak y 0071b-
mHcTBa aeteit npu otmeHe KHMU passuBatorcst o6octpeHus (2C).

3.3.5. M1 npenjiaraem npuMeHsatb MM @ B kauecTBe KOPTUKOCTepoua-coeperatouiero npemnapara (2C).
3.3.5.1. MuI npemiaraem HazHayath MM® B HavanbHOM g03¢ 1200 Mr/m?/CyTKu B ABa MpreMa B

TeYeHMe KaK MUHUMYM 12 MecsiLeB, Tak KaK y 00JIbIIMHCTBA AeTei ipu otMeHe MM® pa3-
BuBatoTcs peuuaussbl (2C).

3.3.6. Ml nipeuiaraeM MpUMEHSTh pUTYKCUMa0 Tos1bKo y Tex aeteit ¢ C3 CUHC, y koro yacTbie peLianuBhbl
BO3HMKAIOT, HECMOTPSI Ha IPUMEHEHME ONTUMaIbHBIX KOMOMHAIINIA PEeAHN30HA M KOPTUKOCTEPOUI-
cOeperamInx MMpernapaToB WIN TEM, Y KOTO Pa3BUBAIOTCS Cephe3HbIE TTOOOYHBIE 3(PPEKThI ITOM
tepanuu (2C).

3.3.7. MBI mipefutaraeM He MCITOJIb30BaTh MM30PMOMH B Ka4eCTBe KOPTUKOCTEPOUI-COEpETarolIero mpe-
napata ipu YP u C3 CHHC (2C).

3.3.8. MBI peKOMeHIyeM He MCITOJIb30BaTh a3aTUOIIPUH B KA4eCTBE KOPTUKOCTEPOUI-COSPEraloliero mpe-
napata npu YP u C3 CHHC (1B).

3.4. Ilokasanus x 6uoncuu nouxu
3.4.1. IMokazanusimu K 6uoricuu nouku y aereit c CHHC sBsitorcst (HET CTeneHn):
» orcyTcTBUE adheKTa Mpu peluanBax rnocjae NepBoOHaYaIbHOTO OTBETA HA KOPTUKOCTEPOUIBI;
* BbICOKMIA MHJIEKC TTOJI03PEHUS] B OTHOLLIEHUW MHOM OCHOBHOM MaTOJIOTUU;
* yXyalIeHue (GyHKIMU MoYeK y AeTeid, moxyyvatommx KHN.

3.5. Ummynusauyus y demeii c C4HC
3.5.1. dnsa ymeHbleHus1 prucka cepbe3Hbix nHbekumii y neteit c CHHC (HeT crenenn):

* MPOBOJIUTH JIETSIM TTPOTUBOITHEBMOKOKKOBYIO BaKIIMHALINIO;

* MMPOBOJIUTD BaKIIMHALIMIO TTPOTHUB TPUIIIA €KETOIHO AETSIM U BCEM, KTO C HUMU COBMECTHO TPO-
JKUBAET;

* OTJIOKWTb BAaKIIMHAIIMIO XXMBBIMU BaKIIMHAMM JI0 TEX ITOP, MOKa 1034 MPeTHU30HA He OYyIeT CHIDKEHA
10 1 Mr/kr exenHeBHO (<20 Mr/cyTKn) Win 10 2 MT/KT yepe3 aeHb (<40 Mr yepes IeHb);

* >KMBbI€ BaKIIMHbBI MPOTUBOIOKA3aHbI JETSIM, TOJyJYalolIuM KOPTUKOCTEPOUI-CcOeperaroiime M-
MYHOCYNPECCUBHBIE MTPernaparhl;

* JUIsl yMEHbIIEHUsI pucKa MH(PULIMPOBAHUS IeTel ¢ MoAaBIEHHBIM UMMYHUTETOM UMMYHU3UPOBATh
3I0POBBIX JIUII, TTPOKMBAIOIIMX COBMECTHO C AETbMM, KMBBIMU BaKIIMHAMU, HO OOECIIEYUTh OT-
CYTCTBUE KOHTAKTa JIeTeil C BbIIEJICHUSIMU MOUEBOM, MUIIIEBAPUTEIbHON U JbIXaTeIbHON CUCTEM
BaKLIMHUPOBAHHBIX JIUII B TeUeHUE 3—6 Heles b MOC/e BaKIIMHALIUM;

* MIPU KOHTAKTE C BETPSIHOM OCITO HEIMPUBUTHIM JICTSM, TTOJYJIAIOIIUM UMMYHOCYIIPECCAHTHI, TIPU
BO3MOKHOCTHM Ha3HAYaTh MPOTUBOZOSter’ HbIii UMMYHOTJIOOYJIMH.

Thasa 4. Cmepouo-pe3ucmenmmubntil Heghpomuueckuii cunopom y oemeti

4.1. Ouenra demeii c CPHC
4.1.1. Ml nipeyiaraeM MPOBOAUTD JieYeHWE KOPTUKOCTEPOUIAMU KaK MUHUMYM 8 Heslesb, TIpexae YeM
KOHCTaTMPOBATh CTEPOUI-PE3ZUCTEHTHOCTD (2D).
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4.1.2.

Hnst ouenku nereit ¢ CPHC tpebyeTcst (HET CTEIeHM):
* IMArHOCTUYECKAash OUOTICHS TTOYKH;

* oneHka pyHkuuy novek 1o CK® u pCK®;

* KOJIMYECTBEHHAs! OlIeHKa OKCKPEeILIMK OeJiKa.

4.2. Pexomenoauuu no aevenuro CPHC

4.2.1.

4.2.2.
4.2.3.

4.2.4.

MBsI peKOMeHIyeM HCITOJIb30BaTh MHIMOUTOPH! KanblimHeBpruHa (KHW) B kKauecTBe MHMIIMATBLHOMN

tepanuu y aeteii c CPHC (1B).

4.2.1.1. MmbI npemnaraeM nipoBoauTh Tepanuio KHU B TeueHne kKak MUHUMYM 6 MecsIlieB U TIpe-
Kpalarh e, €CIM K 3TOMY BPpEeMEHHU He JIOCTMTHYTa YaCTUYHAsl WJIM ITOJTHAs PEMUCCHS
npoteunypuu (2C).

4.2.1.2. Mpl nipeuiaraem nponokuTh tepanuio KHU B TedyeHne kak MUHUMYM 12 MecsIlieB, eciiu
yepes 6 MecsLeB JOCTUTHYTa X0Ts Obl yactuyHasg pemuccus (2C).

4.2.1.3. Mbl npeayiaraeM KOMOMHUPOBATH TEPATNUIO MaJTbIMU 103aMU KOPTUKOCTEPOUIOB C Teparueit
KHU (2D).

MpbzI pekoMeHayeM rTpoBoanThk jieueHre HAIT® umn BPA netssm ¢ CPHC (1B).

V neteii, He gocTUTIIMX peMuccun Ha Tepanuu KHU:

4.2.3.1. MpI npemiaraeM MukodeHosiata Modetua (2D), BbIcOKUE 103bI KOPTUKOCTEPOUIOB (2D)
WX KOMOMHAIIWIO 3TUX MpenapaToB (2D) y neTeit, He JOCTUTIINX TTOJTHOM M YaCTUIHOMN
pemuccun Ha KHU u kopTukocrepouax.

4.2.3.2. Mpbl npennaraem He Ha3HavyaTh HukiIodochamu getssm ¢ CPHC (2B).

Y manyeHToB ¢ pelaIMBOM HE(POTUIECKOTO CUHAPOMA ITOCJIE TOCTHKEHUST TTOTHOM PEMUCCUN MBI

npeajiaraéM BO30OHOBUTH Teparuio C MCMOJIb30BaHUEM OAHOM U3 cieayromux cxeM (2C):

* KOPTUKOCTEPOUIbI BHYTPH (2D);

* BEPHYTHCS K TOMY UMMYHOCYIIPECCMBHOMY TIperapaTy, KOTopblii paHee 0bL1 3(pexkTuBeH (2D);

* MICIIOJIB30BATh aJITePHATUBHBII UMMYHOCYIIPECCHUBHBINI IpernapaT JUlsl yYMEHbIIECHUS KyMYJISTUBHOMI

ToKcuyHocTU (2D).

Thaea 5. boae3nv MUHUMAABHBIX UMEHEHUIL Y 83DOCABIX

5.1. Jleuenue nepeoeo 3nusooa y é3pocavix c BMH

5.2

5.1.1. MBI pekOMeHAyeM Ha3HauyaTh KOPTUKOCTEPOUIbI IJi MHUIMAJbHON Tepanuu HeppOTUIECKOTO
cunapoma (1C).

5.1.2. MBI mpeutaraeM Ha3HavYaTh MPEAHU30H WM TIPEAHU30JIOH B 103€ | Mr/KT (MakcumanbHo 80 MT) B
CYTKU B OIMH IpUeM UK B J03¢ 2 MI/KT 4epe3 IeHb B o1uH npueM (MakcuManbHo 120 mr) (2C).

5.1.3. Ml ipefyiaraeM NpoaoJKUTh UHUITUAIBHYIO TEPAITUIO BBICOKMMU J03aMU KOPTUKOCTEPOUIOB, TIPU
MX XOPOIIIei MepeHOCUMOCTH Ha IEpUO KaK MUHUMYM 4 HelleJ b, €CJIM JOCTUTHYTA TIOJTHASI PEMUCCHSI,
1 MaKCUMAaJIbHO 10 16 Henesb, eciu moyHas peMuccus He gocturayra (2C).

5.1.4. Y maiyeHToB, IOCTUTIIIMX PEMUCCUU, MbI IIpejiaraéM MOCTEIIEHHOe CHIKEHUE 103bl KOPTUKOCTE-
pPOUIIOB B TeueHUe 6 MecsIlIeB Mocjie JOCTHXKeHUST peMuccuu (2D).

5.1.5. 17151 manyeHTOB ¢ OTHOCUTEIbHBIMU IIPOTUBONOKA3aHUSIMU WX HEIIEPEHOCUMOCTBIO BBICOKHUX 03
KOPTUKOCTEPOUIOB (HarIpuMep, HEKOHTPOJIUPYEMBbII AMA0eT, ICUXUYeCKe 3a00/1eBaHUST, TSKEJIbIIA
0CTeoI1I0po3) MHI ITpemtaracMm nukiogocdamvmn nim KHH, corsmacHO peKoMeHIasIM IJTs TTAallieHTOB
¢ yacto peuuauBupytoiieit BMUA (2D).

5.1.6. Tlpu peakux peruanBax Mbl IpenjgaraeM UCMoab30BaTh 1T MHUIIMATLHOMN Teparnuu Te Xe T103bI 1
JUTUTETHHOCTD TIPUMEHEHNSI KOPTUKOCTEPOUIOB, KaK 3TO yKa3aHO B pekoMeHmarusx 5.1.2, 5.1.3 u
5.1.4 2D).

yP/C3 MU

5.2.1. MBI IpenjiaraeM MCIOIb30BaTh HUKIJIO0(GochaMuI BHYTPb B 103¢ 2—2,5 MI'/KI/CyTKU B Te4eHue 8§ He-
nenb (2C).

5.2.2. Mb1npemiaraem ucronb3oBaTh KHU (Limkimocnopus 3—5 Mr/Kr/cyTku i Takpoiaumyc 0,05—0,1 mr/

KI/CyTKM B JiBa Iipuema) B TeueHue 1—2 jet y nauueHroB ¢ YP/C3 BMU, eciau o60oCcTpeHUs BO3-
HUKAIOT, HECMOTpPsI Ha TIpUMeHeHue [uKiIodochaMuaa, Uin y TeX, KTo XoueT n30eXaTh HapylIeHUsI
pernpoayKtuBHoM ¢yHKIK (2C).
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5.2.3. Mub1 npemiaraem npuMeHsite MM B no3e 500—1000 mr x 2 pa3a B IeHb €XXeIHEBHO B TeueHue 1—2 jier
y HallMeHTOB, KOTOPhIE HE MePEeHOCIT KOpTUKOCcTepouanl, nukiaodochamua u KHHA (2D).

5.3. Kopmurocmepouo-pesucmenmnas bMHU
5.3.1. [ToBTOpHas oleHKa MAaIMEHTOB C KOPTUKOCTEPOUI-PE3UCTEHTHOCTHIO JIJISI UCKITIOUEHUS APYTUX
MNPUYKUH HE(DPOTUUECKOTO CUHAPOMA (HET CTeTNIeH!).

5.4. Iloddepicusarowas mepanus
5.4.1. Y maumenroB ¢ OIIIT npu BMU mbI nipeutaraeM MpoBOAUTD 3aMECTUTENIBHYIO ITOYEYHYIO TEPaTTNIo
MPU HATMYUU MOKA3aHUM, HO C OMHOBPEMEHHbBIM MPUMEHEHUEM KOPTUKOCTEPOUTOB, KaK 3TO YKa3aHO
B paszeine — jedeHne nepsoro snm3zoga bBMUA (2D).
5.4.2. Mpbl nipeiylaraeM He IPUMEHSITh CTATUHBI U151 KOPPEKLIMU TUIIEPIAUIUACMUN U He TPUMeHSTh UATTD
wi BPA y HOpMOTEH3MBHBIX IMTALIMEHTOB ISl CHYKEHUSI IPOTEMHYPUH MPH JISYEHUM TIEPBOTO AMU30/1a
HedpoTuuyeckoro cuHapoma npu bMU (2D).

Thaea 6. Houonamuueckuii horxaavuwlii ceeMeHmMapHwlil 2A40MepYA0CKAEPO3 Y 83POCABIX

6.1. Ilepeonauaavnas ouenxa ®CIC
6.1.1. IIpeanpuHATh TILIATEILHOE O0C/IeA0BaHKE 1Tl UCKIIoUeHUsT BTOopu4HbIX (hopm PCI'C (HeT cTeneHu).
6.1.2. He ucmionp3oBaTh reHeTUIECKOE 0OCIIEIOBAaHNE B PYTUHHOM TTPaKTUKE (HET CTETIEHN).

6.2. Hnuuuaavnas mepanus @CIC

6.2.1. MBI peKOMeHIyeM TTPUMEHSITh KOPTUKOCTEPOUIbI U UMMYHOCYIIPECCAHTHI TOJIBKO MPY UIUOTIATH -
yeckoM OCI'C ¢ KMHUYeCKUMU TTpu3HaKaMu Hedporrndeckoro curapoma (1C).

6.2.2. Ml mipeuiaraeM Ha3HavyaTh MPEIHU30H €XETHEBHO B OAWH MPUEM B 03¢ 1 MI/KT (MaKCUMaJIbHO
80 Mr) WM B pexXuMe B OIMH IIpUeM 4epe3 IeHb B 103¢ 2 MI/KT (MakcumanbHo 120 mr) (2C).

6.2.3. Ml nipenjiaraeM B KauecTBE MHULIMAIBHOM Tepanuy Ha3HavaTh BBICOKUE T03bI KOPTUKOCTEPOUIOB
B TeUeHUE KaK MUHUMYM 4 HeJe/Ib; TIPOI0JIKATh KOPTUKOCTEPOUIBI B BBICOKMX J03aX IIPU YIOBIIET-
BOPUTEJIBHOM NIEPEHOCUMOCTH MaKCUMAaJIbHO 10 16 HelleIb WK 10 TOCTUXKEHUS TIOJIHOM PEMUCCUU,
€CJIM OHa pa3oBbeTcs paHee 16 Hemenb (2D).

6.2.4. MBI TipefiaraeM MOCTENEHHO CHUXKATD 103y KOPTUKOCTEPOUIOB B TeueHUe 6 MecsleB Iocie J10-
CTVXKEHMS TTOJIHOM pemuccun (2D).

6.2.5. MbI npennaraeM ucrnoib3oBath KHU B KauecTBe Tepanuu rnepBoii TMHUM Yy MAlIUEHTOB C OTHO-
CHUTEJIbHBIMU IIPOTUBOIIOKA3aHUSIMU WJIM HETIEPEHOCHMOCTBIO BHICOKUX 103 KOPTUKOCTEPOUIOB
(HampuMep, HEKOHTPOJIMPYEMbI TUabeT, Mcuxudeckure 3a00JeBaHUsI, TSIKEbI OCTEOTIOPO3)
(2D).

6.3. Jleuenue peuuousos
6.3.1. Ml nipeiaraeM MpoOBOANTH JICUCHUE PEIIUANBA He(PPOTUIECKOTO CUHIPOMA, COTJIACHO PEKOMEH1a-
M 11 peuuauBupytoiiein BMUW y B3pocabix (cM. riaBbl 5.1 u 5.2) (2D).

6.4. Jleuenue cmepouo-pesucmenmnozo OCIC

6.4.1. lnsa crepoun-pesucteHTHOr0o @CI'C MBI TIpeIaraeM UCIoIb30BaTh LIMKJIOCTIOPUH B 103¢ 3—5 Mr/
KI/CYTKU B IBa [IpHeMa B TeUeHUe KaK MUHUMYM 4—6 Mecsiues (2B).

6.4.2. I1pu TOCTVKEHUU YaCTUIHOM WJIU TTOJTHOM PEMUCCHUM MbI ITpeIiaraeM MpoaoJKUTh JIeUeHUE IIUKIIO-
CIIOPUHOM B T€U€HUE KaK MUHUMYM 12 MecsIlieB C MOCAeAYIOIIUM MOCTeNeHHBIM CHUKEHUEM J103bl
2D).

6.4.3. Y nauueHToB co crepoun-pe3ucteHTHbIM @PCI'C 1 HenmepeHOCUMOCTBIO LIMKJIOCIIOPUHA MBI IIPE-
JlaraeM MprUMeHeHNe KOMOMHAIIMKI MUKO(eHoIaTa Mo(eTrIa U BRICOKMX 103 nekcaMmeTaszoHa (2C).

Thaea 7. Houonamuueckas memopanosnas Hegpponamus

7.1. Ouenxa MH
7.1.1. IIpoBecT COOTBETCTBYIOIIEE OOCIEAOBAHME TSI NCKITIOUEHMST BTOPUIHBIX IPUYMH BO BCEX CITyJasix
Mopdoiornyecku nrokazaHHoit MH (HeT creneHn).

7.2. Ombop e3pocavix nayuernmoe ¢ UMH 0as aeuenus ummynocynpeccueHsimu npenapamamu (cm. 7.8 — pexomeH-
dayuu 0asa demeii c UMH).
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7.3.

7.4.

7.5.

7.6.

7.2.1.

7.2.2.

MbI pekoMeHIyeM HaUYMHATh MHULIMAJIBHYIO TePAMUIO TOJIbKO MallMeHTaM ¢ He(pOTUUYeCKUM CUH-

JIPOMOM U TIPU HAJTUIUU OJHOTO U3 CJICTYIOIINX YCIIOBUIA:

* 9KCKpelus 0eJiKa MpeBbIllaeT 4 I/CyTKU U coxpaHsieTcs Ha ypoBHe 6osiee 50% OT UCXOOHOTO, He
MMeeT TeHICHIIMM K CHIDKEHUIO Ha (POHE aHTUTUIIEPTEH3UBHOM M aHTUIIPOTEMHYPUIECKOM Tepanu
B TeUeHUeE Tieprojia HaOIIoIeHUsT KaKk MUHUMYM 6 MecsitieB (1B);

* UMEIOTCS TSDKEJIbIe, MHBAIMAU3UPYIOIINE U KM3HEYTPOXKAIOIIME CUMITTOMBI, CBSI3aHHBIE C He(pO-
tyeckum cuHapomom (1C);

» CKp nosbiiiaercst Ha 30% wiu 6osee B TeueHue 6—12 MecsiLieB OT MOMEHTA YCTAHOBKU AMArHo3a (HO
pCK® ne menee 25—30 mui/MuH/1,73 M?), 1 5TU UBMEHEHUSI HE MOTYT ObITh OOBSICHEHBI IPYTUMU
ocioxHeHusimu (2C).

He npumeHsITh NMMYHOCYIIPECCUBHYIO Teparnuio y mauueHToB co ctabuibHbiM CKp >3,5 Mr/mn

(>309 mxmonb/n) (mnn pCK® <30 ma/MuH Ha 1,73 M?) 1 yMEHbILIEHUEM pa3MePOB MOYEK M0 JaHHBIM

YJIBTPA3BYKOBOTO MCCAEAOBAHUS (JUIMHA MOYKU <8 CM) WJIU Y TTAIIUEHTOB C TSIXKEJIbIMU WJIU TTOTEH-

LIMAJIbHO XU3HEYTPOXKAOIMMMU MHOEKIUSIMM (HET CTEIICHN).

Huuuuaavnas mepanua UMH

7.3.1.

7.3.2.

7.3.3.

7.3.4.

7.3.5.

7.3.6.

MBI peKOMEHIYeM IMPOBOAUTH MHULIMAJIBHYIO TEPAITNIO 6-MeCSYHBIM KyPCOM C YEpeIOBaHUEM LIMKJIOB
KOPTUKOCTEPOUAOB BHYTPb U BHYTPUBEHHO U aJKUJIMPYIOIIMX MpernapatoB (cM. Taou. 15) (1B).
MpbI peataraeM MCIoIb30BaTh 1)1l MHUIIMAIBLHOU Tepanuu cKopee IuKIodochaMul, 4eM XJIopam-
oyuuna (2B).

[Ipu OoTCYTCTBUM HOCTUIKEHUSI pEMUCCUU MBI PEKOMEHIYEM BECTH IMAllMEHTOB KOHCEPBATUBHO B
TeYeHME KaK MUHUMYM 6 MeCSILIEB MTOCIE 3aBEPIICHKS 3TOM TepaIuy, Mpekae YeM KOHCTaATUPOBATh
0e3yCMenTHOCTh JIEUeHUSI, €CJIM TOJbKO HE OTMEYAeTCs PE3KOTO CHDKEHUS (PYHKIIMM TTOYeK WIN
Pa3BUTHS KU3HEYTPOKAIOIINX CUMIITOMOB, CBSI3aHHBIX C HE(DPOTUYECKUM CUHIPOMOM (CM. TaKXkKe
pekomeHnanuio 7.2.1) (1C).

BEITTOTHATE TTOBTOPHYO OMOTICHIO TIOYKH, TOJIBKO €CJIM Y TTallMeHTa OTMeUYaeTCss ObICTPOE CHIDKEHIUE
dbynkumu nouex (yasoenue CKp B reueHue 1—2 mecsiieB HaOI0A€HUST) TPU OTCYTCTBUU MACCUBHOM
nporeruHypuu (>15 r/cyTku) (HET CTEIeHU).

MonubuiipoBaTth 103y HuKI0hochaMmuna Nix XJopaMOyIuiaa B COOTBETCTBUM C BO3PAacTOM 0OJTb-
Horo u pCK® (HeT crereHn).

M&I TipeqiaraeM MOCTOSTHHOE €XeTHeBHOe (He IMUKINYECKOE) MCITOIb30BaHNE aTKUIUPYIOIINX
IpenapaToB, KOTOPOE TaKxKe MOXKET ObITh 3(P(EKTUBHO, HO aCCOLMMPOBAHO C OOJIBIINM PUCKOM
TOKCUYHOCTU, OCOOEHHO MPHU JUTUTEIBHOCTH TPUMeHEeHUsI B TeueHue >6 mecsies (2C).

Arvmeprnamuenvie pexcumol 045 unuyudaavrol mepanuu HMH: mepanus KHU

7.4.1.

7.4.2.

7.4.3.

7.4.4.

MpbI peKOMeHIyeM UCTOIb30BaTh LIMKJIOCIIOPUH WM TAKPOJIUMYC B TeUeHNE KaK MUHUMYM 6 MecsI1eB
y MalMEeHTOB, OTBEYAIOIINX KPUTEPUSIM MPOBEACHUSI UHUIIMATbHON Tepanuu (Kak 3TO OMUCAHO B
pekoMeHnaiuu 7.2.1), KoTopble 0TKa3bIBAIOTCS OT [IUKINYECKOTO MPUMEHEHUSI KOPTUKOCTEPOUIOB/
AJIKWJIMPYIOIIUX MpenapaToB WK UMEIOT MPOTUBONOKA3aHUs K 3TUM Mpernaparam (cM. Taou. 18 mis
crelMaabHbIX peKoMeHaanuii mo no3uponke) (1C).

Mpbl nipeyiaraem otMeHsaTh KHU y maiimeHToB, KOTOpble He JOCTUTIIN TTOJHON WJIM YACTUYHOM pe-
Muccuu B TeueHue 6 Mecsiues edeHus (2C).

Mpr nipemtaraeM cHikath 1o3y KHU ¢ maTepBaramMu B 4—8 Hemenb 10 50% OT HaYaabHOM 036,
€cJIM peMuccus coxpaHsiercs: U HeT npusHakoB KHHM-TokcuuHocTH, orpaHnYMBalolieii iedeHue, u
TIPOIOJIKATh TEPAITNIO B TeUeHNE KakK MUHUMYM 12 mecstieB (2C).

Mp&1 mipemyiaraemM perysisipHo MoHUTOpupoBaTh ypoBeHb KHHW B KpoBUM B mepumoa mHULIMATIbHOMN
Teparnuu, a TakKe MPU BBISIBICHUU HeoObsacHuMoro mnosbiieHuss CKp (>20%) B mo6om nepuoze
JledeHust (HeT cTenieHu) (cM. Tadu. 18 mist crielmaabHBIX peKOMeHaalnii mo go3uposanuio KHI).

Pexcumot, ne pexomendyemoie u e npedaazaemole 045 unuyuaivrol mepanuu HMH

7.5.1.

7.5.2.

MpbI peKOMEeHIyeM He TIPUMEHSTh MOHOTEPAIi0 KOPTUKOCTEPOUIAMHU B KaueCTBE MHULIMAIBHOTO
neuennss UMH (1B).
Mbl nipeajiaraeM He IIpUMeHATh MOHoTepanuio MM® mis nHunuanbHoro Jeyenus MUMH (2C).

Jeuenue UMH, pe3ucmenmuoii K pexomeHoyemoll UHUUUAAbHOUT mepanuu

7.6.1.

Mpbl nipeiaraeM MpoBOJAUTh JIEUeHUE MALIMEHTOB, PE3UCTEHTHBIX K MHULIMAJIbHON Tepanuu aJKuiIn-
pYIOIIMMU MpenapaTamMmu/KopTukoctepouaamu, ¢ ucnosbzosanuem KHU (2C).
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7.6.2. Mpbl nipeyiaraeM IpOBOIUTD JIeUeHUE MALUEHTOB, pe3MCTEHTHBIX K MHUIMAIbHOUI Tepanuun KHU, ¢
HCIT0JIb30BaHUEM aJIKMJIMPYIOIIUX IIperapaToB/KopTukoctepouaos (2C).

7.7. Jleuenue peuuousoeé neghpomuueckozo cunopoma y é3pocavix ¢ MMH
7.7.1. Mpbl ipeniaraeM MpOBOINUTD JIUeHUE PEIIUANBOB HE(hPOTUUECKOTO CUHIPOMA TTOBTOPHBIMU KypCaMU
TeX 3Ke MpenapaToB, KOTOPbIE paHee BbI3BaIu peMuccuio (2D).
7.7.2. BTex ciyuasix, KOrua B KaueCTBe MHULIMATbHOM Teparmu NCTIOJIb30BATUCH ITUKINIECKHUE 6-MeCSTUHBIC
KypChl KOPTUKOCTEPOMI0B/aIKMJIMPYIOLIX IIpernapaToB (CM. peKoMeHaanuio 7.2.1), Mbl penjiaraem
TIOBTOPSTH 3TY CXeMY JJIsI JICUCHUS pelIMINBOB He 0osee omHoro pasa (2B).

7.8. Jlewenue UMH y oemeii
7.8.1. MBI ipeniaraeM IpoBoanTh JeueHne UMH y neteii, cormacHo pekoMeHmansm 1o jgedennio UMH
y B3pocibix (2C) (cM. pekomenmanuu 7.2.1 u 7.3.1).
7.8.2. MpbI peyiaraeM He Ha3HauyaTh AETSAM 00Jiee OJHOTO Kypca LIUMKJIMYECKOUN Teparnuu KOPTUKOCTEPOU-
JaMW/aJIKUTUPYOIIMMU nipenapatamu (2D).

7.9. Ilpoghusaxmuueckoe nasnauenue anmuroazyasumos npu UMH
7.9.1. Mbl nipeuiaraeM MpoBOAUTD NPOMUIAKTUYECKYIO aHTUKOATYJISIHTHYIO TEparuio ¢ UCTI0Jb30BaHUEM
BapapuHa BHYTpb nanmeHTam ¢ MMH u HedpoTuuecKuM CUHAPOMOM MPU 3HAUUTETHLHOM CHU-
JKEHUU CBIBOPOTOUYHOTO anboymuHa (<2,5 r/mi [<25 r/i]) u HaTu4uu JOTOTHUTEbHBIX (DAKTOPOB
pucka Tpom6030B (2C).

Thasa 8. Houonamuueckuii memopanonpoaughepamueHslii 2a1omepyaonedpum

8.1. Ouenxa MIITH
8.1.1. ObcemoBaTh MAIIMEHTOB C TUCTOJIOTHYECKOM (CBeToONTIUecKoi) KapTuHoit MITT'H 151 BeIsSIBICHMS
OCHOBHOTO 3a00JIeBaHUS, TIPEXKIE YeM PEIIAaTh BOIIPOC O MPUMEHEHNH CTIIeIIM(UIECKOM Teparu (CM.
Ta61. 20) (HeT cTerneHn).

8.2. Jleuenue uouonamuuecrxozo MIITH
8.2.1. B Tex cayyasx, Korma y B3pocibix mauneHToB 1 aeteit MITIH mpotekaeT ¢ HeppoTndecKM CUHIPO-
MOM U MPOrPECCUPYIOLINM CHIKEHHEM IMTOYeUHOM (DYHKIIMU U paCCMaTPUBAETCS KaK MAMOMAaTHYE-
CKUIA, MBI ITpejiaracM B KaueCTBe MHULIMATBHOM Tepalnuu Ha3HauaTh HUKI0hocdaMua BHyTPb TN
MM® B codyeTaHUU C HU3KUMMU A03aMU KOPTUKOCTEPOUIOB Uepe3 AeHb WIM €XKeIHEBHO Ha CPOK He
Gouiee 6 Mecsues (2D).

Thasa 9. Inomepyaoneppumet, césa3annsvte ¢ ungpexuyuamu

9.1. Mbi npedaazaem nposedenue adeKeammnozo Ae4eHus UHPEKUUOHHO20 3a004e6aHUsA U CMaHdapmHbLe N00X00bl K
AeHEHUI0 NOYEHHBIX NPOABACHUI 0451 CACOYIOUWUX 210MePYI0HePPUmMos, céa3anHbIx ¢ undexuuamu (2D):

* TTIOCTCTPEeNTOKOKKOBEIN ['H;

* I'H npu nH(beKIMOHHOM 2HAOKAPAUTE;

* IIYyHT-HE(PUT.

9.2. T'H, céazannviii ¢ HCV-ungexuueii (cMm. Takke onyonkoBanHbie PekoMmennaruu KDIGO 1o nipenorBpa-
ILIEHUIO, TUarHOCTHUKE, OLIEHKE M JieueHUIo reratuta C mpu XpOHUIECKOM 00JIE3HU MTOYEK).

9.2.1. Ing HCV-undunmpoBanHbix nanreHToB ¢ XBII 1-it u 2-it cranguu u 'H MBI peaiaraem KoMou-
HUPOBAHHYIO aHTUPETPOBUPYCHYIO TEPAITUIO ¢ UCIIOJIb30BAaHMEM TETUIMPOBAHHOTO UHTEep(epoHa
¥ prbaBUpHMHA, TaK Xe Kak 1 mis oomieit monymsinu (2C) [ocHoBaHO Ha pekoMmeHmanuu KDIGO
HCV2.2.1].
9.2.1.1. Ho3za pubaBupuHa A0JKHA ObITh MOAU(UIIMPOBAHA B 3aBUCUMOCTHU OT MEPEHOCUMOCTH

MalMeHTOM U COCTOSIHUS MTOYEUHOU (hYHKIIMU (HET CTEIEeHN).

9.2.2. Ina HCV-undunupoBanHbix naureHToB ¢ XbI1 3, 4 u 5-i1 ctanuu He Ha TMaIM3¢ MBI TIpeiaraeM
IIPOBOAUTH MOHOTEPAIMIO IIErMJIMPOBAHHBIM UHTEP(HEPOHOM B JO3UPOBKAX, MOAU(PULIMPOBAHHBIX B
COOTBETCTBUU C COCTOsTHMEM (pyHK1IMM TTouek (2D) [ocHoBaHo Ha pekoMeHmanu KDIGO HCV 2.2.2]

9.2.3. lns naumentoB ¢ HCV u cmemannoii kpuornooynunemueit (UT-G/UT-M), HedpoTuueckoii mpo-
TeMHYpHUell U MpU3HAKaMU IIPOrPECCUPYIOIEro 3a00JieBaHMS MMOYEK WM C SIBHBIM 000CTpeHUEM
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KPUOTIOOYIMHEMHUH MBI TIpejiaracM JiedeHue 1azmMadepe3oM, puTyKcuMadoM i nukKiaodocda-
MMJIOM B COYETAaHUU C METUJIITIPETHNU30JIOHOM B/B M IIPOBEIEHUE COMTYTCTBYIOIIEH ITPOTUBOBUPYCHOM
tepanuu (2D).

9.3. TH, céazannstii c HBV-ungexuueri
9.3.1. Onsg nmauueHtoB ¢ HBV-undexkuueii u I'H Mbl npeaiaraeM NpoBOAUTL TEPATUIO MHTEP(hEPOHOM WU
aHaJIoraMy HYKJIEO3UIO0B, KaK 3TO PEKOMEH/IYeTCs JIsT 00T TOIyJISIINY CTAaHAAPTHBIMU KJIMHU -
YeCKUMM peKoMeHnauusiMu 1o geyeHuo HBV-undekuuu (cm. Taodi. 23) (1C).
9.3.2. MBI pekoMeHayeM MOau(UIIMPOBATh 103l MPOTUBOBUPYCHBIX TPENApaTOB B COOTBETCTBUU C CO-
crostHueM noyeuyHoi pyHkuuu (1C).

9.4. Liomepyasipusie 3ab601e6anus, céazaunvie ¢ BUY-unghpexyueii
9.4.1. Ml peKOMeHIyeM MPOBOANUTh AaHTUPETPOBUPYCHYIO TEPAIIO BCEM IMALIMEHTAM C TMCTOJOTUYECKU
nokazaHHoit BUY-accommupoBaHoii Hedppomnatueii HezaBucruMo oT Konudectsa CD4 (1B).

9.5. Hechponamuu, accouuuposanmole ¢ Wucmocomo3om, uiapuo3om u maiapuer

9.5.1. Insg manmenToB ¢ ['H 1 conmyTcTBYONIMMEY Majsipyeid, IIIMCTOCOMO30M MY (DUISIPUO30M MBI TIpe-
JlaraeM IIPOBOIUTD aJeKBAaTHYIO TePaIlMIO IPOTUBOIIApa3UTAPHBIMU IIpernapaTaMuy B 103aX, HE00X0-
JTUMBIX JUIS 9pafuKaliy Bo30ynuTeseil (HeT CTeIeHn).

9.5.2. MBI nipejyiaraeM He MCMOJIb30BaTh KOPTUKOCTEPOUIbI U UMMYyHOCYNpeccaHThl s jieueHust [H,
aCCOLIMMPOBAHHOIO C IIMCTOCOMO30M, TaK Kak cuuTaeTcs, yto ['H sIBisieTcst HemocpeacTBeHHBIM
ciencTBUeM MHMEKIIMY U UMMYHHOTO oTBeTa Ha Hee (2D).

9.5.3. MBI npeajiaraeM BBITIIOJHSITh MOCEB KPOBU Ha CajJbMOHEJJIE3 BCEM IMallMeHTaM C IemnaTo-
JINEHAJIbHBIM LIKCTOCOMO30M, Y KOTOPBIX UMEIOTCSI MU3MEHEHMS B aHAIM3aX MOYU 1/WJIN CHUKEHUE
CK® (2C).
9.5.3.1. MpI nipeasiaraeM MpoOBOAUThL AHTUCAIBMOHEJIE3HYIO TEPATUIO BCEM MALIUEHTAaM C IMOJTOXU-

TEJbHBIMU pe3yJIbraTaMM MoceBa KpoBU Ha caibMoHey (2C).

Thaea 10. Ummynozao6yaun-A-nepponamus

10.1. Ilepséonanaavnas ouenxa pucka npozpeccuposanus 3a60.1e6anus no4ex
10.1.1. OOGcnenoBaTh Bcex MallMEHTOB ¢ TUCTONOrMYecKu gokazaHHo MTAH nisg uckiioueHus mpuurH
BropuaHoii UTAH (HeT cTerenn).
10.1.2. OtieHUBATh PUCK ITPOTPECCUPOBAHUS TIO YPOBHIO MPOTEMHYPUU, apTepraibHOro naBieHust 1 pCKdD
Ha MOMEHT YCTAaHOBKM IMarHo3a U B TeUE€HUe Meproia HabIoeH!s (HET CTeNeHN).
10.1.3. JIjst OlIeHKM MPOrHO3a MOTYT UCTIOJIb30BAThCS TUCTOJIOTUYECKME U3MEHEHUSI (HET CTeTIeHH ).

10.2. Aumunpomeunypuueckasn u aHmuunepmeH3UGHAs1 Mepanus

10.2.1. MuI pekoMeHayeM maureiabHoe JeueHne nAIID umu BPA pu npotenHypuu >1 r/CyTKH, C IIOBBI-
IIEHUEM JI03bI TIPENapaToB B 3aBUCUMOCTH OT apTepuaibHOTO nasieHus (1B).

10.2.2. Mu1 npemnaraem jiedeHre nAII® nam BPA nipu mporennypuu ot 0,5 o 1 r/cytku (y mereii ot 0,5
1o 1 r/cytku Ha 1,73 M2) (2D).

10.2.3. Mu1 npemraraeM nosbimeHne 10361 MAIT® it BPA 1o MakcnMaibHO TTepeHOCUMOI, C TEM YTOOBI
npoctuyb nporeunypuu <1 r/cyrku (2C).

10.2.4. ITpu UTAH neneBbIM cliefyeT cUuTaTh apTepuaibHoe gasiaeHune <130/80 MM pT. CT. AJIsI TalIMEHTOB
¢ npotennypueit <1 r/cytku u <125/75 MM pT. CT. TPU UCXOAHOI MPOTEUHYPUU > 1 I/CyTKM (CM.
r1aBy 2) (HET CTEIeHU).

10.3. Kopmuxocmepouowt
10.3.1. JIjas maimyeHTOB ¢ MEPCUCTUPYIOLIEH MPOTeuHypuein >1 r/CyTKu, HeCMOTpsI Ha 3—6-MecsiuHOe
OINTUMaJIbHOE NoiepxuBatoiee tedeHue (Bkiodas UAII® wim BPA u KoHTpoJIb apTepralbHO-
ro gapnenust), ¥ CK® >50 ma/mMuH Ha 1,73 M? MBI TIpe/utaraeM MpoBeeHNe 6-MeCITIHOTO Kypca
KopTukocTtepouaHoit Tepanuu (2C).

10.4. Hmmynocynpeccuenoie npenapamol (yuxiogocpamud, azamuonpun, MM®D, yuxaocnopun)
10.4.1. MuI nipenjiaraeM He TIPUMEHSTh cOUeTaHNEe KOPTUKOCTEPOUIOB ¢ MKIodochaMmumomM M aza-
TuorpuHoM y nauueHToB ¢ MUTAH (3a uckitoueHuem ciyyaeB MTAH ¢ monyayHusIMU U ObICTpO-
MPOTPECCUPYIOIINM CHIKEHUEM (DYHKIIMU TToYekK (cM. pekoMeHaanuio 10.6.3) (2D).
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10.4.2. MbI nipeutaraeM He MCTOJIb30BaTh UMMYHOCYTPECCUBHBIE Mpenapathl y marueHToB ¢ CK® <30 mi/
MUH Ha 1,73 M2, 3a uckmouyeHureM ciaydaeB MTAH ¢ monyiyHUsIMU 1 GBICTPOIIPOrPEeCCUPYIOIINM
CHUXeHueM GyHKIMU nouek (cM. paznen 10.6) (2C).

10.4.3. MpsI npemiaraeM He ucnosib3oBatb MM® mist neuenuss UTAH (2C).

10.5. /lpyeue 6udot aevenus
10.5.1. TIpumeHeHME PHIOBETO XKMPA.
10.5.1.1. Mpl ipenyiaraemM UCmob3oBaTh peiouii sxup mis nedennst UTAH npu nepcuctupoBanmn
MPOTEeUHYPUM >1 T/CYyTKM, HECMOTpPSI Ha 3—6-MeCsTYHOE ONMTUMAJIbHOE TTOAIEPKU -
Batroniee JeyeHue (BKiaoudast MAIT® nin BPA 1 KOHTpoIb apTepuaabHOTO JaBJICHUS )
(2D).
10.5.2. [e3arperaHThbl.
10.5.2.1. MbpI npemyiaraeM He UCMHOJIb30BaTh Ae3arperaHthl 1is jeueHust UTAH (2C).
10.5.3. ToH3wnsKTOMUS.
10.5.3.1. Mb&I npemiaraeM He PoBOAUTh TOH3WLIIKTOMMIO Ipu MTAH (2C).

10.6. Amunuunote gpopmot UTAH
10.6.1. BMM ¢ me3anruanbHbiMu aeno3utamu UI-A.
10.6.1.1. Y manueHTOB ¢ HE(POTUIECKUM CUHIPOMOM U I'MCTOJIOTMYeCKUMU ITpu3HakamMu bM U
¢ Me3aHTuabHbIMU Aenio3uTamu UT'-A mpu Ouorncuu moyku Mbl peKOMEHyeM MPOBO-
IUTH ledeHre, Kak npu BMMU (cM. rasy 5) (2B).
10.6.2. OIIII, accounurpoBaHHOE C MAKPOreMaTypUEil.
10.6.2.1. BBIIOJIHATD IIOBTOPHYIO OMOIICHIO IToYKM y nauueHToB ¢ MTAH u OIIII, accouuupo-
BaHHBIM C MaKporemaTypuel, eCiu 4yepe3 5 JHel 1ocie Hayajga CHYDKEHUS TOYeYHOM
(YHKUMU He HACTYIIAeT yaydylleHus (HET CTENeHN).
10.6.2.2. MbI nipemyiaraeM IpoBOIUTh noaaep:kupatoityio tepanuio OINI npu MTAH, eciu npu
OuoIICUM, BBITIOJIHEHHON BO BpeMsI 31M30/1a MaKpOTreMaTypuu, UMEIOTCS TOJIbKO TMCTO-
normueckue mpuzHaku OKH ¢ sputpornrapHeIMI HUJIUHAPAMHU B IIPOCBETE KAHAJIBIICB
(20).
10.6.3. MTAH ¢ noayayHusIMHu.
10.6.3.1. TIMonyayunoit UTAH cuuraerca MTAH ¢ noaynynusiMmu 6osee 4yeM B 50% KiyOOUYKOB
10 TaHHBIM OMOTICUM 1 OBICTPOTIPOTPECCUPYIOITUM YXYAIIEHUEM (PYHKIIUN TTOYEK (HET
CTETICHM).
10.6.3.2. Mpl nipeutaraeM NPUMEHSITh CTEPOMALI M LIMKIohochaMu y maluueHTOB ¢ ObLICTPOIPO-
rpeccupytomieit moayiayHHoit UTAH 1o cxeme, aHamornuHoi cxeme aedenus AHLIA-
BacKyJIHUTOB (cM. rmasy 13) (2D).

Thaea 11. Hegppum npu nypnype lenoxa—Illenasiina

11.1. Jleuenue I'LIIII-neppuma y demeii
11.1.1. ¥ nmereit ¢ I'TI-HedpuTOoM U TIEpcUCTUpYIOLLIEH mpoTenHypueii >0,5—1 r/cytku Ha 1,73 M? MbI
npemiaraeM npoBoauTh iedenne nAIT® mim BPA (2D).
11.1.2. ¥ nmereit ¢ mpotenHypueit >1 r/cytku Ha 1,73 M2, mepcUCTUPYIOLIEH, HECMOTPST Ha IPUMEHEHKE
UAID ymum BPA, u CK® >50 mi/MuH Ha 1,73 M? MBI TIpejiaraeM IMpOBOIUTH JICUEHHE TaK 3Ke,
Kak 1 npu MTAH — 6-MecsgyHbBIM KypCOM KOPTUKOCTEPOUIHOM Tepanuu (cM. riasy 10) (2D).

11.2. Jleuenue noayayunoeo I'LIITI-neppuma y demeii
11.2.1. ¥ pereit ¢ monyayHHbeiM [THIIT-HedpuTOoM 1 HEDPOTUIECKUM CHHAPOMOM M/WIM yXyILIEHUEM
(YHKIIMK TTOYEK MBI ITpeajaraeM NpoBOAUTD JIeYeHME TaK XKe, Kak rpu nmoayayHHoil UTAH (cu.
pexkoMengauuio 10.6.3) (2D).

11.3. Ilpedomepawenue I'lIIII-neppuma y demeii
11.3.1. MBI pekoOMeHIlyeM He MCI0JIb30BaTh KOPTUKOCTepou bl 1ist ripepotBpaiieHus ['TITT-Hedpura
(1B).

11.4. I'IIIII-neppum y 63pocavix
11.4.1. Mpu1 npemiaraeM nipooauTts JeyeHue I'IITT-HedpuTa y B3pocibix Tak ke, Kak y nereit (2D).
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Thaea 12. Boavanounwiii neghpum

12.1. Kaacc I BH (munumanonotii mezaneuaavhoiii BH)
12.1.1. MuI nipeaiaraeM IpOBOAUTH JIeueHUE TTaliueHToB ¢ KiaaccoMm | BH B 3aBUCMMOCTH OT BhIpaxkKeH-
HOCTU BHENOYEUHBIX IIPOSIBJIEHUI BoTyaHKU (2D).

12.2. Kaacc Il BH (me3aneuonpoaugpepamuenotiic BH)
12.2.1. TlpoBomuTh ieueHue nareHToB ¢ kinaccom I BH u mporennypueit <1 r/cyTku B 3aBUCUMOCTHU OT
BHEMOYECYHBIX MPOSIBIICHU I Bo1yaHKU (2D).
12.2.2. MuI npeniaraem rpoBoauTh jiedeHue kinacca [I BH ¢ mporennypueii >3 r/cyTKu KOPTUKOCTEPOU-
namu i KHU, xax ato onucano s BMU (cwm. riasy 5) (2D).

12.3. Kaacc III BH (ouazoevui BH) u xaacc 1V BH (oughpysnoiii BH) — unuyuaavnas mepanus

12.3.1. MBI peKOMeHIyeM MTHULIMAIbHYIO Tepanuio KopTukocTtepornamu (1A) B coueTaHUH ¢ IIUKIT0(DOC-
damugom (1B) i MM® (1B).

12.3.2. TIpu yxyaumeHuu tTedyeHusi BH (nmoseienue CKp, HapacTaHue NpOTeMHYPUU) B IIepBbIe 3 Mecsilia
JieueHus1 Mbl Mpe/ijiaraeM MpoU3BECTU CMEHY peXXuMa MHULIMAIbHOM Tepanuu Ha aJbTepHATUBHO
PEKOMEHIOBAHHBIN MW TTPOBECTU TTOBTOPHYIO OMOTICHIO TIOUKM JIJIST OTIPEC/ICHUS NabHEeH e
TaKTUKU JeueHus (2D).

12.4. Kaacc III BH (ouazoevtii BH) u kaacc 1V BH (oughpysnoiii BH) — noddepycusarowas mepanus

12.4.1. MuI peKOMEHIyeM ITOCJIe 3aBepIICHNS] MTHULIMAIBHOM Tepariy IIPOBOIUTE ITaIlieHTaM ¢ KiaccoM 111
u IV BH noazaep:kuBalolyio Tepamnuio azaTuonpudom (1,5—2,5 mr/kr/cyrku) wim MMO® (1-2 1/
CYTKU B IBa NpUeMa) U HU3KUMU 03aMU KOPTUKOCTEPOUIOB BHYTPb (9KBUBaJIeHTHbIMU <10 M1/
cyTKH TnipeaHu3oHa) (1B).

12.4.2. MprI npennaraeM ucnonb3oBaTb KHIM 1 Hu3KMe 10361 KOPTUKOCTEPOUIOB ISl MOIAEPKUBAIOIIICI
TepaIuu y NalueHToOB, KOTophie He nepeHocat MM ® u azatuonpus (2C).

12.4.3. Mbl npenjiaraeM nocje 10CTHXKEeHUs MOJTHON peMUCCUM MPOIOJIKATh IMOAICPKUBAIOITYIO TePAIIO
B TeUEHME KaK MUHUMYM | rofia, mpex/ie yeM paccMaTpuBaTh BOIPOC O JalbHEIIIeM MOCTENIEHHOM
CHIDKEHMU 00beMa UMMYyHocyTipeccuu (2D).

12.4.4. Ecnu noyiHas peMUCCHSI He JOCTUTHYTA B TeUeHME 12 MecsI1IeB MoAnepKUBaloIlIeil Tepanuu, CaeayeT
peLIUTh BOIMPOC O TOBTOPHOI OMOTICUY MTOYKH, MPEXK/IE UeM OTNTPEIeIATh TOKa3aHUs K MUBMEHEHUIO
Tepanuu (HeT CTeTIEHU).

12.4.5. Ecnu B iepuo yMeHbIIEHUST 00beMa MTOAIEPXKUBAIOIIIEH Teparuu yxyaiaeTcst hyHKIMs ToveK 1/
WM HapacTaeT MPOTeUHYPHs, Mbl TIpeUIaraeM YCUJIUTh TEPAITUIO IO YPOBHSI, KOTOPBIi TTO3BOJISLI
KoHTposmmpoBaTh nposisieHust BH (2D).

12.5. Kaacc V BH (membpanosuviii BH)

12.5.1. MpuI npeaiaraeM NpoBOAXTD JeUeHUE MalueHToB ¢ kiaaccoM V BH, HopmanbHO# (pyHKITMElH Mo-
YyeK U cyOHedpoTHUYecKol NpOTeuHyprel aHTUITPOTENHYPUUECKUMU U aHTUTUTIEPTEH3UBHBIMU
rperapaTaMy M Ha3HayaTh KOPTUKOCTEPOUIbl U UMMYHOCYITPECCAHTBI, TOJIBKO €CJIM UMEIOTCS
MOKa3aHUsl CO CTOPOHBI BHEMOUEYHBIX MPOSIBIEHUI CUCTEMHOM KpacHO# BoauyaHKu (2D).

12.5.2. MuI npeaaraeM IpoBOIUT JIeUEHHE MALIEHTOB C «UUCTBIM» Ki1accoM V BH u nepcuctupyonieit
HedpoTUUECKOH TPOTEUHYPHUEN KOPTUKOCTEPOUIAMU B COUETAHUM C UMMYHOCYITPECCUBHBIMU ITpe-
mapatamu: ukiodochamunom (2C), wim KHHU (2C), umu MMO® (2D), unu azatuonpuroM (2D).

12.6. Obwue npunyunot aewenus BH
12.6.1. MpI npewiaraem BceM naureHTam ¢ BH mo6oro kiacca npoBoauTh JeyeHUE THAPOKCUXIOPOXUHOM
(B MakCHMMaJIbHOM CyTOUHOI 103¢ 6—6,5 MI/KT MIlealbHOTO Beca TeJia), €CIU HeT CIIeluUIecKrx
MPOTUBOMNOKAa3aHU K 3ToMy mpernapaty (2C).

12.7. Kaacc VI BH (cxaeposupyrouuii BH)
12.7.1. Mu1 pekoMeHayeM naimeHTam ¢ kinaccom VI BH nmpoBoauTh 1eueHe KOpTUKOCTEPOUIAMU U UM~
MYHOCYIPeCcCaHTaMU, TOJIbKO €CJIM UMEIOTCS ITOKa3aHUsI CO CTOPOHBI BHEITOYEUHBIX MPOSIBJICHUI
CHCTEMHOM KpacHOM BoiyaHku (2D).

12.8. Peuyuouevt BH
12.8.1. Myl npenjaraem IpoBOAUTH ieueHre peluarBoB BH, Bo3HUKIIIMX MOcIe AOCTUKEHMSI ITOJTHOM UIn
YaCTUYHOU PEMUCCUH, 11O TEM K€ CXeMaM MHULIMAJIbHOM U MOJIePXKUBAIOILIE Tepanu, KOTOpPbIe
ObUIM 3(p(PEeKTUBHBI U151 JOCTUKEHUS TIepBOHaYaabHOI peMuccuu (2B).
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12.8.1.1. Ecnu moBTOpHOE MpOBENEHNE MHULIMAIBHON Teparnuu BeAeT K PUCKY HAKOTIJIEHUS Bbl-
COKOW KyMYJISITUBHOI 103bl IMKJI0(GochaMuia, Mbl MpejaraéM UCIoab30BaTh PEXUM
6e3 nukiodochamuaa (pexxum D) (2B).
12.8.2. Ecnau nuMeeTcs Mogo3peHue, YTo TucToorndyeckuii kiace BH usmeHuiics, uim He sicHO, 3aBUCUT
s rioBbiieHne CKp u/wim HapacTaHyue TPOTeMHYPUU OT BEIPAXKEHHOCTH aKTUBHBIX WA XPOHU -
YECKMX NU3MEHEHU, CIeTyeT BhITIOJHUTH TTOBTOPHYIO OMOTICUIO TTIOYKU (HET CTETICHU).

12.9. Jleuenue pegppaxmepnoix gpopm 3aboreeanus

12.9.1. Y nmanuenroB ¢ HapacTanueMm CKp u/wim poTeHypUHM IOCJIe 3aBepLIeHNUS MHULIMAIBHOM TepaIiii,
IIPOBEICHHOI COIVIACHO OJHOMY M3 PEKOMEHAOBAHHBIX PEXMMOB, 11e1eCO00pa3HO BHIITOJIHEHNUE
TOBTOPHOI OMOTICUM TTOYKHU TSt AuddepeHIInaIbHON TUAarHOCTUKM MeXay akTuBHbIM BH u
CMOpIIMBaHUEM TTOYEK (HET CTEIIEHN).

12.9.2. JleyeHue manueHToB ¢ HapacTaHueM CKp 1/Wim NpoTenHYpUH, Y KOTOPBIX COXPAHSIETCS aKTUB-
HocTh BH, ciienyeTt mpoBoauTh B aJIbTepHATUBHOM PEXKUME MHULIMAIbHON Tepanuu (cM. pazaen 12.3)
(Her crenieHn).

12.9.3. 7151 maliMeHTOB, HE OTBETUBIIIMX 0OJiee YeM Ha OIMH PEXXUM MHULIMAIBHOMN Tepanuu (CM. pasmien
12.3), MBI TIpejiaraeM IIpOBOIUTh JIEYCHUE PUTYKCMMa00oM, B/B UMMyHoIIo0yinHoMm wim KHA
(2D).

12.10. Cucmemnasn Kpacnasa 60A4anKa u mpomoomu1ecKas MUKpoOaH2uonamus
12.10.1. MBI nipeuiaraeM IIpoOBOAUTD JieueHue anTudocdonunuaHoro cunapoma (ADC) ¢ nopaxeHueM
MOYeK y MalMeHTOB ¢ CUCTEMHOI KpacHOM BoyaHkoii, ¢ BH miu 6e3 Hero, ¢ TOMOIIbIO aHTH-
KOaryJssHTOB (IIeJIeBOe MEXIyHAapOIHOe HopManu3oBaHHoe oTHomieHre [MHO] 2—-3) (2D).
12.10.2. TTaupeHTaM ¢ CUCTEMHOM KpacHOU BOJYaHKON M TPOMOOTUYECKON TPOMOOLIMTONEHUUECKOM
mypnypoii (TTII) Mbl ITpeaiaraeM MpoBOAUTH ITPOLIEAYPhI IUIA3MOOOMEHA, TaK XKe KaK ImalieHTam
¢ TTII 6e3 Boruanku (2D).

12.11. Cucmemnas Kpacnas 6044aHKa u 6epemMeHHOCHb

12.11.1. MBI ipeniaraeM peKOMEHI0BaTh XKeHIIIMHAM OTJIOKWTH HACTYIIJIEHHEe OepeMEHHOCTH 10 TOCTH-
>KeHus mojiHoit pemuccun BH (2D).

12.11.2. MBI peKOMeHIyeM He UCroJb30BaTh ukKIodochamun, MM®, uATT® u BPA Bo Bpemst GepeMeH-
HocTH (1A).

12.11.3. MBI ipeiaraeM MpoAO/KUTh TePaIuio THIPOKCUXIIOPOXMHOM BO BpeMsl 6epeMeHHOCTH (2B).

12.11.4. TTpu HacTyruieHUM 6epeMEHHOCTH Mbl PEKOMEH/TyeM IepeBOINTD MAIlMEHTOK, TIOJTyJaBIINX JICUCHNE
MM®, na azatuonpuH (1B).

12.11.5.T1pm pa3sutnm oboctpeHuss BH Bo Bpemst 0epeMeHHOCTH MBI PEKOMEHIYeM ITPOBOINTE JICUCHHE
KOPTUKOCTEPOUIAMHM U, B 3aBUCMMOCTH OT TSKECTH 000CTpeHusI, azatnonpuHoMm (1B).

12.11.6. I[1pu HACTYIIIEHUH GEPEMEHHOCTH Y MALIMEHTOK, ITOJTYYAIOLINX KOPTUKOCTEPOUILI MJIH A3aTUOTIPUH,
MBI TIpejjIaraeM He CHUKaTh J03bl 9TUX MPENapaToB B Mepuo 6epeMEeHHOCTH U KaK MUHUMYM B
TeueHue 3 MecsleB nocie poaopaspeiieHus (2D).

12.11.7. MBI nipefjiaraeM MpUMEHSITh MaJIble 103bI ACTTUPUHA BO BPEeMsI OEPEeMEHHOCTH JIJIsI YMEHbBIIICHUS
pucka rorepu 1ona (2C).

12.12. BH y demeii
12.12.1. MBI mpemraraeM mpoBoauTh JieueHne BH y merteit mo teM ke cxemam, uto 1 BH y B3pocieIx, n
JIO3MPOBATh IIperapaThl B 3aBUCUMOCTH OT ILtolaay nosepxHoctu Tena 1 CK® (2D).

Thaea 13. Iayuu-ummynnolii hoxaavrolil u ceecmeHmMapHbvLii HEKPOMU3UPYIOWUIL 2a0Mepy10Hedpum

13.1. Hnuyuaavnas mepanus nayyu-umMmyHHO20 YOKAAbHO20 U cecMeHmapHozo Hekpomusupyiouiezo I'H
13.1.1. MpsI pekomeHayeM HUKI0odochaMua 1 KOPTUKOCTEPOU/IbI B KaueCTBe MHULIMAIbHOM Tepanuu (1A).
13.1.2. MpbI peKOMeHIyeM pUTYKCUMa0 ¥ KOPTUKOCTEPOUIbI B KAUeCTBE aIbTePHATUBHOTO PEXKMMa MHUTIM -
aJIbHOM Tepalnuu y allMeHTOB ¢ MeHee TSLKeJIbIMU (hopMaMu 3a00JI1eBaHUs M TEM, Y KOTO UMEIOTCS
MPOTUBONOKa3aHMs K HuKiIodochamuny (1B).

13.2. Ocobbie nonyasiuuu 6046HbIX
13.2.1. MnI peKOMeHAyeM IOMOJHUTEILHO ITPOBeIeHE ITa3Madepe3a ImareHTaM, TPeOYIOIIuM Iuain3a,
n nauueHTaM ¢ osicTpo HapacTtamomnm CKp (1C).
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13.2.2. MpuI ipenniaraem JAOTMOJHUTENBHO MPoBeAeHME Ta3Madepesa nauueHTam ¢ 1 Gy3HbIMY JIET0U-
HBIMH KpoBoTeueHnstMHU (2C).

13.2.3. MpmI nipenjiaraeM AOIOJHUTEIbHO MpOBeAeHME TIa3Madepesa MaluueHTaM ¢ epeKpeCTHbIM CUH-
npoMoM — couetanueM AHIIA-Backynuta u antu-I'bM I'H, B coOTBeTCTBUM C MpeaT0KEHHBIMU
kputepusmu u pexxumamu it antu-I'bM I'H (cm. tnasy 14) (2D).

13.2.4. MbI npemraraeM OTMEHSITh Teparuio nukiaogochaMuaom yepes 3 Mecsiia y MmarrMeHTOB, OCTalo-
LIUXCS TUATM3-3aBUCMMBIMU U HE UMEIOIIMX BHEMOYEUHbIX MposiBieHU 3a00aeBaHus (2C).

13.3. Ilodoepxucusarowan mepanus
13.3.1. TlaumeHTam, IOCTUTIIUM PEMUCCUN, Mbl PEKOMEH/IyeM TTPOBOAUTH MOAIEPKMBAIOIILYIO TEPATTUIO
(1B).
13.3.2. Ml nipejiaraeM NpoOBOUTD TTOIIEPXKUBAIOIILYIO TEPANIMIO KaK MUHUMYM B TeueHue 18 MecsueB y
MaIMeHTOB, OCTAIOIINXCS B TIOJTHOM pemuccuu (2D).
13.3.3. MbI peKOMeHyeM He TPOBOAUTD MOAACPKUBAIOLIYIO TEPAIUIO MAalIMeHTaM, OCTAIOIIMMCS I3~
3aBUCUMBIMU 11 HE UMEIOIIIMM BHEIOYCUHBIX MposiBiAecHUI 3a0oaeBanust (1C).

13.4. Buvibop npenapamos 045 noddepicusarouieri mepanuu

13.4.1. MbI peKOMEHIYeM a3aTUOIIPUH B 103¢ 1—2 MI/KI/CYTKU BHYTPb B KaueCTBE ITOIICPXKUBAIONICH
tepanuu (1B).

13.4.2. Y manueHTOB C HEMEPEHOCHMOCTBIO a3aTMOTIPMHA MBI TIpeyiaraeM MPUMEHSITh B Ka4eCTBE IO/~
nepxuBarolieit repanuu MM® B no3e 1o 1 r aBa pasza B neHb (2C).

13.4.3. MmbI npeanaraeM NpUMEHSITh TPUMETOIIPUM-CYJIb(PaMeTOKCa30Jl B KaueCTBe AOIMOJHUTEIbLHOTO
nperapata Jisl MOAIEPXKUBAIOIICH Teparuy y MalMeHTOB ¢ MOPaXKEHUEM BEPXHUX JIbIXaTeIbHbBIX
nyteii (2B).

13.4.4. Mpbl ipeniaraeM MCIOJIb30BaTh METOTpeKcaT (B HaYaIbHOM 03¢ 0,3 MT/KT B HeIe/10, MaKCUMaJIbHO
25 MT B HEJIeJTIO) TSl TIOITIEPKUBAIOIIEH Teparuy y MallueHTOB C HEMEPEHOCHMOCTBIO a3aTUOTIPUHA
1 MM, 1o tonbko ecin CK® >60 mn/mMun (1C).

13.4.5. MBI peKOMEHIyeM He MCITOJIb30BaTh 3TAHEPCENT B KAYECTBE IOMOTHUTEIbHOM Tepanuu (1A).

13.5. Jleuenue o6ocmpenuii

13.5.1. MBI pekoMeHIyeM TTPOBOAUTH JieueHUEe TsKeabix oboctpeHniit AHIIA-BackyauToB (c pazButrem
OPraHOYTPOXKAIOIINX U KU3HEYTPOXKAIOIINX CUMIITOMOB), COTJIACHO PEKOMEHIAIMSIM TI0 TIPOBe-
JNEHUIO0 MHULIMaIbHOI Tepanuu (cM. pasnen 13.1) (1C).

13.5.2. Menee Tsoxenbie oboctpennss AHILIA-BacKyIuTOB MBI TIpeajiaraeM JIeUUuTh BO30OHOBIECHUEM
MMMYHOCYTIPECCUBHOM Tepanuu WIu yBeJIUUYEHWEM €€ MHTEHCUBHOCTHU, HO 0e3 MPUMEHEHMUS
uukiodochamuaa (HazHauYeHUE KOPTUKOCTEPOUIOB MU YBEIUUEHUE UX 03Bl C a3aTUONPUHOM
nn MM® nu6o 6e3 Hux) (2C).

13.6. Jleuenue peghpaxmepuoix ghopm 3a604e6anus
13.6.1. Tlpu AHLIA I'H, pe3nucTeHTHOM K MHAYKIIMOHHOM Teparnuu IUKI0(GochaMuIoM U KOPTUKOCTE-
pougaMu, Mbl PEKOMEHIYeM M00aBUTh K JeueHuto putykcumad (1C) u mpenjiaraeM B KadecTBe
aJIBTepHATUBHI NCITOJIB30BaTh B/B MMMyHOIITo0yanH (2C) mim masMadepes (2D).

13.7. Monumopuposanue
13.7.1. MpuI npeajiaraeM He MEHSITh PEXKUM UMMYHOCYTIPECCUM Ha OCHOBAHWU TOJTbKO U3MEHEHU I TUTPOB

AHLIA (2D).

13.8. Tpancnaanmauus

13.8.1. MBI peKOMEHIyeM OTJIOXUThb TPAHCIUIAHTAIIAIO ITOYKH J0 TeX MOp, IT0Ka JINTEJIbHOCTh TTOJTHOM
pPEeMUCCUM BHETMIOUCUHBIX TTPOsiBIeHU He cocTaBUT 12 mecstes (1C).

13.8.2. MnI peKOMeHIyeM He OTKJIaAbIBAaTh TPAHCIUIAHTALIMIO ITAIIeHTaM, HAXOMSIIIMCS B CTaINH ITOJTHOM

pemuccun, Ho octaormmMmcesds AHLIA-mo3utusaBIME (1C).

Tasa 14. Jleuenue eaomepyaonedpuma, 06yca064eHH020 AGHMUMEAAMU K 2A0MEPYAAPHOL Oa3a1bHOl
Memobpane

14.1. Jleuenue anmu-I'bM I'H
14.1.1. MBI pekoMeHAyeM HAaUYMHATh MMMYHOCYIIPECCHUIO ITUKIIOMochHaMUIOM, KOPTUKOCTEPONIAMI 1
razmacdepes3om (cM. Tabauiry 31) Bcem nauueHTam ¢ antu-I'bM I'H, 3a uckioyeHnem tex, KTo
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SIBJISIETCS] IUAJTN3-3aBUCUMBIM HA MOMEHT YCTAHOBKY IMAarHO3a, M0 JaHHBIM aJieKBaTHOU He(hpo-
ouorncuu umeeT 100% moaynyHWIt U HEe UMEET JIETOYHBIX KpoBoTeueHuii (1B).

14.1.2. Jleuenue antu-I'BM I'H ciienmyetr HauMHATE Oe30T/IaraTelIbHO, KaK TOJIBKO TMArHO3 ITOATBEPKICH.
Ecnu umeetcst BBICOKMiA MHIAEKC MOAO03PEHMS, 11eJIeCO00pa3HO HauaTh JIeUeHUE BLICOKMMU 103aMU
KOPTUKOCTEPOUIOB U Tina3zmadepe3om (cM. Tabit. 31) u mpoBOAUTH €ro, MoKa quarHo3 He OyaeT
MOATBEPXKIEH (HET CTEIIEHN).

14.1.3. Mpbl peKOMEH1yeM He MTPOBOIUTH MOIEPXKUBAIOIIYI0 UMMYHOCYTIPECCUBHYIO TEPAMUIO MTPU aHTH -
I'BM TH (1D).

14.1.4. Tpancrutantauuio rmovyku rnocie antu-I'bM T'H cnemyer oT/ioXuTh 10 TeX Mop, MokKa aHTUTea K
I'BM He GymyT OTCYTCTBOBATh B KPOBU B TeUEHUE KAK MUHUMYM 6 Mecs1eB (HET CTETNeHN ).
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IJIABA 1. BBEJIEHUE

KPYI BONPOCOB

O1u KnnHnyeckue npakTuyeckre peKoMeH1auu
ObUIM pa3paboTaHbl IS JIUEHMST TAllUeHTOB C yXXe
IMaTHOCTUPOBAHHBIM TiomepyioHedpputom (I'H).
AKIIEHT ObLI clieJIaH Ha Harbosiee pacipoCTpaHEeHHBIX
(hopmax UMMYHOOTIOCPETOBAHHBIX TJIOMEPYJISIPHBIX
3a00j1eBaHUI y JeTel U B3POC/bIX, BKIKOYAsl TUCTO-
JIOTUYECKHUE BapUAHThI COOCTBEHHO MOYEYHBIX 3a-
0oJieBaHMIX U CUCTEMHBIX UMMYHOOITOCPEIOBAHHBIX
3a0oJieBaHMii. JlaHHbIE pEeKOMEHIALIMU HE OTHOCSITCS
K IMarHocTtuke u npeaynpexneHuto I'H.

Pexomenpanum kacarotcs ciemyoniux dopm ['H:

* CTEepOU-YyBCTBUTEIbHBIN HE(DPOTUUECKUI
cunapom (CHHC) u cTeponn-pe3ncTeHTHBII
Hedpotuueckuii cunapom (CPHC) y nereit;

* 0o0Jse3Hb MUHUMATbHbIX U3MeHeHut (BMU) u
UIMONaTUYECKU (POKaJbHbII cerMeHTapHbIN
rnomepynockiepos (PCI'C) y nereii u B3poc-
JIBIX;

* uaMoriaTMyeckass MeMOopaHo3Has HedponaTus
(UMH);

* MUAMONaTUYeCKUl MeMOpaHompoaudepaTuB-
Hoiit 'H;

« T'H, accommmpoBanHbIe ¢ MTHGEKIUSIMU;

* ummyHornooyiuH-A (MTA)-uedponarus u
Hedput npu nypnype Ienoxa—Illenngitna
(T'mI1-nedpur);

* BosyaHouHbI HedpuT (BH);

* IIOYCUYHBIC BACKYJIUTHI;

* [JIOMepyJaoHe(dPUT, O0YCIOBICHHBIN aHTUTE-
JIaMU K IJIOMEpYJIIpHOU 6a3aibHONM MeMOpaHe
(anTu-IbM).

METOAOJ10Irng

Ynens! PaGoueii rpyrinbl onpeaeaniv TeMbl U 3a1a-
Y1 JAaHHBIX peKOMEHIALINI. 3aTeM B COTPYIHNIECTBE C
rpynmnoii coopa nokazarenbcTB (I'CJ1) Paboyas rpymnmna
pa3paboTaia TeMbI I CUCTEeMaTUIeCKOTo 0030pa,
YCTAaHOBMJIA KPUTEpUU O0TOOpa U (POpMbI 0O0pabOTKU
JAHHBIX.

I'CI ocyuiecTBisijia MOUCK AAHHBIX JUTEPaATyPhI,
oTOOp cTaTeil U pedepaToB M KOOPAUHUPOBAJIA ME-
TOMOJOTUYECKUI M aHAJIMTUISCKUI TIpollecc, CTaH-
JlapTU3MpoBaia METOIOIOTHIO, Kacalolylocst oTbopa
WCTOYHUKOB U TOJIyYeHUs JaHHBIX, 1 CYMMUpoOBaia
JoKazatebHylo 6a3y. Mcrosb3yst cucteMy TpucBOSHUS
creneHeit — Grading of Recommendations Assessment
Development and Evaluation (GRADE), I'C/] co3mana
MpeaBapuTeIbHbIe MPOGWIM T0KA3aTEeIbHOCTH, KO-
TOpPEIE 3aTeM OBLIN OTPEIICH3MPOBAHBI M TOTIOJTHECHEI
uyneHamMu Paboueit rpynnbl. [Touck nuTepaTypHBIX

WCTOYHMKOB ObLT 3aBepiiieH B sHBape 2011 1. u 3ateM
IIOTIOJTHEH JTaHHBIMUW MCCJIEIOBAaHWM, CTaBIINUX M3-
BECTHBIMM WieHaM Paboueii rpymmsr 1o Hostops 2011 T
ITocne HeomHOKpaTHBIX 0OCYXKIEHUIA BCEMU YWICHAMU
Paboueii rpynnbl, npeacenateassMu Padoueil rpymmnbl
n yneHamu I'CJl oTaenbHbIe TJIaBbl ObLIM YTOUHEHHI,
MepecMOTPEHbl U OKOHYATEJIbHO CHOPMUPOBAHBDI.
IIlar 3a arom 6bUIM OLIEHEHBI JOKA3aTeIbHasd CUia U
CTerneHb PeKOMEHAAINI O KaxkioMy pasneny. Pabouas
rpymra ycTaHOBUJIA JBa YPOBHSI pekomeHaauui (1 u
2) Ha OCHOBAHMU CTEIIEHU I0KA3aTeJIbHOCTHU B ITOJIb3Y
TOM WJIM MTHOM pEKOMEHAALINU, O0IIE MeINIIMHCKOMN
pe3yJIBTaTUBHOCTH, LICHHOCTH M MPEAITOYTUTEIHHO-
CTH, a TAK3KE CTOMMOCTH. PeKoMeHmarmm ObIIN TakKe
MPUCBOEHBI cTeTieHn (0T A 1o D) B 3aBUCMMOCTH OT
Ka4yecTB ToKa3aTe/bHOM 6a3bl. PekoMeHmarusm oo1iie-
ro xapakTepa, KacarmllMMCcsl PYTUHHBIX aCIeKTOB,
CTeNeHb He TTpYCBanuBalIach.

JlaHHbIE peKOMEHIALIM1 OCHOBAHbI Ha TOCTYITHBIX
JI0Ka3aTeJbCTBAX, MOAACPKUBAIOIINX MEePEUNCICH-
Hble BapuaHTHI JeyeHus. Eciu mokasaTtenabHas 6a3a
clrabasi WM OTCYTCTBYET BOBCE, pEKOMEHIALIMKU HE
MIpeIIaraloTcsl, U 3TO CIIELMaJbHO OTOBapUBAETCs B
paszene «000CHOBaHMEe» B Kaxnoil riase. [TosTtoMmy
B JaHHBIX PekoMeHIaMsIX HEKOTOPHIM ITHUPOKO
HCITOJIB3YEMBIM B KIIMHUUECKOW MPaKTUKE METOIAM
JIEYeHU S TPUCBOCH JIMIIb YPOBEHb 2 (T. €. «MBI IIPeJI-
JlaraeM» ), I 3TH METOABI BOOOIIIe HEe BKIIOYEHBI B
PexoMeHmanuu B CUJIy HEJOCTaTOYHOCTU J0Ka3a-
TEJIbCTB.

OTnpaBHOI TOUKOM JaHHBIX PeKoMeHamii SBsI-
eTcst MopGoIornyecKast XapakKTepuCTHKa IIOMEPYIsip-
HOTO TIOBPEXICHUS 10 JTaHHBIM OMOTICUM TTOYKU WA
B HEKOTOPBIX Cydyasix He(pOTUUECKOTO CUHApPOMA Y
eTeil — Ha OCHOBAaHUU KIIMHUYCCKMX TTPOSIBIICHUM.
BaxxHO oTMeTUTh, UTO JaHHbIe PekoMeHmaluu He
KacaroTcsl KITMHUIYECKOM OLIEHKU MAIIMEHTOB C TTOI0-
3peHUEM Ha HaJlMuue IIOMEPYJISIpPHOro 3a00eBaHuUs
1 HE OTIPENIEIISTIOT, KOMY M KOTJa CJICAYeT BBITTOIHSITh
JMMArHOCTUYECKYIO0 OMOIICUIO TOYKKU. MBI 0TIaem cede
OTUYET B TOM, UTO 3TU BOMNPOCHI OYCHb BAXKHBI IJIsI
BeACHUS OOJIbHBIX, OMHAKO Mbl IMIPUHSIN pellIeHNEe
B3SITh 3a OTIIPaBHYIO TOUKY JaHHBIX PekxoMeHmaimii
JIMArHo3, yCTaHOBJIEHHbBII HAa OCHOBAHUM a1eKBaTHOM
OMOIICUM TTOYKU KBaTM(UIIMPOBAHHBIM ITOYCUHBIM
MopdosoroM. UMeHHO 3TOT MOMEHT ObLJT OTNpeaeIsIIO-
LM 7151 0030pa ToKa3aTebHOM 0a3bl U pa3paboTKu
Pexomenmarmii.

MPEAMNOJIATAEMBIE NMOJIb3OBATEJIN

Otu PekomeHnaumum n3HayaabHO pa3padoTaHbl 1JIs1
He(pOoIOTOB, OMHAKO MOTYT TaKKe MCITOJIb30BAThCS
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IPYTMMU BpadyaMM, MEIULIMHCKUMU CeCTpaMu, (hapMa-
KOJIOTaM# Y BCEMU MEITVIIMHCKIUMU pabOTHUKAMU, 3a-
HUMamIuMucs ieueHueM rmauueHTon ¢ ['H. Camu o
cebe OHM He MpeIHa3HaYeHBI IJIT aIMUHUCTPATUBHBIX
PabOTHUKOB M COTPYIHUKOB PETYISITOPHBIX OPTaHOB,
a Takke JJIs TTAllMeHTOB W JIMI, OCYIIECTBISIONINX
yXo1 3a OOJBHBIMU, XOTSI OyIy4M COOTBETCTBYIOIINM
o0pa3oM aganTUPOBAHHBIMKA, PeKOMEHIAIIMA MOTYT
MIPEICTABISATh MOJE3HBIM MCTOYHUK MH(POPMAILIUN U
IIJISI STUX TPYIIIT ITOJIb30BaTENIEH.

3AABJIEHUE OB OTBETCTBEHHOCTHU

IMocKkonbKy M3AaTENN, peagakuus U MexayHa-
pomHoOe 00IIeCTBO HE(PPOIOTOB MpUIaraloT BCe BO3-
MOXKHBIE YCUIUSI K TOMY, YTOObI HUKAKUE HETOYHBIE
JAaHHbIC, CIIOPHBIC MHECHUWA MU YTBCPXKIACHUA HE

IMABA 1. BBEAEHUNE

MMOSIBUJIMCH HAa 3TUX CTPaHUIIAX, MBI XOTEJIU OBI ITO-
SICHUTb, YTO JaHHbIE U MHEHUS, COAepXKalInecs B
CTaThsIX M PEKJIaMHBIX MaTepuajiaxX, HaXomsaTcs B cpepe
OTBETCTBEHHOCTHU aBTOPOB, BJIa/EJblIEB aBTOPCKOTO
mmpaBa U pekiiamonateneii. CoOOTBETCTBEHHO, TyOIM-
KaTopbsl 1 MexayHapoaHoe o01IeCTBO He(POJIOTOB,
pPeIaKLMOHHBINA COBET M COTPYTHUKM pPeHaKIIUU HE
HECYT OTBETCTBEHHOCTH 3a ITOCJICICTBUS HEKOPPEKT-
HOTO MCIOJIb30BaHUS JaHHBIX U ToJoXeHni Peko-
MeHmaunii. [TockoabKy Bce YCUIMs ObLIH TTPUJTOKCHBI
K TOMY, YTOOBI JO3UPOBKM JIEKAPCTBEHHBIX CPEICTB U
WHBIE KOJTMYECTBEHHBIE TTOKAa3aTe 1 ObLIN TIPEICTaB-
JIEHBI MAaKCUMaJIbHO TOYHO, MBI COBETYeM UMTATEIISIM
IIPY KCIIOJIb30BAHUM HOBBIX METOIOB IMPUMEHEHMS
JIEKapCTBEHHBIX ITpeTiapaToB U MEIUIIMHCKOTO 000pY-
JIOBaHUS CJIEI0BATh MHCTPYKIIUSIM, TIPEIOCTaBIISIEMbIM
IIPOU3BOAUTEISIMMU.
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IJIABA 2. OCHOBHBIE ITPUHIINIIbI JTEYEHUA
[JIOMEPYJIAPHBIX 3ABOJIEBAHUN

Nmeetcs psia oO1IMX TPUHLMIIOB BeleHUs 00Jb-
HBIX C IJIOMEPYJISIPHOI MAaTOJOTUEN, OTHOCSIIUXCS K
OOJIBILIMHCTBY, €CJIM HE KO BCEM TMCTOJIOTMYECKMUM Ba-
puantam ['H, paccmoTpeHHBIM B 3TUX PekoMeHaanu-
sx. B paHHoOI raBe Mbl, BO U30exXaHue MTOBTOPEHU,
o0CcyxXImaeM 3TH OOIIMe MPUHUMITEL. B Tex ciaydasx,
KOTJa UMEIOTCsl creluaabHble chepbl MPUMEHEHUS
VI VICKJTIOUEHUS U3 3TUX OOIIMX ITOJIOXKEHUIA, B CO-
OTBETCTBYIOILIEH IjlaBe Jal0TCsl 00OCHOBAHUS 3TUX
BapMaHTOB U JIOMOJHUTEIbHbBIE PEKOMEHAALIU.

BUONCUSA NOYKHU

buorncus nmoyku abcoaOTHO HeoOXoaUMa JJIs
YCTaHOBKM auarHo3a. OHa I103BOJISIET OIpeaeuTh
Mopdosornueckuit TUI (BapuaHT) MOBPEXKICHUS,
MMEHHO 3TH BapHUaHThI U OyIyT pacCCMOTPEHBI B Peko-
MeHaausIX. ENMHCTBEHHBIM UCKITIOUEHUEM SIBJISIETCS
CYHC y gereit — 3T0 KIIMHUYECKOE OMpPEaeIeHUE SIB-
JISIETCSI JOCTAaTOYHBIM JJISI IPOBEACHUSI UHUIIMATTbHOMN
Tepanuu, U OMOIICUSI TOYKU B TAKUX CJTydasix OCTaeTCs
pEe3epBHBIM METOJIOM MCCJIEIOBAHUS TTPU ATUTTUYHOM
KJIMHUYECKOM OTBETE Ha TePaIHUIO.

Adexeamnocms Ouoncuu nouku. AneKBaTHOCTb
3a00pa TKaHU OLIEHMBAETCS IO ABYM OCHOBHBIM
napametpam. [lepBblit — 3TO pazmep OuonrTara, He-
O0XOIMMBINA IJISI TOTO, YTOOBI YCTAHOBUTb WJIU MC-
KJTIOUUTh cie I (hUYECKU A TUCTOJIOTUYECKUIA BApUAHT
MOBPEXIEHUS C TOCTAaTOYHOU JOCTOBEPHOCTHIO, U
BTOPOW — KOJIMYECTBO MOYEUYHOMN TKAHU, HEOOXOAU-
MoOe€ JUIs1 aAeKBaTHOU OLICHKM HaJIW4YMs OCTPOrO WJIU
XPOHUYECKOTO MOBPEXKICHMUSI.

B HekoTOpBIX ClTydasix AMarHo3 MOXeT ObITh yCcTa-
HOBJICH TIPY MCCJIEAOBAHUU BCETO OJHOTO KITyOouKa
(Hammpumep, Ipu MeMOpaHO3HOI HedpomaTtuu), HO
00BIUHO TpeOyeTcsl 3HAUUTEJIbHO OOJIBIINI TI0 pa3-
Mepy oOpaszell 11 YBEPEHHOCTU B TOM, YTO MaTepu-
ajl, U3YYEHHBIN TTOYEUHBIM MOP(HOJIOTOM, COACPXKUT
aleKBaTHOE KOJMYECTBO KJIYOOUKOB, KaHaJblIEB,
WHTEPCTULIMATBLHONM TKaHU U cocynoB. Kpome Toro,
HEO0OXOIMMO MTOCTAaTOYHOE KOJMYECTBO IMOYEUYHON
TKaHU JUJIsI TPOBEICHUS HE TOJILKO CBETOONTUYECKOTO
HCCIIeT0BaHMSI, HO M UMMYHOTMCTOXUMMYECKOTO (JIJIsT
BBISIBJIEHUSI UMMYHOPEaKTaHTOB — UMMYHOTJIOOYJIU -
HOB ¥ KOMIIOHEHTOB KOMIUIEMEHTA) U 3JIEKTPOHHO-
MUKPOCKOMUYECKOTO (JIsI yTOUHEHMSI JIOKaTU3aluu,
BBIPAXKEHHOCTH, MU BO3MOXKHO ClIelIM(PUIECKMX XapaK-
TEPUCTUK UMMYHHBbIX JICTIO3UTOB) UCCIeA0BaHUI. MBI
OTIaeM ce0e OTYET B TOM, UTO JIEKTPOHHASI MUKPOCKO-
MUs1 HE SIBJISIETCST O011IeTOCTYITHO BO MHOTHX CTpaHax
MUpa, HO JOMOJHUTEIbHAS NH(MOPMALIKS, MOJIydYeH-

Hasl C IIOMOILbIO 3TOT0 METOIa, MOXET CYIIECTBEHHO
MOBJIUATh WJIN JaXXe U3MEHUTh MOP(hOJOTNIeCKIA
IMarHO3 ¥ BO3ACHCTBOBATh Ha TaKTUKY JICUCHUSI,
IMO3TOMY TIPOBEEHNE JIEKTPOHHON MUKPOCKOITMU
PEKOMEHIIYeTCsI BO BCEX CIydasixX, KOraa 3TO TeXHUYe-
CKM BO3MOXHO.

[1pn HeKOTOpHIX 3a00JIEBAHUSX, HATIPUMEDP TIPU
DOCI'C 1 HeKpOTH3UPYIOIINX TIOMepyIoHeppUTaX,
aCCOLIMMPOBAHHBIX C aHTUTEIaMU K LIMTOILIa3Me Heil-
TpoduiioB (AHLIA), usMeHeHUsT MOTYT HAOII0AaThCS
JIMIIIh B OTAEJIBHBIX CEIMEHTaX HEKOTOPBIX KITYOOUKOB.
B Takux ciydasix oueHb BaXXHO, YTOOBI IIPU CBETOBOM
MMKPOCKOITMY ObLIN UCCIIeI0BAaHbI HECKOJIBKO CPE30B,
abbl 9T WU3MEHEeHUST He ObUTM TiponyiieHbl. Ecimn
MaTOJOTMYECKIE M3MEHEHUs IIPUCYTCTBYIOT JIMIIb
B 5% KJ1yOOUKOB, IS BBISIBJICHUST WJIM UCKITIOUCHUS
9TUX U3MEHEHUI ¢ 95%-HOil TOCTOBEPHOCThIO OM-
OTICUS HOJDKHA comepkaTh 0osee 20 kiy6boukoB [1].
ITockoJIbKy BO MHOTHX CJTydasix OMONTaThl COACPKAT
MEHbIIIee KOJMYECTBO KIIyOOUKOB, BaXKHO TTOHUMATh,
YTO pa3Mep OMoITaTa HaKJaJbIBaeT OIpeAcICHHBIC
OrpaHWYEeHMST Ha TOYHOCTh JUArHOCTUKU, OCOOCHHO
€CJIM TMAarHOCTUYECKU 3HAYMMBble M3MEHEHUST HOCSAT
0YaroBbIii M/WUIM CETMEHTAapHBIN XapakTep.

BaxxHbIM KOMITIOHEHTOM MCCJIeIOBaHMS OMOIITaTa
SIBJIIETCS OLIEHKA «aKTUBHOCTU», TO €CTh BBISIBJICHUE
OCTPBIX, MOTEHIIUAIBHO 00paTUMBIX ITPU MPOBEAECHUU
JICYECHUST U3MEHEHMI M «XpPOHUYECKUX U3MEHEHUIN»,
TO €CThb HEOOPaTUMBIX U He MOIJIeXKAIIUX JICUYCHUIO.
ITo Mepe cMoplIMBaHUS KJIYOOUKOB pa3BUBaeTCsI
aTpodus ocTaBuIeiicss yacTu HeppoHa U pudpo3
uHTepcTulms, nosromy npu 'H caMbiM mpocThiM
CIoCcO0OM ompeieieHUsT BIPa)KeHHOCTH XPOHUYE-
CKUX HeOOpaTUMBbIX U3MEHEHUM SIBISIETCST OlLlEHKA
BBIPAXXEHHOCTHY aTpo(hrM KaHAIbIeB. TOUHOCTD TaKOM
OLIEHKM TeM BbIlIe, YeM OoJblle pa3Mep Ouorrara.
O1ieHKa XpOHUYECKOTO TTOBPEXIESHMST HA OCHOBAaHUU
OuMoIICHY BCEeTa T0/DKHA MHTEPIIPETUPOBATHCS BKYIIE
C KIIMHUYECKUMU JaHHBIMK BO M30eXaHe OIINOOK B
ciIy4asix 3a00pa TKaH! 13 pyOLIOBOTIO oyara B KOPKOBOM
cioe nouku. Oo6beM MHOOPMALIMK, KOTOPbII MOXKET
OBbITh MOJYYEH MPU MOP(OIOrMIecKOM UCCAea0Ba-
HUU MMOYEYHOM TKAHM, CYLIECTBEHHO Pa3IN4acTCsl B
3aBucuMoctu oT Tuna 'H. B Tex ciydasix, korma 3Tto
0COOEHHO 3HAYMMO, 3TH BOIPOCHI CIEIMATbHO OTO-
BapMBAIOTCS B COOTBETCTBYIOIIMX TJIaBax.

Iloémopnas 6uoncus nouxu. IloBTOopHas Guoncusi
MOYKY B TIEPUOJ JICUCHUST WX TIPU BO3HUKHOBEHUU
000CTpeHMsI MOXET ObITh BecbMa MH(popMmaTuBHa. He
CYIIIECTBYET CUCTEMATUIECKUX J0KA3aTETbCTB B MO~
JIIepXKY PEKOMEHIAIMi1, Kacaroluxcs TOro, Korma
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MMEHHO U KaK 4acTO HEOOXOAMMO BBIMIOJHSTH MO-
BTOPHBIE OMOTICUU, HO C YYETOM MHBA3UBHOCTH 3TOM
MPOIIETyPbl ¥ HEU30EKHOTO, XOTSI U HEBBICOKOTO PUCKA
€€ OCJIO>KHEHUI MOIXO0/ J1OKEH ObITh B3BEIIIEHHbBIM.
B o61ieM Bupe perieHre 0 HEOOXOAMMOCTH TTOBTOPHOI
OMOTICUM TOJIKHO MPUHUMATHCS B 3aBUCUMOCTU OT
TOTO, HACKOJIbKO TOJIydeHHass NH(pOpMAaIIUsI MOXET
MOBJMSATH HA XapakTep JeueHus. B yacTHOCTH e 1o-
BTOPHYIO OMOTICUIO TIOUKHU CJIEyeT paccMaTprBaTh B
CEIYIOLIMX ClTyJasix:

* NpU HEOXUJAAHHOM yXyALIeHUU GYHKIIMU
Moyek (He COomIacylonieMcsl C €CTECTBEHHbBIM
TeueHueM 3a00JIeBaHUs1), €CIU Mpe/oiaraeT-
Csl BO3MOXHOE M3MEHEeHUE WU JOMOJHEHUE
MEepBUYHOTO JUMarHo3a (Hampumep, MoyayH-
ubiii ['H y manuuenTa ¢ paHee ycTaHOBJIEHHBIM
JIMarHo30M MeMOpaHO3HOU HedponaTuu uiu
WHTEPCTULUAIBHBIN He(PUT, 00YCTOBICHHBIN
MPUMEHSIEMBbIMU JIEKAPCTBEHHBIMU TpenapaTa-
MH);

* TIpU MU3MEHEHUU KIMHUYECKMX WU Jlabopa-
TOPHBIX MAapaMeTPOB, MO3BOJISIONIMX MPEANO-
JIOXKUTh U3MEHEHUE BapuaHTa TTOBPEXKICHUS B
npejesax OMHOro U TOTo Xe AuarHo3a (Harpu-
Mep, nepexon MmemopaHo3Horo BH B nuddys-
HbII ipoandepatuBHbiii BH);

* BCIJIydasx, KOrjaa OTHOCUTEIbHBIN BKJIa1 aKTUB-
HBIX U XPOHUYECKUX U3MEHEHUI B KJIMHUYE-
CKYI0 KapTUHY HESICEH Y MMEIOTCSI COMHEHUS,
Kacatolmecss TepaneBTUUYEeCKO TaKTUKU —
MHTEHCU(ULIMPOBATh TePaNUIO, TTPOIOIKATh
B IIPEKHEM 00beMe WJIM COKpalllaTh;

« Jlns onpenesieHUsT «TOYKM HEBO3BpaTa» ¥ KOH-
cTaTaluMy OECTONE3HOCTU Tepanuu (Hampu-
Mep, TIPU PacrpoCTpaHEHHOM HEOoOpaTUMOM
CMOPIIMBAHNUM, KOTJla HEBO3MOXHO OXHWIATh
addexra OT MpUMEHEHUsT UMEIOLINXCS B Ha-
CTOSIIIIee BPEMSI METOIOB JICUECHMST ).

NMAPAMETPbI ®YHKUUN NMOYEK

OCHOBHbBIE METO/bI OINpPEJeIeHUSI UCXOA0B MpHU
BeneHuu I'H BkIIOUAIOT ncclienoBaHMe TaKUX Mapa-
METPOB, KaK MPOTEMHYPUS U CKOPOCTh KITyOOUKOBOM
unbrpanuu (CK®D).

IIpomeunypus. [1o-mipexxHEMY TUCKYTUPYETCS BO-
Mpoc, SIBJSIETCS JIX SKCKpeLus OeIKa WU 9KCKPEeLus
aTpOyMUHA C MOYOW HAMJTYYIIIUM METOIOM OTIpeese-
HUS KIIyOOUKOBOTO ITOBpexXaeHUsl. OqHaKO CyTOUHast
DKCKpelusi Oesika octaeTcsl pe)epeHCHbIM METOA0M
(«30JI0TBIM CTaHAAPTOM») IJisl KOJUYECTBEHHOM
OLIEHKU MPOoTeMHYpUM y naimeHToB ¢ 'H. OToT MeTox
MO3BOJISIET U30€XaTh MOTPEIIHOCTEN, CBSI3AHHBIX C
LUPKATHBIM PUTMOM, (PU3UUYECKON aKTUBHOCTBIO U
MO3UILMOHHBIMU BapualusiMU npoteuHypuu. [1pak-

TUYECKN BO BCEX OIMYOJIMKOBAHHBIX KIMHUYECKUX
HCCIIEOBAHMSIX, UCIIOIb30BaHHBIX IIPY CO3MaHUU JaH-
HBIX PEKOMEH 1AM, IJIs1 OLIEHKU OTBETA Ha Teparuio
U3MEepsUIM CYTOYHYIO MpoTenHypuio. Ho mocKoabKy
9TOT METOJl MOXET ObIThb HETOUHBIM M3-3a OIINOOK
cbopa MOYM, OJHOBPEMEHHOE OMpeaeIecHUe KpeaTH-
HMHA MOYU TTO3BOJISIET CTAaHAAPTU3MPOBATh U3MEPEHUS
U YJIIYYIIUTh JOCTOBEPHOCTD Pe3yIbTaTOB.
OrtHolureHue 6enka K kpeatnHuHy B moue (0b/K)
WY aTb0yMUHA K KpeaTUHUHY B MOYE IIPU UCCIIeI0BA-
HUU B «CJTy4aiiHbIX» 00pa3liax Wi B yTPEHHE ! MopLuumn
SIBJISIETCS TIPAKTUYECKOM aIbTePHATUBOM OIpeIeIeHUS
OenKa B CyTOYHOU Moue [2]. DTOT MeTOoI BCe Yalie
HCITOJIb3YETCSI B KIMHUYECKOM MPaKTUKE B CBI3U C
JIETKOCTBIO TTOTYYeHUs TPOOBI MOUM [IJIST UCCTIeIOBa-
HUS ¥ OTCYTCTBUEM BIUSHUS ITOTPEOICHUS KUIKOCTH
M TEMIIOB JMype3a Ha pe3yjabTat, XOTs MOTYT UMETh
MECTO He YUYTEHHBIE B HACTOsIIee BPeMsI TT0JI0BbIE U
STHUYECKUE Pa3INUUsl, TOCKOJIbKY ITOJI M STHUYECKOE
MIPOMCXOXIEHME BIIMSIIOT HA IPOMYKIIMIO KpeaTUHUHA.
HMmeercs koppensiiys MeXIy COOTHOIIIEHUEM OeJika
M KpeaTMHUHA MOYM B CIIydJaliHbIX MOPIMSIX MOYU U
CYTOUYHOI 3KCKpeuuei 0enka. M XoTs HameXHOCTh
ob/K njiss MOHUTOPUPOBAHUS IIPOTEUHYPUU B IIe-
PUOM JIEYSHMST BCE ellie He JoKa3aHa, 3TOT METOI I10-
JIe3eH B KIIMHUYECKOW MPaKTUKe, OCOOEHHO Yy JeTel.
B HekoTOphIX HETaBHUX MCCIEAOBAHUSIX MOYUY IS
VCClIeIOBAHMST COOMPAIM B TEUEHUE OTPENEIEHHOTO
repuosa BpeMeHu (Harpumep, B TedeHue 4 4acon),
YTOOBI, C OMHOI CTOPOHBI, N30€XaTh MOrPEITHOCTEI
MPU OLEHKE «CJIy4aiHbIX» MOPLMII MOYM B CBSI3U C
(br3MYeCKOl aKTMBHOCTBIO ¥ IMPKATHBIM PUTMOM, U
C IpYroii — Ipo0JieM, CBSI3aHHBIX CO COOPOM CYTOYHOIM
mouu [3]. Koppensiuust ob/K u cyrouHoii npoTenHy-
PUM CYIIECTBEHHO ITOBBIIIAETCS TIPU TAKOM YIIMHE-
HUU neproaa coopa mour. OmHAKO B HACTOSIIIIEE BPeMsI
HET JOCTaTOYHBIX J0KA3aTeIbCTB, YTOOBI PEKOMEH 10~
BaTh y 001bHBIX ¢ 'H B KauecTBe onTUMaIbHOTO OMUH
M3 3TUX METO/IOB — COOP CYTOYHOM MOYHM, COOp MOYHU
32 HECKOJIbKO YaCOB WUJIU «CJTy4aiiHbIe» MOPLIMY MOYH.
OO01IenpuHITOE OIpeaeeHne He(POTUIECKOTO
CHUHJIpOMa B OITyOJIMKOBAaHHBIX UICTOYHUKAX — 3TO IMPO-
TeuHypus >3,5 r/cytku (y aereit >40 mr/m*/4ac unu
ob/K >2000 mr/r [>200 mr/mMmoub| wiu >300 mr/mn
Wi 3+ Ipu ompeneaeHUN TeCT-I0JIOCKaMU) TLTIOC
ruroaapoymuHeMust u oreku. Hedporuueckas npo-
TeUHYPHUSI TPAKTUIECKHM BCEIla OIpeaessaeTcs Kak
>3,5 r/cytku (ob/K >2000 mr/r [>200 Mr/mMmounb| y
JIeTeil) B OTCYTCTBUE KIIMHNIECKUX IIPU3HAKOB He(po-
TUYECKOro cuHIpoMa. beccuMmmnTomMHast mpoTenuHypust
I10 OIIPEICICHUIO HE COITPOBOXIACTCS KIIMHUTIECKIUMU
CUMIITOMaMM 1 MOXeT KosiebaTtbest oT 0,3 mo 1,5 r/
CYTKM (MU JIIOOble SKBUBaJIEHTHI). B KIMHMYECKUX
UCCJIEOBAHUSIX aXKe Y OOJIbHBIX C OJMHAKOBBIM Ba-
PUAHTOM TTOBPEXIEHUS UCITOIb30BAJINCH PA3TUIHbIE
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KPUTEPUHU BKIIIOUCHHS Ha OCHOBE IpoTenHypun. M ato
JINIIb OWMH U3 MOMEHTOB, 3aTPYAHSIONINX IPSIMOE
CpaBHEHME MCXOIOB B 3THUX MCCACOOBAHUIX. TeM He
MeHee KOJIMYECTBEHHAsT OLIeHKa ITPOTEUHYPUHU (1 BO3-
MOXHO JaXke KauyeCTBEHHOE OMpPEAe/ICHUE TPUPOIBI
OesiKa) SBJSIETCS BaXKHBIM METOIOM OO0CJenOBaHMS
naiueHToB ¢ 'H. DTo oTHOCUTCSI MpaKTUYECKU KO
BCEM MEPBUYHBIM M BTOPUYHBIM INIOMEPYJISIPHBIM 3a-
0oJIeBaHUSIM, OTIMCAHHBIM B JAHHBIX PEKOMEHIALIMSIX.
Kpome Toro, o4eHb BaXKHO U HEOOXOIUMO OTIPEICIIUTD,
U 3TO CIEJIaHO ISl KaXXIOTO CIeUNMUISCKOro TUITa
I'H B cooTBeTCTBYIOIIICH IJ1aBe, KaKue YPOBHU IIPO-
TEMHYPUU U KaK1e ¢ M3MEHEHUS NCTIOIb3YIOTCS TSI
oIpe/ie/ieHrsT prcKa IIPOTpecCUpOBaHUs M OTBETa Ha
JIeueHUe. DTU MapaMeTphl He UASHTUYHBI U IITUPOKO
BapbUpPYIOT B IIpejesiax CIIeKTpa rjoMepyaoHed-
putoB. He mMmeeTcss mocTaTOUHBIX J0Ka3aTeIbCTB,
YTOOBI PEKOMEHAO0BATh JUISI IPUHATUS PELICHUS O
JIEYEHW U, UCTIOJb30BaTh JNETAIbHBIA KA4YECTBEHHBIN
aHaJu3 MIPOTEUHYPUM, HAlpUMEp OIIpelaciceHne
(bpakumoHHO 3KCKpelnu UMMyHoOrI00yiuHa G,
B2-MHUKpOTrI00yIMHA, PETUHOJ-CBSI3bIBAIOLIETO OeNTKa
unu o1 -Makporio0yaIMHa ¢ MOYOHA.

Pacuem CK®. Hanbosee moCTyITHbIE TOKa3aTelb-
ctBa 3¢ PpexkTuBHOCTH JieueHUsI 'H ocHOBaHBI Ha OLIeH-
K€ 3KCKPETOPHOI (DYHKIIMU ITOYEK C UCTIOJIb30BaHUEM
ceiBOpoTOoYHOTO KpeatnHuHa (CKp) mnm kiampeHca
kpeatuHuHa (KinKP), yto TpebGyeT cbopa cyTouHOM
Moun. JINIIb B OUeHb HEMHOTHUX MCCJIETOBAHUSIX HC-
MOJIB30BAJIM «30JI0TOI cTaHmapT» udmepenus CK®
C WCITOJIb30BAaHMEM WHYJIMHA WKW PATUOU30TOIMHBIX
MeTOonoB. JIpyrue MeToabl, MCIIOJb30BaBIINECS B
MpouuioM, BKiItovatoT Koppekimio CKp o Bo3pacry,
BECy M MoJjy ¢ ucnojb3oBaHueM (gopmyibl Kokpod-
ta—lonTa, n odbpatHOe UM JIorapuMUIECKOe TIpe-
obpazoBaHue nokazatejieid CKp. CbIBOpOTOUHBIT
uuctatuH C, B KauecTBe ansrepHaTuBB CKp, He ObLT
BanuaupoBaH y 0oabHbIX ¢ ['H. Bee a1 MeToabl uMetoT
OrpaHUYEeHUSI, HO MH(GOPMATUBHEI, €CJIU Y OTHOTO U
TOTO e TMallMeHTa OBTOPHBIC M3MEPEHUSI TIPOM3BO-
ISITCS C UCIIOJIb30BAaHUEM OJHOIO U TOTO K& METOA.

B nmocienHee BpeMs Bce OoJiblliee MpU3HAHUE
HaxonsT pacuerbl CK® ¢ ucnonb3zoBanuem 4 pas-
JaHbIX hopmyn MDRD (Moaudukaiys AueTsl Npu
3a00JIeBaHUSIX TIOYEK), XOTS OTU (DOPMYJIBI TAKXKE HE
ObLIU crieuualbHO BanuaupoBaHbl 11 'H. HenaBHo
ObLTa TipemioxeHa eme onHa dopmyiaa — XBIT Epi,
KOTOpasi MOXeT ObITh 0oJjiee TouHol, yeM MDRD,
0COOEHHO IpU YPOBHSIX >60 MJI/MUH. DTHUYECKOE
MPOUCXOXKIECHUE TAKXKE MOXET BIUATh Ha paCYETHYIO
CKOpPOCTh KIIyooukoBoit (punbrpanuu (pCK®). He
MMEETCST HaeXKHBIX J0Ka3aTeIbCTB, YTOOBI PEKOMEH -
JIOBaThb MIPEUMYIIECTBEHHOE MCITOJIb30BAaHNE KAKOT0-
JINOO OTHOTO M3 MMEIOIINXCsT MeToIoB pacueta CKD y
60sbHBIX ¢ ['H. OnHO 13 mpakTruyecKnx orpaHuYeHU

cocTouT B TOM, 4TO pacuyeTbl CKD ¢ ncnob3oBaHuEM
¢opmy1 Ha OCHOBE KpeaTUHMHA TTPU HE(POTUIECKOM
CUHAPOME CJIeIyeT UHTEPTIPETUPOBATH C OCTOPOXKHO-
CTBIO, ITOCKOJIbKY KaHAJIbLIEBbIM TPAHCIIOPT KPeaTHHU-
Ha B YCJIOBUSIX HE(PPOTUUECKOTO CUMHAPOMA HApYIIICH.
B pesynerare KiKp n pCK® npu HedpoTrndecKoM
CUHIPOME MOTYT OBITb 3aBBIIICHBI IO OTHOIIECHUIO K
uctuHHoit CK® Ha 50% u 6onee [4]. Pacuetsr CK®D
TaKxKe HEKOPPEKTHHI BO BpeMsI 3ITM30I0B OCTPOTO IO~
yeyHoro nospexneHus (OITIT).

V nerteii UMEIOTCSA BaIUIMPOBAHHBIC ajlbTepPHA-
TUBHBIE (PopMmyIel 11 pacuyeta CK®, B yacTHOCTH
¢dopmyna [IBapia.

OLEEHKUK ncxonos

Iloanas pemuccusa, mXILH, cmepmuocme. 17151 4eT-
KOi1 olleHKM 3¢ deKkTuBHOCTH JedeHus ['H momkHO
OBITb IIPOAECMOHCTPUPOBAHO, UTO JCYCHUE IIPEIOT-
BpalllaeT pa3BUTHE KOHEUHOM CTaauu 3a00JieBaHUS
nouek (TXITH) u cHuxaeT cMepTHOCTh. O4YeHb He-
MHorue ucciaenoBanus npu I'H Bkirtouanu 1octatouHo
0O0JIBIIIOE KOJUYECTBO OOJIBHBIX U OBUIM JOCTATOYHO
MPOIOKUTEIbHBIMU, YTOOBI KOPPEKTHO OLIEHUTD 3TH
KUCXOIbI. DTO HEYAUBUTEIBHO, YYUTHIBAsI MEIIEHHOE
MPOrpeccupoBaHuUE ITPY €CTECTBEHHOM TeUEHUN MHO-
rUX rucTojiornuyeckux BapuanToB I'H, paccMoTpeHHBIX
B JaHHBIX PexoMeHmanusx. JpyruM mpuHSITBIM Me-
TOIOM OLICHKM MCXOAa 3TUX 3a00JIeBaHUIA SIBIISICTCS
KOHCTAaTalus MOJHON peMUCCHUU, OIpeaeiseMoil Ha
OCHOBAHUMU ITOJIHOT'O MCYE3HOBEHMSI IATOJIOTMUECKOM
nporenHypuu (<300 Mr/cytku). OgHaKO B OOJIBIITMH-
CTBE UCCJICIOBAHUI B KAYECTBE IPEIUKTOPOB KIIMHM -
YECKMX UCXOJI0B UCIIOJIb30BAJIUCH IPYTHe CyppOraTHbHIE
MCXO/bI, BKJIIOUasl JMHAMUKY IPOTEUHYPUU (HAIIPU-
Mep, YaCTUYHYIO PEMMCCHIO), TMHAMUKY (DYHKIIMU
IOYeK, JOCTUXKEHHME «TOYKM HEeBO3BpaTa», KaueCTBO
>KU3HU U COCTOSTHUE 3I0POBbSI.

Hunamuxa npomeunypuu. JlnHamMmukKa KoJuye-
CTBEHHBIX MOKa3aTeJieil IPOTEMHYPUU OTMedaeTCs
B OOJBIIMHCTBE UCCleaoBaHUi. YacTo BBIIEISIOT
TaKue KaTeropuu, Kak ITOJIHAsl PeMUCCHSI, Ompeae-
JsieMast Kak rporeunypus <0,3 r/cyrku (ob/K <300
Mr/r [<30 Mr/MMoIb|), WM YacTUYHASL PEMUCCUS,
omnpeneisieMast Kak nporeunypus >0,3, Ho <3,5 r/
CYTKM, WIM CHDKEHME IIPOTEUHYPUU, IO MEHbIIICH
Mepe, Ha 50% oT UCXOAHOTO YypOBHS U <3,5 I/CyTKH.
OmHako 3TU OIpeAesIeHUs] MOTYT BapbUpOBaTh M He
HCIIOJIb30BAJIMCh TTOC/IEI0BATEIBLHO TaKe ITPU OJHOM
u ToM Xe BapuaHTe I'H. Paznuuus B onpeneneHusx
OyayT cneluajbHO OOCYXAAThCSI B KaXXKIOU TiiaBe
PexoMenparmii.

Junamurxa ¢pynxyuu novex. JInHaMmuka hyHKIUU
MoYeK OOBIYHO ormpenesnserca mo usMeHeHusM CKp
nm KK P. HeoOxonnM HameXXHBII METOM, TSI OLIEHKU
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WCTUHHOTO IMPOrPECCUPOBaHUs 3a00IeBaHMsI, HATIPU-
mep yaBoenue CKp, uiu cHuxkeHue B ABa paza KinKp
nnn pCK®. D10 cBsI3aHO ¢ TeM, UTO Y OOJIBLIMHCTBA
naiueHToB ¢ 'H uameHeHune ¢pyHKUIMU ITOYEK MPOKC-
XOIUT MOCTETNIEHHO, U UMEETCSI MHOXKECTBO (haKTOPOB,
IMIOMUMO COOCTBEHHO ITPOrpecCUpOBaHUsI OCHOBHOTO
3abosneBaHus, BausmuX Ha ypoBeHb CKp. DTt
(bakTOpHI BKIIIOYAIOT 00BEM XUAKOCTU B COCYIMCTOM
pyciie, MHTEPKYPPEHTHBIE U COIYTCTBYIOIIME 3a00-
JIEBaHMSI M pa3IMyHbIC JIEKAPCTBEHHbBIC MpeIapaThl.
Kpome Toro, uMeroTcst ¥ 10MOJTHUTEIbHBIE (DAKTOPHI,
pnustomue Ha CKp BHe 3aBUCUMOCTH OT OCHOBHOTO
3a00J1IeBaHNUsI, TAKME KaK METO/ M3MEPEHUsT KpeaTu -
HUHa, KOJeOaHWsI MBIIIEYHON MacChl, HApYIICHMS
OTTOKA MOYM U YPOBEHb (DyHKIIMM TIOYEK — JIBa MO-
CJIEMHUX HApYIIAalOT KaHAJIbLIEBYIO CEKPEINIO Kpea-
TUHWHA. B Hanbosee cOBpeMEHHBIX MCCIEIOBAHUSIX
JnokyMeHTUpoBaHbl u3MeHeHUust pCK® ¢ teueHuem
Bpemenu. Ecnn He pazBuBaetcst TXITH, uro onpenesns-
€TCs KaK HeOJIaronpusITHBINM MCXOM, KpUBAast CHYDKEHMST
KnKp mnu pCK® moxer cunutaThCsl aieKBaTHLIM U
HaJIeXXHBIM MapKepoM IMHAMUKM (DYHKIIUM ITOYEK,
€CJIU JIOCTYTTHO JIOCTaTOYHOE KOJIMUYECTBO MOCeI0Ba-
TEJIbHBIX U3MEPEHMI, M KpUBasi HOCUT OTHOCUTEILHO
JIMHEHBIN XapakTep [5].

N3menenuss CK® yacTo OoNMMCHIBAIOT B Kaue-
CTBEHHBIX TEPMHUHAX KaK «yXYIIICHUE» WA «OBICTPOE
CHIKeHUe» GYyHKIMK Touek. M XOTsI 3TU TepMUHBI He
MMEIOT TOYHOTO OTpEACSIEHUsI, OHU YaCTO UCIIOJIb3Yy-
I0TCsI, 0COOEHHO MPU OIPEISIEHHBIX KaTeropHsX 3a00-
JIEBaHW, HATTPUMeEp MPU BACKYJIUTAX U BOTYaHOUHOM
HedpuTe. DTO onmcaTesIbHbIe TEPMUHBI, U UX BIUSTHUE
Ha TeparneBTUYECKYIO TAKTUKY MOXET ObITh OLIEHEHO
TOJIBKO ITPY CPAaBHEHUM C APYTUMU IPYIIITIaMU O0TbHBIX
CO CXOJHBIMU KIIMHUYECKUMU U MOP(DOTOTUIECKUMU
MmapaMeTpaMM B paMKax paHI0MU31UPOBAHHBIX KOHTPO-
mupyembix uccienoanuii (PKW). Ecniu rakve nanHbie
JIOCTYITHBI, OHU OYIyT ITPEICTaBICHbBI B COOTBETCTBYIO-
KX TaBax Pekomenmanmii.

«Touka nesozépama». DTO MOHSITHUE HE MMEET
TOYHOTO OTIPENEJIEHUSI U OMUCHIBAET CUTYALIUIO TIPU
€CTECTBEHHOM TEUEHUU XPOHUYECKOIO IIIOMEPYJIsIp-
HOTO 3a00JieBaHUs, KOTJa yTpaTa (PyHKIIMU TTOYeK
COMPOBOXIAETCSI TaKOIl CTEIEHbIO HEOOPATUMOTO
TMOYEYHOTO MOBPEXKACHUSI, TP KOTOPOI HU OT OJTHOTO
M3 U3BECTHBIX METOIOB JICUCHUST HE TIPUXOIUTCS OXKM -
JIaTh BAUSIHUS Ha JaJIbHENIIIee eCTeCTBEHHOE TeUEeHUE
M TIporpeccupylolee yxyaieHue (GyHKIUKU IoueK
(6ecrionesHoctb JieueHus ). [pesymmims ucKmodeHust
TaKUX MAlMEeHTOB M3 KIMHUYECKUX MCCIIeI0BaHUIT
OCHOBaHa Ha TOM, YTO OHM 3aBEJOMO HE OTBETAT Ha
JiledeHUe, YMEHbIIAT ero o0y 3¢pOeKTUBHOCTh
Y MOBJUSIIOT HAa CTATUCTUYECKYIO CUJIy MCCIIe0Ba-
Hus. Kpome Toro, Takue maluueHThl CO CHIKEHHOM
(yHKIIMEN TTOYeK MOTYT MMETh ITOBBIIICHHBIN PUCK

MoOOYHbBIX 3(h(HEeKTOB UcciieayeMbIX pernapaTos. [To-
CKOJIBKY TOYHOTO OTIpeIeJIEHNsT «TOYKM HEBO3BpaTa»
HE CYILIECTBYET, HEIb3sI C YBEPEHHOCTBIO CYIUTh, HE
MAaCKHAPOBAJIO JIM BKITIOYEHHE WJTH MCKITIOYeHUE TAKNX
MMallEeHTOB MPEUMYIIECTBA TeX MU MHBIX BUIOB Jie-
YEeHUS BO MHOTHX ONYOJIMKOBaHHBIX MCCIIETOBAHMSIX.

Kauecmeo scusnu u cocmosinue 300poevsa. Boc-
NpuUsATUE CAMUMMU MallMEHTaMM KauyecTBa XWU3HU U
COCTOSTHMSI 3I0POBBsSI, a TAaKXKe MPEAIOUTSHUS Tali-
EHTOB SIBJISTIOTCST NCKITFOUMTEIBHO BaXKHBIMU DJIEMEH -
TaMU OLICHKM JICUCHUSI U TIPA TOM YaCTO OCTAIOTCSI
HeIOOLIEHEHHBIMU Y HEYYTEHHBIMU TTapaMeTpaMi BO
MHOTHUX KIIMHUYECKNX UCCIIEI0BAHMSIX, 0030P KOTOPBIX
npuBoaUTCS B AaHHBIX Pekomenaanusax. OcobeHHO
OHM BaXKHBI ITPU aHAJTN3€ COOTHOIIIEHUS «PUCK,/TIONTb3a»
TeparneBTUYECKUX BMEIIATEIbCTB, IIPU KOTOPOM YacTO
VUMTBIBAIOTCSI KPATKOCPOUHBIE W OTHAJICHHBIE PUCKHU
MMMYHOCYTIPECCUBHOI TepaItii, HO He TIPUHUMAIOTCS
BO BHMMAaHME MEPCIIEKTUBEI C TOYKU 3pSHUS TTallUeH-
Ta M peajbHOE MM KaxXKyllleecs BIIMSTHUE JICUeHUs Ha
Ka4eCTBO XXM3HU. DTU HEYUYTCHHBIC TTApaMETPhl MOTYT
3HAYUTEILHO OCJIOKHSITh OLIEHKY MCXOI0B (HalpuMep,
0OECITOKOICTBO I10 MOBOIY M3MEHEHMIT BHEILITHETO BUIA
Y MOJIOZBIX KEHIIMH, TTOJIYJaoINX KOPTUKOCTEPOU-
IIBI, MOXET BJIVSITH Ha TIPUBEPXKEHHOCTD K TEpaIlnu).
Brenpenue B 1mociienHee BpeMs TTOHATHS MallMeHT-
accouuupoBaHHbIX ncxonoB (PROMS) nosBossier
OBICTPO OLIEHWBATH 3TH (haKTOPHI 1 1aeT OoJiee YHUBEP-
caJIbHOE OIpeeICHIE KaueCcTBa XKU3H!, CTAaHIApTHOE
IIJTS BCEX XPOHWUYECKMX 3200716 BaHUIA.

HenocTtaTok maHHBIX B 3TOM OTHOIIIEHUU CO3AeT
npo0eJT B JoKa3aTeIbHOI 0a3e IpU OIeHKe MCCIIeI0-
BaHMI, Kacatomuxcs gedeHus [ H.

BKJIAQ BO3PACTHbIX, MNOJIOBbIX,
PACOBbIX U TEHETUYECKUX PAKTOPOB

KonunyecTtBo onyoaukoBanHbix PKU 110 teuenmto
I'H ocTaetcst He1OCTaTOUHBIM, TPUYEM MHOTHE U3 HUX
HeOOoJIbIIMe TI0 00bEMY U C HETTPOIOIKUTETHHBIM Te-
puoaoM HaboneHUs. B pe3yisrare HeT OAHO3HAYHOTO
MHEHWUS TI0 TTOBOY T€HEePaTM3yeMOCTH PE3YJIbTaTOB,
HarnpuMep, COXpaHsTCs JIU MOKa3aHHbIe B MCCIeN0-
BaHUM MpeumyiiecTBa (uiu Hea((HEeKTUBHOCTD) TOTO
WY UHOTO BUJIA JIEUCHUSI TPU UCTIOJb30BAHUHU €TI0 Y
MalMEHTOB APYTOTO MPOUCXOXIEHUS, IPYTroi BO3-
PACTHOM TPYIIIbI WM IPYTOro 1MoJjia, YeM 3TO ObLIO B
ornyoJMKOBaHHOM MccienoBanuu. Crienupudeckue
C 9TOI TOUKU 3PEHUSI OTPaHUUEHUs UCCIeTOBaHUIA
OyAayT pacCMOTPEHBI B MOCJIEAYIONINX TaBax, 3/1eCh
MBI JTUIITL MPUBOIMM MTPUMEPHI: PA3YMHO JIU 9KCTPAIo-
JIMPOBATh pEKOMEHIALINH T10 JieueHuIo nereit c BMU
Ha B3pOCJYIO MOMYJISILIMI0, U HA000POT, pacrpocTpa-
HsieTcs i 3 GEKTUBHOCTL pexkuMoB JyiedeHust BH y
0eJ10ro HaceJIeHUS Ha JIMLL IPYTOM Pachl; SIBJISIFOTCS JIX
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KYPChl UMMYHOCYTIPECCUM CTOJIb K€ 0€30TaCHbIMU Y
MOXXWJIBIX TTAIIMEHTOB, KaK 3TO OBLIO MMOKAa3aHO Y MO-
JIOZIBIX B3POCJIBIX.

Kpome Toro, nuinb HeKoTophie U3 1ocTyHbIXx PKN
00J1af i TOCTaTOYHOW CTATUCTUYECKON CUJIOW ISt
OLIEHKM PEIKO BCTPeYaroluXxcs MoOOYHBIX 3 (HEKTOB
tepanuu. OcTaeTcss HESICHBIM, MIPUBEACT JIU JIydlllee
noHuMaHue (papMaKOreHEeTUYECKMX OCOOEHHOCTE,
BAUSIIONINX HA (hapMaKOIMHAMUKY U (papMaKOKUHE-
TUKY UMMYHOCYIIPECCUBHBIX M JIPYTUX MperapaTosB,
K BO3HUKHOBEHUIO HOBBIX ITOAXOHAOB KO BCEM 3TUM
BorpocaMm. HecMoOTpsI Ha TO 4TO paHee IPOBEACHHBIC
HCCJIEOBAHUSI TIO3BOJISIIOT MPEIIOI0XUTh, YTO TeHEe-
TUYECKHME OCOOCHHOCTU MOTYT BJIMSTh Ha KJIMHUYE-
CKUe MCXofbl [6], caenyeT mpuHUMATh BO BHUMaHUe
CTOMMOCTb F€HETUYECKOr0 TECTUPOBAHUs, U MOKa
YTO UMEETCST MaJIO HAZIXKHBIX IOKA3aTETbCTB B ITOTb3Y
BAMSIHUS 3TUX (PAaKTOPOB HA TAaKTUKY JedyeHus ipu ['H.

BEAEHUE OCJI0O)KHEHUN
NPU NMOMEPYNHAPHbIX SABOJIEBAHUAX

enplit pamg oCIOXHEHUN TJIOMEPYISIPHBIX 3a-
0oJIeBaHMIA SIBJISIIOTCS CJIEACTBUEM MX KIMHUYECKUX
MpOSIBJICHUU, a He MOP(MOIOrMYecKoro BapuaHTa
noBpexaeHusI. KoppeKkims 3TUX OCIOXHEHUI (XOTs
paccMOTpeHME MMEHHO 3TOTO BOIIPOCA 1 HE SIBJISLIIOCH
peaMeToM 0030pa J0Ka3aTeIbCTB IIPU MOATOTOBKE
naHnHbeix PexoMeHnpanuii) Bcerma moiakHa ObITh B
LIEHTPe BHUMaHUs, IIOCKOJbKY MOXKET OKa3bIBaTh
3HAYMTEJIbHOE BIMUSIHUE HA €CTECTBEHHOE TEYEHUE
3a00sieBaHus. Cro/1a BXOASAT MEPhI 110 HOpMaIU3alun
apTepuaIbHOTO JaBICHUS U CHYIDKEHUIO IPOTEUHYPUH,
KOHTPOIIb HaJl OTEKAMHU U APYTUMU META0OTMYECKUMU
1 TPOMOOTUYECKUMU CJIEACTBUSIMU HE(PPOTUUECKOTO
CUHApPOMa, MPUBOAIIINMU K 3HAYUTEILHOI 3a00I1e-
BaeMOCTH U JIake CMEpPTHOCTHU. B ciyyae ycriexa atu
OTHOCHUTEIbHO MAJIOTOKCUYHBIE BUIBI JICUCHUSI MOTYT
MOMOYb M30eKaThb UMMYHOCYTIPECCUM WU XOTsI Obl
YMEHBIIUTD ITOTPEOHOCTh B UMMYHOCYIIPECCHUBHBIX
Tpernaparax ¢ ux MOTEeHIIMATbHBIMU TOOOYHBIMU 3D~
(bexTamu. OgHAKO Takasl MO PKMBAIOIIAsT TePaAIIMS
00BIYHO HEe TPeOYyeTCs MPU CTEPOUI-UYBCTBUTEIHHOM
BMMU ¢ ObICTpBIM pa3BUTHEM PEMUCCUM U Y TALIUEHTOB
C U30JIMPOBAHHOW MUKPOreMaTypuei U COXpaHHOU
MOYeYHO! (yHKIME Oe3 MPOTEUHYPUU U TUIIEP-
TeH3uu. Takoe TeueHue, Kak U3BECTHO, XapaKTEepPHO,
Hanpumep, aisg UT'-A-Hedpponaruu.

Tunepmensus. Kax mipmn 100011 XpoOHUUECKOI 00-
Jie3Hu mouek (XbIT), 1enbio KOHTPOJIS apTepUaIbHOTO
JIaBJICHUS SIBJISIETCS KaK MPeJ0TBPAIlEHUE CEPIEUHO-
COCYIMCTBIX OCJIOXKHEHUI, TaK U TOPMOKEHUE IIPO-
rpeccupyioiiero cHmxkeHus:t CK®.

WnaeanbHble LieieBble 3HAYEHUSI apTepraIbHOTO
JaBJICHUSI TOYHO HE YCTAHOBJIEHBI, HO MPUHSTHIE B

HacTosIIee BPeMsI PEKOMEHIALINY TIPeIaraloT cun-
TaTh 1LiejieBbIM ypoBeHb 130/80 MM pT. cT. UMeroTes
JINIIIb OTPAaHWUYEHHBIE TaHHbIE B TOIEPXKKY Oosee
HU3KMX LIeJIeBbIX 3HaueHuii — 125/75 MM PT. CT. IIpu
Haauyuu nporerHypuu >1 r/cytku [7]. OTot Bompoc
OyzeT moaApoOHO PACCMOTPEH B TOTOBSIIIIMXCS K BBIXOILY
Pexomennanusix KDIGO no koppexiiuu aprepuaib-
HOTO JaBJIeHUs NPU XPOHUYECKOI 00JIe3HU TTOYEK.
Her crieunduueckux moka3aTeabCTB, KaCaIOIIMXCS
T'H, xotopbie Obl yKa3biBaJu Ha OCOOYI0 Ba*KHOCTb
CHCTOJIMYECKOTO WK IMACTOJINIECKOTO apTePUATBHOTO
JTaBJICHYSI VUIU TTO3BOJISLIN Obl CITELIMAIEHO OMPEAeIUTh
BpemeHHol rpaduk uzmeHenus AJl. Umerorcs cepbes-
HbIE TEOPETUYECKIE Y SKCIIEPUMEHTAIbHBIE OCHOBAHUS
CYNTATh UHTMOUTOPBI aHTMOTEH3MH-TTPEBPAIIAIOIIETO
depmenra (MAII®D) 1 GIOKATOPHI PELIEIITOPOB aH-
ruoteHsuHa (bPA) tepanueii nepBoit iuHuM, B Ha-
CTosIIIee BPpeMs 3TO MOATBEPXKIEHO KIMHUYECKUMU
uccinenosanusimu [8]. ¥V nmereit ¢ I'H aprepuanbHoe
JIaBJieHHE CJIeIyeT KOHTPOJIMPOBAaTh Ha YPOBHE HIKE
50-T0 TepUEeHTUJISI CUCTOJINYECKOTO U TUACTOJINYe-
CKOTO JIaBJICHUs JUIS COOTBETCTBYIOIIETO BO3pacra 1
roJjia ¢ UCMOJIb30BaHWEM OIyOJuKoBaHHbIX [9, 10]
WJIM TOCTYIHbIX HALIMOHAJIbHBIX CTAHAAPTOB TePAMUU.

HokazaTenbHast 6a3a, Kacarouascs 1eJIeBbIX 3Ha-
yeHuit AJl 1 BEIOOpa TMIOTEH3UBHBIX ITPEIIapaToB IIPU
I'H u npyrux XBI1, cnenimanbHO He paccMaTpuUBajlach
IIpY IOJATOTOBKE TaHHBIX PeKoMeHaaIiA, 3TO SIBJISIET-
canpenmeroM Pekomernnaumit KDIGO, Haxopsmmmxcs
B CTaauu NMoArotoBku (Pexomendayuu KDIGO no
KoppeKyuu apmepuanibHoeo 0aéaeHus npu XpoHU4ecKoll
bone3nu nouek onyonukosatul 6 dexadpe 2012 e. — Ipum.
nepesoouuxa).

IIpomeunypus. CHUXeHME TIPOTEMHYPUU OYEHbD
BaXKHO, T. K. OTpaXkaeT CTENeHb KOHTPOJISI HAJl OCHOB-
HBIM 3200JIeBaHNEM, YMEHBIIIEHNE BHYTPUKIYOOUKO-
BOU TUNEPTEH3UU U MOAOIMTAPHOTO MOBPEXICHUS
(KoTopoe, BEpOsITHO, UTPaET BEAYIILYIO POJIb B IPOLIEC-
Ce CMOPIIMBaHUA KITy00uKoB). BonmbimHCcTBO ncce-
JIOBaHWI YKA3bIBAET, YTO CHIXKEHUE IIPOTECUHYPUU 10
ypoBHS HIXe 0,5 T/CyTKM TT03BOJISICT TIPEAOTBPATUTH
MOTEPIO MOYEYHOM (DYHKIIMU IIPU TTPOTPECCUPYIOIITNX
Mopdonornmueckux BapuanTax ['H, paccmarpruBaeMbIx
B HaHHBIX Pekomenpanusix. UckimtouyeHre COCTaBIISTIOT
BMMUW u CYHC, n1st KOTOPBIX TATOTHOMOHWYHO pa3-
BUTHE MOJIHOM peMuccuu. Cama 1o cede TpoTenHypUsT
1 (hakTOpbl, MPUCYTCTBYIOININE B MOYE TTALIMEHTOB C
MIPOTEUHYPHUE, MOTYT OBITh TOKCUYHBI JIJIS KAHAJIBLIEB
n uHtepctuis. [pu HeppoTnueckom cuHaIpOME CHU-
JKEeHUEe IPOTEUHYPUHU 10 CYOHE(POTUIECKOTO YPOBHSI
YaCcTO MPUBOAUT K HOPMAIM3ALIM U OEJTKOB CHIBOPOTKHU,
0CO0EHHO aIbOyMUHA, YTO, B CBOIO O4Yepe/b, CMIATYACT
KJIMHUYECKUE MPOSIBJIEHUST U META00IMYECKre Hapy-
LIEHNsI, CBOMCTBEHHbIE HE(DPOTUIECKOMY CUHAPOMY,
1 yJIy4lllaeT KaueCTBO KM3HU OOJIbHBIX.
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IMTpenapatamu BbIOOpPA 1T AHTUTIPOTEUHYpPUYIEC-
ckoii Tepanum stBisTIOTCS MATT® mm BPA, crioco6-
Hble CHUXXaTh MpoTenHyputo 10 40—50%, nx achdekr
SIBJISIETCS JI0303aBUCUMBIM M OCOOCHHO BBIpaXKeH y
MalMeHTOB, OTPAHUYUBAIOIINX MOTPEOIIEHNE COJIU C
nuieid. Jloka3areabCTB, ITO3BOISIIOIIMX IOATBEPIANTh
paznuuus B apdekruBHOCTH UATID 1 BPA, oueHs He-
mHoro. Tem He MeHee KOMOMHALIMS TIPEIapaToB 3TUX
JIBYX KJIACCOB MOXET NaTh JOMOJHUTEIbHBIN aHTU-
MPOTEeMHYPUUECKUT 3(P(PEKT, XOTSI UMEIOTCS TaKXkKe
1 10Ka3aTeIbCTBA HEOJAroMPUSTHOTO COOTHOIICHUS
PUCK/TI0JIb3a ISl TAKO KOMOMHAIIMK, OCOOEHHO ITpU
3HaunTebHOM cHIKeHun CK®. [Mockonbky HATTD
n BPA camxaror CK®, ripn ux mpuMeHEeHNHM 9acTo
Ha6monaetcst nmopbieHre CKp mo 10—-20%. Ho ecnu
CKp He nMeeT TeHISHIIMHU K TajibHelleMy HapacTa-
HUIO, TAKOE YMEPEHHOE MOBBIIIEHUE JIUIIIb OTPAXKAET
BJIMSIHUE TIPENIapaToB Ha MOYEYHYIO TeMOAMHAMUKY,
HE O03HauaeT yXYAILIeHUs TeueHUs 3a00JeBaHNs U He
JIOJIKHO CJIYXXUTh OCHOBaHUEM IS TIpeKpalleHus
JIeYEHMUSI.

PexomeHaaImu 1o 103MpoBaHUIO 3TUX ITPENapaToB
Y 1LIeJIEBBIM 3HAYEHUSIM TIPOTEUHYPUU HE BXOAST B
3amavy JaHHoro Pasnesna u paccMaTpuBarOTCs IpU Ha-
JIMYWU JOCTYITHBIX 1I0KA3aTETbCTB IS KAXKI01 (hOPMBbI
I'H B cooTBEeTCTBYIOLIMX T1aBaXx.

IMTanmenTam ¢ mpoTeuHypuent cienyeT odecme-
YMBaTh alleKBaTHOE MOTpebeHre Oesika ¢ MUl
(0,8—1,0 r/Kr/cyTK1) B COYETAHUU C TOCTATOUYHBIM
notpebIeHUEM YIJIEBOIOB [JIsSI MAaKCUMAaIbHOWM YTH -
JIU3alMy TUIIEBOTo OesKa.

JokazaTellbcTBa KacaTeJIbHO MPEUMYIIECTB CHU-
xxeHus niporenHypuu nipu XBIT B 1ieiom u BeIOOpa
crierUIeCKUX IpernapaToB He ObLIA CUCTeMaTUde-
CKU HCCJIEIOBAHBI TIPU TTOITOTOBKE TaHHBIX PekoMeH-
MLl 32 NCKITIOYEHUEM POJIM YACTUYHOM PEMUCCHUH,
KOTOpasi 00CY>XIaeTcsl B COOTBETCTBYIOLIMX TJIaBax.
JlokazarenbCcTBa B OTHOLIEHUY HE(POIIPOTEKTUBHOM
Tepanuu OyIyT paCCMOTPEHbBI B TOTOBSIIIIAXCS K ITyOIH -
Kauy KmMHU4YecKrX MpakTUYeCKUX pEKOMEHIALINSIX
KDIGO 110 olieHKe 1 BeACHUIO XpOHUIECKO1 00J1e3HA
MoYeK.

Tunepaunudemusn. JleveHve runepiaunuieMuun
y MallMEHTOB C TJOMEPYJISIPHBIMU 3a00JI€BAaHUSIMU
JTIOJIXKHO TIPOBOJIUTHCSI B COOTBETCTBMU C PEKOMEH1a-
LIUSIMU JIJTSI TTALIMEHTOB C BEICOKUM PUCKOM CEPIEYHO-
COCYIMCTHIX 3a00JIeBaHUIA. DTO OCOOEHHO BaXKHO JIJIST
MalMeHTOB, Y KOTOPBIX MPOSIBJICHUST 3a00JIeBaHMSI
HE MOTYT ObITh MTOJHOCTHIO KyMUPOBAHBI, a TaKXKe
MpY HaJUYUK APYrux (akToOpoB pucKa CepaeyHO-
COCYIMCTBIX 3a00JIeBaHUI, Yallle BCETO TUTIEPTEH3UN
u npotenHypun. OrpaHudeHrEe MOTPEOICHUS XKUPOB 1
XOJIECTEpUHA C TIUIIIEH caMO T10 ce0e OKa3bIBACT JIUIIIh
HE3HAYUTEIbHOE BO3ACHCTBME Ha TUITePIUIIUACMUIO
TIpU TJIOMEPYJISIPHBIX 3a00JIeBaHUSIX, OCOOEHHO TP

HedpoTuueckoMm cuHapomMe. CTaTuHbl (MHTMOUTOPDI
KOBH3UM-A-peayKTa3bl) 3(HOEeKTUBHBI /151 KOPPEKIIUU
JIMITUIHOTO TIPOGWIs U OOBIYHO XOPOIIIO TepeHOo-
CSITCSI, XOTsI He JI0Ka3aHO, YTO OHM IPEIOTBPAIaloT
CEePAeYHO-COCYAUCThIE OCITOXHEHUS Yy OOJILHBIX C
HeDPOTUYECKUM CUHIPOMOM. BO3MOXHO, 4TO CTa-
TUHBI TaKXe MpensTcTByoT cHuxkeHnto CK®, xora
9TO TOYHO He ycTaHOBJIeHO. Heobxoaumo cobionaTh
OCTOPOKHOCTb, €CJIA CTATUHBI UCTIONIB3YIOTCSI B KOM-
OMHALIMK C IPYTMMU IIperapaTaMu, B YaCTHOCTH TIpU
X COYETAaHUM U C MHTUOUTOpAMM KaJIbLIMHEBPUHA
ITOBBIIIAETCS PUCK MUAJTUM/MUO3UTOB.

Hegpomuuecxkue omexu. OCHOBOI IeUeHUS SIBJIS-
I0TCSI AUYPETUKU B COYETAHMM C YMEPEHHBIM Orpa-
HUYEeHUEeM ToTpebsieHus Hatpus ¢ e (1,5-2
[60—80 mMmonb| HaTpus B cyTku). IlaliueHTHI ¢ He-
(bpoTuyeCKMM CHUHIPOMOM YacTO PE3UCTEHTHBI K
InypeTrKam, naxe rmpu HopmaiabHoit CK®: 06b19HO
Ha3HAYaIoT TIEeTJICBbIC AUYPETUKU BHYTPh 1—2 pa3a B
JIeHb (C YI4EeTOM IIPOCTOTHI IPUMEHEHMS Y ITPOJIOHTH-
poBaHHOTO 3(hdeKra, CpaBHUMOTO C BHYTPUBEHHBIM
npuMeHeHueM). OIHAKO MPU TSKEIOM HedpoTuye-
CKOM CUH/IPOME BCAChIBAHME B XKEJTYI0YHO-KUIIIEUHOM
TpaKTe MOXET ObITh HAPYILIEHO U3-3a OTeKa KUIIIEUHOM
CTEHKH, U JIJI51 JOCTKEHUS TuypeTruieckoro addexra
MOXKET ITOTPEOOBATHCSI BHYTPUBEHHOE OOJIOCHOE WU
nH(py3noHHOE BBeneHUE. B kauecTBe anbTepHaATH-
Bbl BO3MOXXHO COYETaHME IETIEBBIX IMYPETUKOB C
TUA3UIOBBIMU WJIK C METOJIA30HOM, 3Ta KOMOWHAIIS
MOXET ObITh 3(h(eKTUBHA ITPU TPHEME BHYTPb M MOXKET
CMOCOOCTBOBAThH MPEOIOJCHUIO «PE3UCTEHTHOCTU K
auypeTukaM». BHyTpuBeHHbIe MHPY3UN albOyMUHA
TakKe MOTYT KOMOMHUPOBATHCS C AUYPETUKAMMU TSI
JICYEHMS PE3UCTEHTHOCTHU K AMYPETUKAM, HO TIPEUMY-
IIECTBA ATOTO METO/IA HE IOKAa3aHbl. B OTneIbHbIX Cily-
Yasix IMPY PE3UCTEHTHBIX OTEKaX MOXET ITOTPeOOBATHCS
MPOBEACHUE MPOLIEAYDP YIBTpahUIBTPAILIAN.

Tskenast TUIIOBOJIEMUST pa3BUBAETCS HE 4acTo,
ecu ynajeHue U30bITKOB XUAKOCTU TIIATEIbHO
KOHTPOJIMPYETCSI ¥ OCYILECTBIISIETCSI IIOCTEIIEHHO, HO
y IeTeii 1 TTOXWJIBIX TTAllMEHTOB PUCK PA3BUTUSI ITOTO
OCJIOKHEHMSI BbIIIE. Y MOXWIBIX OOJIBHBIX HAJTUUKE
COITYTCTBYIOLIMX 3a00JI€BaHUI, TAKMX KaK caxapHbIi
nradeT ¥ TUIIepTEeH3Ms, TIOBBIIIAET BEPOSITHOCTD TH-
MOBOJIEMUYECKOTO IIOKA U OCTPOTO UILIEMUYECKOTO
IMOYEYHOT'O TTOBPEXKICHUSI.

Tuneproaeyaauyus. Puck TpoMm0030B mmporpec-
CHBHO TMOBBIIIAETCS, €CIM YPOBEHb CHIBOPOTOYHOIO
anpOyMmHa magaet Huxke 2,5 r/min (25 r/m). Majo-
MOJIBVXHOCTD MAllMEHTOB, 00YCIOBJIECHHASI OTEKaMU,
OXMpEeHUE, 3JI0KaYeCTBEHHbIE HOBOOOPA30BaHMUS,
MHTEePKYPPEHTHBIE 3a00JIeBaHUsI U XUPypPrudeckKue
BMEIIATEIbCTBA MOTYT JOTIOJHUTEIBLHO YCUJIUBATD
3TOT puck. OObIYHO NpoduIaKTUKa TPOMOO30B B
Mepuo/, TTOBBIIIEHHOTO PUCKA TTPOBOAUTCS MaJTbIMU
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JI03aMU aHTUKOATYJISTHTOB (HampuMmep, rernapuHoM
5000 en. 2 pa3a B AeHb NMoaAKOXHO). [ToaHOLIEHHAs
AHTUKOATYJISTHTHAST Tepanust HU3KOMOJIEKYISIPHBIMU
renapyuHaMuy Wind BappapuHOM abCOJIOTHO HEO0X0-
JIMMa, €CJTW JI0OKa3aHO HAJTMYKE JTIOObIX apTepUaIbHbIX
WU BEHO3HBIX TPOMOO30B UJINU TPOMOOIMOOIUU
JlerouyHoOU aprepuu. Kpome TOro, moJHOIUEHHYIO
AHTUKOATYJISIIIMIO CIEAYeT TaKxKe 00CYyXIaTh, eCiin
CBIBOPOTOYHBIN aibOyMUH Tagaet Huxe 2,0—2,5 r/
11 (20—25 1/11) ¥ UMeeTCsT ONMH U3 CJIEAYIOIINX TTPH-
3HAKOB: TpoTeuHypust >10 r/CyTKU; UHAEKC MaCChI
tena (MMT) >35 mr/m?; cemeitnblii aHamHe3 TOJIA
C NTOKYMEHTUPOBAHHOW T€HETWYECKOU Tpeapac-
MOJIOXKEHHOCTBIO, 3aCTOIHAs cepiedyHast HeIOCTaTOU -
HocTb — Kiace 11 unum IV no knaccudpuxaiuu NYHA;
XUPYPTUYECKHUE WM OPTOIEeAUYECKUE OIepallui B
HeJlaBHEM TPOLIJIOM; IJTUTEIbHAS UMMOOWIN3AIUSI.
[TporuBoIIOKa3aHUSIMU K TPODMIAKTUIECKOI aHTH -
KOAryJIsIHTHOW Tepamnuu SIBJISIOTCS: HECTIOCOOHOCTh
namueHTa COTpyJAHMYATh C BpauyoM; reMopuIns;
TPEIIIECTBYIOIIEE KETYAOUHO-KUIIIEUHOE KPOBOTE-
YeHME; TTIOPaKEHUS LICHTPAJIbHOM HEPBHOM CUCTEMBI C
PUCKOM KPOBOU3THUSIHUS (OITyXOJIU TOJIOBHOTO MO3Ta,
aHEeBPU3MBbl); TeHETUUECKIE aHOMAIUU, BJIVSIOIIE Ha
MeTabom3M UK 3(PpPeKTUBHOCTH BaphapurHa.

B nepuon neyeHus renapuHOM MOTYT MOTpedo-
BaTbCS JO3bl, 3HAUUTEJIHLHO MPEBBIIIAIONINE CPETHUE,
MOCKOJIbKY JIeICTBME TeraprHa OTYaCTU 3aBUCUT OT
antutpoMm6ObuHa 11, morepu koToporo ¢ Mouoii UMEIOT
MECTO y 00JIbHBIX C HE(PPOTUUECKUM CUHAPOMOM. [List
JUTUTETLHOTO JISYeHUS TTperapaToM BbIOOpa SIBISIETCS
BapdaprH, HO TpebyeTCss 0COOEHHO TLIATETbHOE MO-
HUTOPUPOBAHUE, TaK KaK MPU He(POTUIECKOM CUH-
JIpOMe BO3MOXHO HapyIleHHUEe CBS3bIBAaHUSI ITperapaTa
¢ Oenkamu, OOYCJIOBJIEHHOE KOJIEOAHUSIMU YPOBHS
CBIBOPOTOYHOIO aab0ymMuHa. OOBIYHO pEKOMEHIYETCS
TOAJIEPXKUBATH LIEIEBOE MEXKAYHAPOIHOE HOPMAJTN30-
BaHHoe oTHolleHre (MHO) B mpenenax 2—3, XOTsI HET
crenuduUecknx A0Ka3aTeJbCTB B MOANEPKKY ITUX
pEeKOMeHIaLA.

Puck unghexyuii. Beicoxast KTmHU4IeCKast HAaCTOPO-
JKEHHOCTb B OTHOIIIEHUHU OaKTepHuaIbHbIX MHMEKIINiA
MMeeT XKM3HEHHO BaXKHOE 3HAYeHME ISl TTAallUEHTOB
¢ He(PpOTUUECKUM CUHAPOMOM. DTO OCOOEHHO BaXK-
HO y AeTeil ¢ He(pOTUYECKUM CUHIPOMOM — TMpU
HaJIM4YMUM acliMTa HY>XKHO IPOBOAUTH MCCJIEAOBAaHNUE
cpen (0akTeprnOCKONMS 1 TOCEBBI) Ha TIpeAMET pas-
BUTHUS CIIOHTAaHHBIX OaKTepUAabHBIX IEPUTOHUTOB.
BakrepuemMusi BO3MOXHa, JaXe eciu CUMIITOMaThKa
OrpaHUYMBAETCS a0JOMUHAJIBHBIMU TPOSIBJICHUSIMU.
OmnpeneneHnue CKOPOCTU OCEJaHUSI IPUTPOILIUTOB
HenH(pOPMaTUBHO, TOIa KaK ITOBBIIIEHUE YPOBHSI
C-peakTUBHOTO OeJTKa MOKET OBITh ITOJIC3HO IS Tha-
rHocTuku. [TapeHTepaibHOE BBeICHUE aHTUOMOTUKOB
cJielyeT HauMHaTh cpa3y Mmocjie 3a0opa cpejl Ha IMoceB,

CXeMbI TepaIuu J0JIKHbI BKJIIOUATh OEH3UJITTCHUTTUT-
JIVH (JUTs IeYeHU s THEBMOKOKKOBOM nHbekun). [pu
MMOBTOPHBIX 3MN30/1aX MH(MEKIIMY CIeTyeT ONpPEAeTUTh
YPOBEHb UMMYHOIJIOOYJIMHOB ChIBOPOTKHU. Eciu chl-
BopotouHblii UT-G Hmxe 600 mr/mn (6 v/1), puck
MHOEKIMA MOXET ObITh YMEHbIIICH IIPU €KEMECSIIHOM
BBEJIEHUU B/B MMMyHOIJIOOyaMHa B fo3e 10—15 1 ¢
nojaaepxaHueM ypoBHsi cbiBopoTouHoro MI'-G Belle
600 mr/m (6 /1), HO 1OKA3aTeJIbHOCTb 3TOr0 METOIA
orpaHuueHa [11].

YV 6onbHbix ¢ 'H 1 HedpoTHUEeCKUM CUHIPOMOM
MOBBIIIIEH PUCK MHBA3MBHOW MHEBMOKOKKOBOM
MH(EKIIMY, TAKUM MallMeHTaM CJIeyeT MPOBOAUTD
MHEBMOKOKKOBYIO BAaKIIMHAILIMIO T€NTaBaJEHTHOMU
KOHBbIOTUPOBaHHOI BakuuHoi (7vPCV) uim 23-Ba-
JICHTHOI monucaxapuaHoit BakuuHoit (23vPPV), a
TaKke €XEeroJHyl0 BaKIMHAIIMIO TIPOTHUB TPUIIIIA.
ITpoBeaeHNe KOPTUKOCTEPOUIHON Teparuy He OKa-
3bIBAET BJUSIHUSI HA UMMYHM3alMoo. BakimHamnus
KMBBIMU BaKIIMHaMu (KOpb, CBMHKA, KpacHyXa,
BETpsiHAsI OCMa, POTaBUPYC, XeJTas Juxopaaka)
MMPOTUBOITOKA3aHa MAlIMEHTaM, TOJIy4aloUM UMMY-
HOCYTIPECCUBHBIE U IIUTOCTATUYECKUE TIPEeraparhl, ee
cJIeyeT OTJIOXKUTB 10 TeX ITOP, ITOKa 103a IpeIHU30Ha
Oynet cHuxeHa 10 <20 Mr/CyTKM U/ UMMYHOCY-
MIpeCCUBHbIE ITpenapaThl OyAyT OTMEHEHBI B TCUCHHE
KakK MUHUMYM |—3 MecsaueB. UudpuuupoBanue
BETPSTHOM OCITOMl MOXET IPEACTaBISATh YyIpo3y IS
KM3HU, ocobeHHo y aereil. [lpu nndunmposanumu
JIOJIKHO TIPOBOJIMTHCS JIeYeHUE ZOoster-HbIM MMMY-
HOTJIOOYJTMHOM, MPOTUBOBUPYCHYIO TePATIUIO allu-
KJIOBMPOM WJIY BaIalIMKJIOBUPOM CJIEAYeT HAUMHATh
TpU MEePBbIX TPpU3HAKaxX BeTpsIHKHU [12] (mogpobHO o
TakTuKe y neteit cm. riasy 3, CHHC).

NMPUMEHEHUE KOPTUKOCTEPOUAOB
N UMMYHOCYINPECCUBHOW TEPANUN

B nocnenyronmx riaBax OyaeT paccMOTpeHa OCHO-
BaHHasI Ha JIOKa3aTeJIbcTBaX 3(hPeKTUBHOCTD TeparTin
IIpX HanboJ1ee pacipoCcTpaHEHHBIX MOP(OIOTMIECKUX
BapuaHTax ['H.

BpaueGHoe pelieHre AUKTYeTCS IIOCTOSIHHOM He-
00XOIMMOCTBIO COBJIIOIATh GaaHC MEXIY PUCKOM
U TIpeuMyllecTBaMM jiedeHUsI. 1 B 3TOM OTHOIIIE-
HUM HUKaKWe TTOJOXEeHUS TaHHBIX PekoMeHmammii
HE MOTYT 3aMCHUTh KJIMHUYECKYIO OLICHKY Bpauya.
B wuneane Bpau mbITaeTCs U3BICKATh TAKOW PEeXUM
JICYEHUSI, TP KOTOPOM BO3IEHCTBHE MMMYHOCY-
Mpeccuu OyaeT CBeJeHO K MUHUMYMY, HO OYIeT 10-
CTUTHYT HEMOCPEACTBEHHBIN (HalIpUMep, PeMUCCHS
HeDPOTHIECKOTO CUHAPOMA) U OTAAJICHHBIN (TTpe-
JOTBpallleHre MIPOrpeccupoBaHus 3a00IeBaHUSI)
a¢pdext. OmHAKO Bpad MOKEH MTOHUMATh, YTO MO-
KET OTpeboBaThCs 00JIee IIUTEIbHOE JIeYeHIE, TaK
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Kak 0e3ycrnelnHble MONbITKYA MpeaoTBpaTuTh TXITH
TPO3ST COKpalleHNEM OXKUIAeMOM MPOIOJIKUTEITh-
HOCTU XW3HU W JUIIb OTOABMUTAIOT MAaCCHUBHYIO
MNMMYHOCYITPECCHIO, KOTOpass MOTpedyeTcsT mociie
TpaHCIUIAHTALUU TTOYKH.

LleHTp BHMMaHUS TIPU BeIeHWM OOJBHBIX C XpO-
Hu4YeckuMM BapuaHTamMu ['H cmectmiicsa ¢ «usnede-
HUSI» K «<KOHTPOJIIO» 3a0ojeBaHud. Tak, Hampumep,
MMPU3HAHBI KaK KPAaTKOCPOUHBIC, TaK U OTHAJICHHBIC
MPEeMMYIIEeCTBAa CHYXXEHUS MPOTEMHYPUM (IIOMUMO
y>Ke HaKOTIJICHHBIX TAaHHBIX O IMPEUMYIIECTBAX JOCTH-
JKeHUs TIOJIHO# pemuccun). [lapagurmMa nocTreneHHO
IIePEOPUEHTHUPOBANTACH B CTOPOHY MCITOJIb30BaHUS
0oJiee TIPOAOKUTENbHBIX (MJIM ITOBTOPHBIX) KYPCOB
JICUeHUsI, 1 COOTBETCTBEHHO, K OOJIbIIIEMY BO3IEHi-
CTBUWIO TOKCUYECKNX JIEKAPCTBEHHBIX MTPEITapaToB.

Crentuurueckre modounsie 3¢hGheKThl peKOMEH-
JIyeMbIX UMMYHOCYITPECCUBHBIX TTperapaToB M HEO00-
XOJIUMBIE pYTUHHBIC MEPBI TPOPUIAKTUKI HE BXOIST
B KPYT BOIIPOCOB, KOTOPBIM ITOCBSIICHBI JaHHbBIC
PexoMeHmaumu, ogHaAaKO OHHM XOPOIIO M3BECTHHI B
KIIMHUYECKOM MTPAaKTUKE M M MMOCBSIIECH IMOIPOOHbBII
0030p [13]. OTaenbHBIE pesKUMBI TEPATTUU C IIPOJIOH-
TMPOBAaHHBIM TTPUMEHEHNEM MMMYHOCYITPECCUBHBIX
ImpenapaTtoB OyAyT PaCCMOTPEHBI B MMOCJIEAYIOIINX
TJIaBax.

Ilo6ounvte 3¢hgpexmoi. Bo3aMoXHBIE TOOOUHEBIEC
3 dEKTHI UMMYHOCYITPECCUBHOM Tepartuy CJIeIyeT
00CYyXIaTh ¢ MalMeHTaMUd U UX OJM3KUMU J0 Ha-
yajia Teparn. DTOT acIleKT JICUeHUs Hellb3sT Tepe-
OLICHUTh. PHCK TIpUMEHEHUSI MHOTHUX IIperapaToB
BeChbMa 3HAYMTEJIEH W MOXET XapaKTepU30BaThC
OOJBIINM JIATEHTHBIM MEPUOAOM (HAIIpUMeEp, MpHU
UCHOoJb30BaHUM LIMKI0o(pochamuna). Heodxonumo
JOCTUYB OajlaHca MEXKAY MOTeHIIMAJbHBIM PUCKOM
MMMYHOCYTIpeccuBHOTO JedeHus ipu ['H u TskecThio
cocTostHus 00J1bHOTO. MHOTIAa OBIBAET HEJIETKO COTIO-
CTaBUTb HETIOCPEICTBEHHBIN PUCK UMMYHOCYITPECCUH
Y OTHOCHUTEJIbHO 0JIarOomoJydHOTO B KJIMHUYECKOM
OTHOIIIEHWUY MAlIMEHTa C PUCKOM IPOTPECCUPOBAHUST
no TXITH. OgHako, mpuHMMAas BO BHUMaHMWE, YTO
naneko 3awenmast XbIT, u B ocobenHoctu TXITH,
aCCOUMMPOBAaHA CO 3HAYMTEIbHBIM COKpallleHUEM
OXXMITaeMO# TTPOIOIKUTETBHOCTH KU3HU JTaXke TIPH
JICUCHU U JUATA30M M TPaHCIUIAHTALIMM TTIOYKH, CJIe-
JIyeT YUUTBHIBATh O0Illee COOTHOIIEHNE PUCK,/TI0Ib3a
Ha TIPOTSDKEHUM IJTUTEJIbHOTO BpeMeHu. Bpau moykeH
OCO3HABaTh ATOT MapagoKC, U B TeX CIyJasix, KOrma
JloKa3aTeJIbCTBA TIPEUMYIIECTB JICUSHUS ciadbie, a
pUCK TIPUYMHEHUS Bpela 3HAYMTEIbHBINA, COBEP-
IIEHHO HEOOXOAMMO ITOJIHOE PacKpbITME MHMOp-
Manuu. MHINBUAyaIbHOE BOCIIPUSATHE MAMEHTOM
MIPUEMJIEMOCTH TeX WJIM UHBIX TTOOOYHBIX 3 (HEKTOB
MOKET CYIIECTBEHHO MOBJIMSATH Ha €ro pellieHue (Ha-
MIPUMEP, BEPOSITHOCTH BO3SHMKHOBEHUSI TUPCYTU3MA

MpU JICUEHU U [TUKIOCTIOPUHOM MOXET 0Ka3aThCs
HEIMpUeMJIEeMOM IIJIsi MOJIOMOM KEHIIMHBI WU I10-
KUJIOTO MY>XKUMHBI). To, 4TO MOKET Ka3aThCsl BITOJTHE
pa3yMHOI1 LIEHOI ycIiexa Bpady, COBCeM HeoOsI3aTe Ib-
HO CUMTAETCS TAKOBBIM C TOUKU 3pEHUs MallMeHTa,
U 3TU Pas3IM4uUs MOTYT IIPUBECTU K IpodJjieMaM ¢
KOMTUIA€HTHOCTbIO OOJTbHBIX.

IIpu ncnoab30BaHUM MHTEHCUBHBIX PEXUMOB
MMMYHOCYTNPECCUN MOXET BO3ZHUKHYTh HEOOXO0-
JVMOCTb B MpOPUIaKTUKE MOOOUYHBIX 3P (PEeKTOB.
Crieunduyeckne acreKThl TAKXKe HE BXOIST B 3a1a4y
JaHHBIX PekoMeHmalmii, KpoMe TOro, He CYIIeCTBYeT
JloKazaTebHOW 0asbl, crieluUIHON B OTHOIIEHUUN
neyenusi T'H, HO uMeOTCs moKa3zaTelbCTBa, Ka-
caronmecss UMMYHOCYTIPECCUU TIPU TPAHCIIJIaHTAIIuY
nmouku. [Tpumepom Hambosiee pacIpoOCTpaHEHHBIX
npoUIaKTUUECKUX MEpP SIBJISIETCS MPUMEHEHUE
AHTUMHUKPOOHBIX IperapaToB sl MUHUMU3ALUN
OMNITOPTYHUCTUYECKNX MH(MEKINN U aHTaTOHNCTOB
H2-penentopoB Uiy MUHTUOUTOPOB MPOTOHHOI IMTOMITbI
JUTSI TIpeIOTBpallieHUsI TienTuieckux s13B. Ele nBa Bax-
HBIX U crielM(pUIECKUX TTpUMepa — HCIIOJb30BaHUE
6rdocdoHaTOB (32 UCKITIOUSHNEM OOTBHBIX C TSIKEJIOM
IMOYEUHOM HEJOCTATOYHOCTBIO) IIJIsI MUHUMU3ALIUU
MOTepPU MUHEPATbHON TJIOTHOCTU KOCTU Ha (hoHE
JICYCHUST KOPTUKOCTEPOUIaMM, M1 HEOOXOAUMOCTh
npeiaraTh OOJTbHBIM COXpAaHEHUE CIePMbl WIN Si-
LIEKJIETOK (€CJIM 3TO BO3MOXHO) 0 Hayajla JICYCHUSI
TOHAZOTOKCUYHBIMU TIpeTiapataMu — HuKiiogocda-
MUJIOM U XJIOpaMOYIIMJIOM.

Monumopupoeanue KoHueHmpauuu npenapamos.
MHrnOuTOpH KaablMHEeBpUHA (IMKIOCIIOPUH U
TaKPOJUMYC) SIBJISTIOTCS MMMYHOCYIIPECCUBHBIMU
rpenaparamMu ¢ y3KMM TepareBTUIecKMM okHoM. HeT
PKW, cpaBHuBatomux oTBeT Ha jedyeHue nmpu ['H B
YCJIOBUSIX PA3TMYHOM KOHLIEHTPALUU STUX ITPENAPATOB
B KpoBU. [103MPOBKU U 11eJIeBbIC YPOBHU B KPOBU 0a3U -
PYIOTCSI Ha IPAKTUKE, IPUHSITOM B TPAHCILIAHTOJIOT M.
OCHOBHOI 11€JTb}0 MOHUTOPUPOBAHWSI KOHLIEHTPALIM U
SIBJIIETCS ITPO(PUIAKTUKA TOKCUYHOCTH ITPY BEICOKOI
KOHIICHTpaLlMK IIPEIapaToB C OAHOBPEMEHHBIM ITO-
nepxaHueM ux 3¢p@PeKTUBHOCTU. DPPEKTUBHOCTh
MOXKET OBITh OLICHEHA MO CHUKEHMIO IIPOTEUHYPUH,
MpUYeM MHOTIa CHYDKEHUE TTPOTEMHYPUH TOCTUTAETCS
Ha (hOHE TOIIAKOBBIX YPOBHEN KaJIbIIMHEBPUHA, CUM-
TAOIINXCSI CyOTepaneBTUYECKMMU TIPU TPaHCTUIaH-
TalMy COJIMIHBIX opraHoB. Pojb MoHUTOpHpPOBaHUS
KOHILIEHTPAIMY MUKO(DEHOJIOBOU KUCIOTHI B KPOBY B
KOPPEKIINUU T03MPOBOK MUKO(hEHOJIATOB IIPH JICUCHUUN
I'H He usyyeHa.

BEPEMEHHOCTb Y XXEHLLUH CTH

V XeHIH ACTOPOAHOTIO BO3pacTa CJIEAYET YUYUTHI-
BaTb pUCK HACTYIIJICHUA 6epeMeHHOCTI/I. OCHOBHBIM
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MPEeAUKTOPOM Hcxoaa GepeMeHHOCTH cityXut CK®
Ha MOMEHT HaCTyIUJIeHUsI OepeMeHHOCTU. BaxkHbIM
BOITPOCOM SIBJISIETCSI TOKCUYHOCTh, 0COOEHHO B IEPBOM
TPUMECTpE, UMMYHOCYIIPECCUBHBIX MpeIapaToB,
uAII® u BPA, a Takxke yrpo3a HeOJarompusiTHbIX
KMCXOJIOB JUISl MAaTePU U JUIS TIJ10J1a IIPY HEKOHTPOJIM -
pyemoii TipotrenHypun. MimeeTcsa pucK 000CTpeHUs
BH xak Bo Bpems 6epeMeHHOCTU, TaK U MOCJe ee
3aBEpIICHUSI.

CTOMMOCTDb JIEMEHUA
MU CBA3AHHbIE C HEA BONPOCHI

Hacrosimiee PykoBoacTBo pa3zpaboTaHoO C lie-
JIbI0 oOecIieyeHus Bpadyeil OCHOBAaHHBIMM Ha H0-
KazaTeJbCTBaX peKoMeHmanusmMu 1o jJedeHuio ['H n
MpeaHa3HauYeHO ISl MCIIOJIb30BaHUs BO BCEM MMpE.
BONBIIMHCTBO PEKOMEHIYEMBIX JIEKAaPCTBEHHBIX
CPEICTB MOCTYITHO M HE SIBJISIETCS TOPOTOCTOSIIINM
B OOJIBIIMHCTBE CTpaH. B crmcok 3Tux mpemnapaTtoB
BXOJIST MPEIHN30H, a3aTUOTIPUH U LUKI0odochamu
B TabneTkax. MoHUTOpUpOBaHUE (HalpuMep, pery-
JISIPHOE KCClIeIoBaHME 00I1IeT0 aHaIM3a KPOBH ) TaKKe
SIBJISICTCSI ICILIEBBIM M IIMPOKOMIOCTYITHBIM.

CTOMMOCTB APYIUX IIperapaToB (HarpuMep, MHI 1 -
OMTOPOB KaJIbIIMHEBpUHA K MMKO(EHOJIATOB) OCTACTCSI
BBICOKOIi, HO pa3paboTKa 1 paclpoCTpaHeHHUE TeHe-
PUYECKUX MperapaToB M OMOAHAJIOTOB B HACTOSIIEE
BpeMs BeleT K OBICTPOMY CHIDKeHMIO 1ieH. OmHako
HEoOX0IMMO yIesITh 0c000e BHUMaHUE BOIIPOCaM
OMOIOCTYITHOCTH, YTOOBI OOJIee AeIIeBbIe TeHepUIC-
CKHe€ TIperaparbl He orpaHUYUBaIu 3(HHEKTUBHOCTD
1 OE30ITaCHOCTD JICYEHUS.

[Tnazmacdepes ocTaeTcsl HEAOCTYITHBIM B HEKOTO-
PBIX YACTSIX CBETA, 9TO CBSI3aHO HE TOJIHLKO C BHICOKOM
CTOMMOCTBIO ¥ OIPAaHMYEHHON MOCTYITHOCTBIO 3aMe-
LIAIOIIUX cpell (BKJIIoYast YeJ0BEUECKU aIbOYMUH 1
CBEXXe3aMOPOXXEHHYIO I1J1a3My), HO U ¢ 3aTpaTaMu Ha
o0opymoBaHUE U 00yYeHME TIepCcoHaa.

CTOMMOCTh HEKOTOPBIX IIpenapaToB (HaIIpH-
Mep, pUTyKcumada), mpeajiaraeMbIX B HACTOSIIIIUX
PexoMeHganumsIx B Ka4eCTBE «Teparuy OTIASTHUS»,
OCTaeTCsl HACTOJbKO BBICOKOI, YTO UCKJTIOYAET BO3-
MOXXHOCTh MX IIPUMEHEHMS BO MHOTHMX CTpaHax.
DTO SBISIETCS ellle OOHON MPUYMHON, IO KOTOPOM
HEOoO0XOIMMO CPOYHOE IPOBEACHUE MCCIeI0BaHMIA
JUUIsT 00ecrieyeHusl BECOMBIX JOKa3aTelbCTB a(pPek-
TUBHOCTHU TaKHUX IIperapaToB. HeompenaeaeHHOCTh
B OTHOUIEHUU POJIM CTOJb JOPOTOCTOSIIIUX JIeKap-
CTBEHHBIX CPEACTB YMEHBIINUTCS TaKXKe, €CJIM OOIINP-
Hble HAlIMOHAJIbHBIE U MEXIYHAPOIHbBIE PETUCTPHI
MPeIOCTaBsT IOJHBIE JaHHbIE 00CepBAIIMOHHBIX
HCCIIeAOBAHUN 11O UX UCTIOIB30BAHUIO, HO, K COXa-
JICHWIO, B HACTOSIIEe BpeMsl TaAKMX MCCIIeI0BaHMIA
HE CYIIEeCTBYET.

NMOCTTPAHCIJIAHTALMOHHDBIE N'H

TeopetTndecku Bce MOPQOJIOTUIECKNE BAPUAHTHI,
paccMmaTpuBaeMble B HACTOSIIINX PekomeHmanmsix (3a
uckioueHneM bMI), MoryT peltuinBUpoBaTh Mocie
TpaHcIUTaHTaluu. Bo3Bpar 0CHOBHOTO 3a00JIeBaHUS
CUMTAETCS TPETHEU MO YACTOTE MPUUYUHOU IOTEPU
(yHKIIMM TTOUEUHOTO TpaHCIIaHTaTa. B Hacrosiiee
BpeMsl He pa3paboTaHa CTpaTerust mpeayrnpexaeHus
peuuauBoB 'H y peliunueHTOB MOYEYHOTO TpaHC-
rutaHTata. HecMOTpst Ha BBICOKYIO YaCTOTY pELIUIM-
BOB, OTAAJI€HHAs BbIXKMBAEMOCTh TPAHCIIAHTATOB
XOpolIasi, ¥ TPAHCIUIAHTAIMAS OCTAETCS HAWITYyYITAM
METOJIOM 3aMECTUTEJbHOW MOYEYHOU Tepanuu st
nauneHToB ¢ TXITH B ncxone 'H. CrrentmanbHbIe pe-
KOMEHIamuu (Tam, Iie OHU UMEIOTCST), Kacalolmrecst
BEIIEHUsI 10 TPaHCTUIAHTAIIMU MPU KOHKPETHBIX Ba-
puanTax ['H, OyayT oO6Cy>kaeHBI B COOTBETCTBYIOIINX
rjlaBax.

PEKOMEHAALMU NO NPOBEAEHUIO
UCCNIEQOBAHUA

0O030p OKa3aTeTLCTB, JEXKAIINX B OCHOBE HACTOSI -
IKUX KIMHAYECKUX MpaKTudeckux PexoMmeHmammii,
TMOJATBEPANII HETOCTATOK HANIEXKHBIX, TOJTyYEHHBIX U3
PKW maHHBIX B MOJIEPKKY CAETaHHBIX pEKOMEHIa-
LM ¥ IpeiyioxkeHuit. BogHukaeT Borpoc, mouemy xe
npu ['H 6s110 ipoBeaeHo Tak majno PKU ¢ xopoium
NU3allHOM U JOCTAaTOYHOM CTaTUCTUYECKOM CUJIONM,
OCOOEHHO MO CPAaBHEHUIO C APYTUMHU OTPACSIMU
HedpPOJOTuY U BHYTPEHHENW MeTUIIUHBI. MeaieHHO
MPOTPECCUPYIOIIEE ECTECTBEHHOE TEUEHUE MHOTUX
BapuaHTOB ['H sBIsieTCS NPpUYMHON TOTO, UTO UCCIIE-
JIOBAaHUSI, HAIIPABJICHHBIE HA MOJTyYeHUE JaHHBIX, Ka-
CaroIINXCST UCXOMOB (T. €. MCITOJIB3YIONINE B KAUECTBE
KoHeuHbIX ToueK TXITH mam cMepTHOCTD), HOJIKHBI
OBITh OYEHb MPOJOKUTEIbHBIMU. DTO 3HAYUTETBHO
TOBBIIIAET UX CTOMMOCTh U TPEOYeT OOIBIITNX YCUIIU T
Kak OT Bpayeil, Tak ¥ OT MalMeHTOoB. {7151 yBeTuueHusI
YHCla «COOBITUI» B UCCIEIOBAHUSIX YaCTO UCIOIb-
3YIOTCS «KOMIIO3UTHBIE KOHEYHBbIE TOUKM». Kpome
TOTO, UMEETCSI 1Ba KOHKYPUPYIOIIUX OOCTOSITENIbCTBA
B nu3aitHe ucciaegoBaumii ipu 'H. C omHOIT cTOpo-
HBI, CUMTAETCS, UTO OOJBIIMHCTBO BapuaHToB ['H
BCTPEYAIOTCSI PEIKO, C APYroil — HY>KHO BKJIIOUUTH
aJIeKBaTHOE KOJIMYECTBO TMAIIMEHTOB B MPUEMIIEMOE
BpeMsi (UTO SBJISIETCS HEOOXOAUMMBIM 3JI€MEHTOM
YCIEIIHOCTU HcceaoBaHus1). Bce aTo TpedyeT op-
TAaHW3Al[UM MHOTOIIEHTPOBBIX U MEXIYHAPOIHBIX
WCCJIeIOBAHUI, a 9TO, B CBOIO OUEPE/Ib, TPEACTABIISIET
3HAYUTEJIbHBIE TPYIHOCTH C TOYKHU 3PEHUS CTOUMOCTH
U TEXHUYECKUX aCIIeKTOB. DTU (paKTOPHI AeIaI0T UC-
cnenoBanus ['H ropazno meHee mpuBIIeKaTeIbHBIMA
JU1s1 (hapMalieBTUYEeCKUX KOMIAHUN U IPYTUX CIIOH-
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COPOB IO CPaBHEHUIO ¢ 00JIee OOIIMPHBIMU KIIMHUYEC-
CKVMM TPYIIaMu, TAKUMU KaK CepIACYHO-COCYIUCTHIC
3a00JIeBaHUs WU PaK.

Tem He MeHee MMeeTCsl HacyllHas HEOOXOIUMOCTh
B IIPOBEJIECHNU TaKUX MccaenoBaHuii. CTOUMOCTb Jie-
YeHMSI B ClIydasiX, KOrja He yaaeTcs IpeloTBPaTUTh
IIporpeccrupoBaHre 3a00IeBaHNS, IJIsT OOIIECTBA, IS

rmanueHToB ¢ ['H u m1s1 mx cemeit yacTo ocTaeTcs He-
JI0OLIEHeHHOI. M bl TPUBOAUM PEKOMEHIALIMHU M0 TTPO-
BEAECHUIO UCCJICIOBAHNM B KAXKIOW IJ1aBE U OTPAXKaeM
HaubosIee 3HaUUTEeIbHbIE MPOOEIbl B JOKA3aTeIbHOM
baze, Tpedyrommue nposeaeHuss PKW, n obmactu mc-
clieloBaHU i, KOTOPbIE MOTYT 3HAYMTEJIbHO MOBJIUSTh
Ha KIMHUYECKYIO MTPAKTUKY.
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[JIABA 3. CTEPOUJI-YYBCTBUTEJBbHBINT HE®@POTUYECKHUN
CUHJIPOM VY JIETEN

BBEAEHUE

B 3T0i1 rnaBe mpeacTaBieHbl peKOMEHAAMA s
neteir B Bo3pacte oT 1 no 18 jeT ¢ Heppornueckum
CUHIPOMOM, KOTOpPbIE OTBEYAIOT HA KOPTUKOCTEPO-
WUIHYIO Teparnuio JOCTHXKEHUEM MOJHOW peMUCCUU
(CHHC). ®duHaHCOBBIE MOCIEACTBUS IIUPOKOTO
TIPUMEHEHUsI TaHHBIX PeKOMEH/IallMii pACCMOTPEHBI B
rnaBe 2. JlaHHas rjaBa He KacaeTcs AeTell B BO3pacTe
1o 1 roma, Tak KaKk He(pOTUUECKUIT CUHAPOM Y HUX
yalie BCero acCOLMMPOBAH C TeHHBIMU MYTaLIUSIMU U
TMCTOJIOTUYECKUMU U3MEHEHUSIMU, HE YKJIaJabIBalO-
mumucs B pamku bMMUA.

3.1. Jleuenue nepeoeo 3nuzooa C4HC
3.1.1. Ml pekomeHayeM Ha3HAYATh KOPTUKOCTEPOMI-
HYI0 Tepanuio (MpeIHU30H WK NPEIHNU30JI0H) HA
nepuon He MeHee 12 nenennb (1B).
3.1.1.1. MpbI peKOMeHIyeM IPUMEHSTD NPETHN30H
BHYTpPb €XeJHeBHO B ouH npueMm (1B)
B HAaYaJbHO# J03e 60 Mr/m?/CyTKM wim
2 Mr/Kr/CyTKH, MAKCUMAJIbHO 10 60 mr/
cytku (1D).
3.1.1.2. Mbl peKOMeHIyeM HA3HAYATD MPETHU30H
BHYTPb €2KeTHEBHO B TeyeHue 4—6 Heeb
(1C) ¢ nocieaywumMM NepexoaomM Ha
NpHEM Npenapara yepes JeHb, HAYUHAS C
1103b1 40 Mr/m? uim 1,5 Mr/Kr (MaKCHMyM
40 mr yepe3 aens) B oaun npuem (1D) B
TeuyeHue 2—5 mecsies, ¢ MOCTENEHHbIM
cHizkenneMm 10361 (1B).

NPEAMNOCDBIJIKA

HedpoTtuueckuii cuHapom pa3BuBaercsa y 1—3 Ha
100 000 meteii B Bo3pacte no 16 ner [14]. 80% nereit
OTBEYAIOT Ha KOPTUKOCTEPOUIHYIO Teparvio [ 14]. Bei-
MoJIHEHHE He(DpOOMOIICU Y HE SIBISIETCS 00s13aTeIbHBIM
B AeOroTe 3a007eBaHMs, TaK KaKk MeXmyHapomHoe
ucciaenoBaHue 0oJiesHeit modyek y geteit (ISKDS)
I10Ka3ajio, 4To He ToiabKo 93% nereit ¢ BMU, HO n
25—50% nereii ¢ Me3anruonpoaudepaTuHbiM I'H
(Me3III'H) u @®CI'C oTBevaroT Ha KOPTUKOCTEPOUIBL.
BosbLIMHCTBO AeTell ¢ pelMANBUPYIOIIUM TeYeHEM
MPOAOJIKAIOT W BIOCJIEACTBUM OTBEYATh MOJHOM pe-
MMCCUEN Ha KOPTUKOCTEPOUIbI, U OTHAJIEHHBIN Mpo-
THO3, B TOM YMCJIE BOTHOLIEHWU COXPAHHOM IMMOYEYHOMN
bynkuum, 6maronpusiter [ 16—18]. M HanpoTtus, npu
OTCYTCTBUU JieUeHUsI HePpOTUUECKUIT CUHAPOM Y
JeTell acCOMUPOBAH C BBICOKUM PUCKOM CMEpTH,
0COOEHHO OT OakTepualdbHBIX MH(peKuuit. Jlo nc-

II0JIb30BaHUsI KOPTUKOCTEPOUIOB M aHTUOMOTUKOB
40% neteit yMUpasu, IpUYeM B IIOJIOBUHE CJIy4aeB OT
uHbexkuuu [19]. HenaBHee rccienoBaHue moxkasao,
yto B nepuoa Mexay 1970 u 2003 . cpenu 138 mereit
¢ CYPC nuub B ogHoMm citydae (0,7%) cMepTh ObLia
accounMpoBaHa ¢ HepoTmuecKnuM cuHApoMoM [20].

OrnpenesieHys, UCIIOIb3yeMble 4JI1 He(DpOTUIECKO-
TO CMHAPOMAa, — MOJTHASI PEMUCCHST, TIEPBOHAYATTbHBIN
OTBET, IIEpBOHAYAJIbHOE 1 IT03IHEE OTCYTCTBUE OTBETA
(cTepona-pe3nCTEeHTHOCTh) peIKNe O00OCTPeHUS,
YacThie 000CTPEHUS U CTEPOUI-3aBUCUMOCTD — IIpe/I-
cTaBJieHbI BTabJ1. 1. BepoITHOCTh MepBOHAYAIBHOM He-
YYBCTBUTEILHOCTH K KOPTUKOCTEPOM 1AM ITOBBIIIACTCSI
C yBeJIMYEHNEM BO3pacTa peOeHKa Ha MOMEHT ie010Ta
3aboseBaHus [14], y neteil appukaHcKoro u adpo-
aMepUKaHCKOro MpoucxoxaeHus [21], a Takke mpu
HaJIMYMU MOP(OJIOrMYeCKX U3MEHEHUI, OTJIMYHBIX
ot BMHU [15]. BepossiTHOCTb ITO31HEN PE3UCTEHTHOCTHU
K KOPTUKOCTEpOMUAaM acCOLMUPOBaHA C KOPOTKUM
MMPOMEXYTKOM BPEMEHU 10 IMEPBOTO pelranBa WUIn
BO3HMKHOBEHMEM PELIMANBA BO BPEMsI MHUIIMAILHOIO
Kypca JIedeHUsT KopTuKocTeporuaamu [22].

OBOCHOBAHME

* Hwmeercd cpemHss CTeTieHb TOKa3aTeJIbHOCTH,
YTO MPUMEHEHNE MPEAHU30J0HA B TeUeHUE
3 MecsI1IeB YMEHBIIIAET PUCK PEIIUANBOB Y IeTei
¢ niepBbIM 313oaoM CUHC u neueHue B Teue-
HUe 6 MecsueB 001agaeT JOMOJHUTEIbHBIMU
MPEeUMYIIECTBAMMU.

» HMMeercs cpedHsisl CTEIeHb J0KA3aTeJIbHOCTH,
yro Tepanust KC momkHa Ha3HAYaTbCS B BUIE
OJHOKPATHOTO IpUeMa €XeIHEBHO B TeUCHUE
KaK MUHUMYM 4 HeZleJTb C TTOCISAYIOIIM TTepe-
XOJ0M Ha aJIbTEPHUPYIOLIUI PEXUM CPOKOM 10
2—5 mecqueB.

*  VcXOmHBIN pesXnM JO3MPOBAHUS KOPTUKOCTE-
pouaoB ocHOBaH Ha pekomeHaausax ISKDS u
He ObL1 ycTaHoBJIeH B xone PKU.

Hcnoavsoseanue kopmuxocmepouoos npu nepeom
anuzode CYHC y demeii

ITpu ucnonb3oBaHUM KOPTUKOCTEPOUTHON Tepa-
i 80—90% GOJMBHBIX C AETCKUM He(PPOTUYECKUM
CUHIPOMOM JIOCTUTAIOT TMOJIHOI pemuccuu [14, 17].
OpaHako y 80—90% oTux meTei mocie 2-MecsI4HOro
MPUMEHEHUS CTepounioB, pengaracMoro ISKDS [23]
u amanTupoBaHHOTO PaGoueii rpymmoii meauaTpude-
CcKoil HedpoJioruu [24], pa3BUBaeTCsI OOUH WM Oosiee
perunus [17, 18]. [TosToMy OblTi poBeaecHb PKHU
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Ta6nuua 1. OnpepeneHus, ucnonbdyemoie npu HC y netei

Knaccudmkayus

Onpenenexue

HedpoTtnyeckuin cuHLpom

Oteku, 0b/K > 2000 mr/r (=200 mr/mmonb, unu >300 mr/gn, unu 6enok 3+ npu onpege-
NIEHUN TECT-NON0CKamu), runoanboymuHemus <2,5 r/an (<25 r/n)

MonHas pemuccus

06K< 2000 mr/r (<20 mr/mMmmonb unm 6enoK <1+ npu onpegeneHnn TeCT-nonockamm)
B TEYEHIE MOCNEA0BATENbHbIX 3 AHEI

HacTuyHas pemumccus

CHXeHne npoTenHypuin Ha 50% 1 60nee 0T MCXOJHOTO YPOBHSI, U aBCOMIOTHbII YPO-
BeHb 06/K 200-2000 mr/r (20-200 mr/mmonb)

OTCyTCTBME PEMUCCUN

HeBO3MOXHOCTb CHU3UTb 3KCKPeLwno 6esika ¢ Mo4oil 6osiee 4em Ha 50% 0T NCXO4HOr0
ypoBHA, Unun noctosHHoe ob/K > 2000 mr/r (20-200 mr/mMmons)

MepBUYHbIi OTBET

JloCTMXeHNe NoHON pemuccun B Te4eHne 4 Hepenb KOPTUKOCTEPOUAHON Tepanui

lepBu4HOE OTCYTCTBME OTBETA

HecnocoGHOCTb OCTUYb MOMHOI PEMUCCUM NOCTE 8 HeJeNlb KOPTUKOCTEPOUAHOI Tepa-
nmm

Peunans

0b/K > 2000 mr/r (>200 mr/mmonb) unu 6enoK >3+ npu onpegeneHnn TeCT-nonockamm
B TEYEHWE NOCNEAO0BATENbHbIX 3 AHEi

Pepkue peunamsbl

OanH peunans B Te4eHKe 6 MecsLEeB NOCe NepBUYHOro 0TBeTa, Unm o1 1 4o 3 peunam-
BOB B TeYeHue 12 mecsaLes

HacTble peuuamnssbl

2 1 60ree peLmnanBoB B Te4eHue 6 MecsaLes Nocne nepBuYHOro 0TeeTa, uiu 4 1 6onee
peunaunBoB B TeyeHne 12 mecsaues

CTepona-3aBncuMocTb

2 nocneaoBaTeNibHbIX PeLyanBa BO BPeMs KOPTUKOCTEPOUAHON Tepanuu, Uin B Te4eHue
14 [Hei nocne 0TMeHbI Tepanuu

Mo3fHee oTCYTCTBME OTBETA

MepcucTUpoBaHite NPOTEUHYPUM B TeYeHIe 4 1 6onee HeAenb Tepanun KOpTUKOCTEPOU-

Jami nocne npejLwecTBYOLLEro AOCTKEHNS OfHON Un 601ee PeMUCCHIA

0B6/K — 0THOLLEHE 6eNOK/KpPeaTuHH MoYu.

JIJIST OLICHKY ITPENMYIIECTB YBETNUCHUS TN TSIBHOCTH
nedyeHus nepsoro anuzoga CYHC. Meraananus [25]
6 PKU (422 pebeHka) mokasall, 4YTO PUCK pelANBA
B TeueHue 12—24 mecsien cHukancs Ha 30% (Koad-
dunument pucka peuuausa 0,70; 95% nosepureiib-
Hbiid uHTepBan [AM] 0,58—0,84) npu naUTEIbHOCTU
JIeYeHUsT KOpTUKOCTepouaamMu 3 Mecsliia u oojiee 1o
CpaBHEHUIO ¢ AByMs MecsiaMu. OOHapyxkeHa oopat-
Hasl TMHEHAas 3aBUCUMOCTb MEXIY ITUTETbHOCTHIO
JIeYSHUS Y PUCKOM Pa3BUTUS PELIMINBA B TEX CIIydasix,
KOrJa PeTHU30H Ha3HAYaJICsl Ha TIepyo.I 10 6 MecsI1ieB
(koo duument pucka = 1,26—0,112 A1uTeabHOCTH;
= 0,56, p = 0,03). Kpome Toro, metaananus [25]
4 PKH (382 pebeHka) mokasaj, 4To JieueHue B Te-
yeHre 6 MecsIlieB 3HAUMMO CHIKAET PUCK Pa3BUTHSI
peluarBa B Cpoku 12—24 mecslia mpyu CpaBHEHUU C
3 mecsuamu Jieuenust (OP 0,57; 95% AU 0,45-0,71).
3HAUYMMBIX pa3JIMYUi B 4aCTOTE MOOOYHBIX 3(PheKTOB
MEXIy TPYIIIaMu JIeUeHUsI BBISIBICHO He Ob110. OnHa-
KO OTIEJIbHBIC UCCIICAOBaHMS He ObUIM HaIllpaB/IeHbI HA
n3ydeHue HebaronpusTHbIX 2(DhEeKTOB 1 He 00IaaIn
JIOCTAaTOYHOM CTAaTUCTUYECKOM CUJION It OLIEHKU I10-
6ounbIX 3¢hdekToB KC [25].

He umeercs PKUW, nzyuaBiinx BavsiHUue pa3IMYHbIX
HavaJTbHBIX 103 KOPTUKOCTEPOUIOB, TPUMEHSIBIIINXCS
MpH JICYSHU U TIEPBOT0 3IIM30/a IETCKOTO He(ppoTHuye-
ckoro cuHapoMa. Jlosa npeaHusoHa 60 Mr/m?/cyTku
ObuTa SMIIMpUYecK pekoMmeHaoBana ISKDS B 1979 .

U TPUOIN3NUTETBHO SKBUBaIEHTHA 2 MT/KT. U XOT$ Teo-
peTUYeCcKHe pacuyeThl ITIOKA3bIBAIOT, YTO JO3MPOBAHUE
Ha Maccy Tejia MPUBOAUT K Ha3HAYEHUIO MEHbBIIEH
CYMMAapHOI 103bI IT0 CPaBHEHUIO C JO3UPOBaHUEM Ha
TUTONIAIb TTIOBEPXHOCTU TeJa, JAHHBIX, KaCAIOIIMXCS
KJIMHUYECKOM 3HAYMMOCTH 3TUX Pa3Inyuii, HE UMe-
eTcsl, TTO3TOMY MOTYT MCIIOJIb30BaThCsl 00a MeToma
pacyeTa J103bl.

JBa PKU noxaszanu, 94To cpeHee BpeMsl 10 TOCTH -
JKEeHHUSI PEMUCCUM 3HAYMMO HE pa3jiMyaeTcs IpU Ha-
3HAYEHUU CYTOYHOM 03l KOPTUKOCTEPOUIOB B OIMH
MpUEM VI B HECKOJIBKO ITPUEMOB (CPEIHSsI B3BEILICH-
Has pasauua 0,04 qus; 95 % AW 0,98—1,06) [25].

BonbimHcTBo neteii (94%) oTBevaloT Ha Tepanuio
KOPTHUKOCTEPOUIaMU B TeUeHNME 4 Hee b TPUMEHEHUS
npeaHU30Ha exxeaHeBHO [27]. 1151 yMeHbIIeHUST pUcKa
pa3BUTHS PELIAMBA ITPY TIEPBOM 3MM30/ie HeDpOoTHYE-
CKOr0 CMHApOMa MPeIHU30H CJIeAYeT Ha3Ha4aTh exXe-
JTHEBHO B TeUeHUE KaK MUHUMYM 4 Henenb. [1o naH-
HeiM PKW, puck pa3sButus pelyanBa B TedeHue 6 u
12 MecsitieB ObIT CYIIECTBEHHO BBIIIIE, €CITU IIPETHU30H
Ha3HavaJicsl Ha 1 MecsIll, IIpy CpaBHEHUH ¢ 2 MecsIliaMu
(OP 1,46;95% A1 1,01—2,12 B TeueHue 12 mecsiLieB)
[28]. ITocne 4 Henenb exXeTHEBHOTO MPUMEHEHMUS
MPEeTHU30H CJeayeT Ha3HavyaTh B aJbTePHUPYIOIIEM
pexuMe, a He B pexkuMe 3 AHsI TOApsia ¢ 4-THEBHBIM
repepbIBOM. DTa peKOMEeHIal1sl OCHOBaHA Ha JaH-
Hbeix PKH, koTopoe 1okas3ao, YTo aJbTe pHUPYIOIIUIA
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PEXUM acCCOIMUPOBAH C MEHBIIUM PUCKOM PEIIU-
IUBOB [29]. AnbTepHUpPYIOIIUI (a HE eXeIHEBHbII)
peXrMM Ha3HAYeHUS MPEIHU30JI0HA TPEIJIOXKEH I
TOAEP>KaHUST PEMUCCHHU B CBSI3U C TEM, YTO OKA3bIBAET
MeHblllee HeraTUBHOE BJIMSIHUE Ha pocT pedeHka [30].
Jloka3aTenbCTB B TOJIb3Y MPUMEHEHUST BEICOKUX 103
METWJITIPETHU30JI0HA B/B y eTelt ¢ He(hpOTUIECKUM
CUHIPOMOM, HE JOCTUTIIMX PEMUCCUM TTIOCIIE 4 HelIe/Ib
€XeIHEBHOTO TMpreMa KOPTUKOCTEPOUIOB, TIPEXKIE
4YeM KOHCTAaTUPOBATh y HUX CTEPOUI-PE3UCTEHTHOCTb,
HET, HECMOTPSI Ha IIMPOKOE MCII0JIb30BaHUE 3TOrO
MeTona, B yacTHoCcTH Bo @panumu [31].

3.2.  Jleuenue peuyuousupyrouieco C4HC xopmurxocme-
poudamu
3.2.1. KopTukoctepouaHas Tepanus y aeTei C peJKuMu
penuausamu CUHC:
3.2.1.1. V nereii ¢ penkuvu perauavu CAHC
MbI MpejjaraeM NMPOBOJUTH JeUeHHE
npexHU30HOM B 103e 60 mMr/m? wim
2 mr/kr (MaKkcuMajbHo 60 Mr/cyTku) B
OJIMH MpPHEM JI0 TeX Mop, NMoKa He OyJer
KOHCTATHPOBAHA MOJIHAS PEMHUCCHS B
Teyenue 3 mueii (2D).

3.2.1.2. Ilocie mOCTHXKEHUSI PEMUCCHH MbI IIPe/i-
JlaraeM Ha3HAYaTh NMPEJHU30H B J03€
40 mr/m? wm 1,5 Mr/Kr (MaKCHMAJIBHO
40 Mr) B OTMH NIprieM Yepe3 JieHb B TedeHne
Kak MuHumMyM 4 nezaein (2C).
3.2.2. KopTHKOCTEpPOMIHAS TE€Panus NMpU YacTo pely-
nusupyiomem (UYP) u crepoun-3asucuvom (C3)
CYHC:
3.2.2.1. IlIpu pemuauax YP u C3 CHHC mbi
npejiaraeM Ha3HAYATh MPETHNU30H eXKe-
JTHEBHO JI0 TeX I0p, TIOKA MOJIHAS peMuC-
cusi He Oy/IeT KOHCTATHPOBAHA B TeYEHHE
He MeHee 3 JIHeii, W 3aTeM NPEeTHU30JI0H B
pexuve yepe3 ieHb B TeUeHHe He MeHee
gyem 3 mecsues (2C).

3.2.2.2. V nereii ¢ YP u C3 CYHC wmb1 npen-
JlaraeM Ha3HAYaTh NMPEJTHU30H B PEKUMe
Yyepe3 JieHb B HAUBO3MOXKHO HU3KHX J10-
3aX, HEOOXOAMMBIX ISl MOIepPKAHUS
peMHCCHH, BO M30eKaHHe Cepbe3HbIX
no6ounbIx 3¢ dexToB (2D).

3.2.2.3. V aereii c C3 CHHC nast nogaepkaHus
peMHCCUM MbI TpenjiaraeM Ha3HAYATb
NPeHU30H €XKeJHEBHO B HAUBO3MOXKHO
MEeHBIINX /103aX, HEOOXOAMMBIX JJIs
NO//IEPXKAHUS PeMUCCUH (€3 Cepbe3HbIX
no004HbIX I(PPEKTOB B TEX CAydasx,
KOIZIa Pe;KuM NpreMa Jepe3 JieHb Heah-
tekTusen (2D).

3.2.2.4. 'V nereii ¢ YP u C3 CYHC, nouyuaro-
MIMX MPEJIHN30H B PeXKUME Yepe3 JieHb,

MbI MpeajaraeM Ha MepHoJ dMH3010B
pecnupaToOPHBIX U APYTUX MH(MEKIMii HA-
3HAYATD NPETHU30H €KETHEBHO C IEIbI0
yMeHblIeHus1 pucka oooctpenuii (2C).

NMPEANOCDLIJIKHN

V nereii ¢ He(POTUUSCKUM CUHAPOMOM, OTBETUB-
LIKX Ha KOPTUKOCTEPOUIIBI, BEPOSITHOCTb Pa3BUTUS
ofHOro wiu 6oJjiee peuuanuBoB cocTasisier 80—90%
[17, 18]. ¥ nmonoBuHBI U3 HUX peLUANBBLI BOZHUKAIOT
penKo M MOMIAI0TCS KOPOTKUM KypcaM ITpeIHU30Ha.
OcranbHble IETU UMEIOT YacTo peuyauBupyrommii (YP)
mwm ctepon-3aBucumeiii (C3) CHHC [17, 18]. Puck
pa3BUTHS Y peOeHKAa YaCThIX PELIUANBOB WU CTEPOUI-
3aBMCUMOCTH TOBBIIIICH B CJICAYIOLINX CUTYaIUsIX: KO-
POTKWIT MHTEPBAJI BpEMEHU JIO Pa3BUTHS TIEPBOTO PEIIN-
nmBa [32]; 00IbII0e KOJTMISCTBO PELIMANBOB B IICPBHIC
6 MecsLeB ocJIe MPOBEAeHNUS MHULIMAIBHOM Teparun
[15, 18]; neGroT 3a60IeBaHM B MITALIEM Bo3pacTe [33,
34]; myxckoii mon pedeHka ([34]; miuTesbHOE BpeMst
10 IOCTVRKEHUST PEMUCCHUY IIPU JISYEHUU [TIEPBOIO I~
3o1a [31, 35]; undexuuu rpu nepBoM peuuause [32];
reMaTypusi B 1e0roTe HeppoTUIecKoro cuHapoma [21].
CTOMKMM MHIMKATOPOM YacTO PEeLUIMBHUPYIOIIETO
TEeYCHUS SIBJISIETCSI paHHUI CPOK pa3BUTHS PELIUIMBA
MOCJIe MTHUITMAILHOTO JIeueHMsI. JIpyrue He3aBucuMbIe
(hakTOpHI pHCKa MPOrHO3MPOBAHMST YACTHIX PELIMIBOB
mwm C3HC B uccnegoBanusx He oneHeHH!. et ¢ YP
mwm C3 CYHC u getu ¢ niepsbiM anm3onom CHHC,
Pa3BUBIIMMCS B paHHEM BO3pacTe, XapaKTepPU3YIOTCS
OOJIBILICH TN TETEHOCTHIO TEUCHUSI PELIMINBUPYIOIIETO
wim C3 CYHC 1o cpaBHEHUIO ¢ AETbMU C PEAKUMU
peLaMBaMy Wiv 6osiee IO3IHUM 1e00ToM 3a00J1eBa-
Hus [16, 33]. 1ast JOCTUXKEHUST PEMUCCUU TPEOYIOTCS
KOPTUKOCTEPOUIBI, 1 HU3KME AO3bI, HAa3HaUYaeMbIe
B aJITEPHUPYIOIIEM PEXUME, MOTYT MOIAEPXKIBATh
pemuccuto y nauyeHToB ¢ YP CHHC 6e3 HazHaueHUS
KOPTUKOCTEPOUI-cOeperaoImx mpemnaparos. HazHa-
YeHMEe HU3KHUX 103 KOPTUKOCTEPOUIOB €KETHEBHO WIIN
B aJIBTCPHUPYIOIIEM PEXKIME MOXKET TTOTPEOOBATHCS TS
nogaep:xanus pemuccuu ipu C3 CYHHC, naxke HecMo-
Tps Ha TIPUMEHEHNUE KOPTUKOCTEPOUI-COSPETaroLINX
MpernapaToB.

OBOCHOBAHME

* V¥ nmereii ¢ peagkumu peurauBaMu CHHC pexknm
Ha3HaYeHUsI KOPTUKOCTEPOMIOB Oa3UpyeTCs Ha
aMmmnupudeckux pekomeHnamusax [ISKDS u Ha
nanHbix PKW y neteit ¢ YP CHHC.

* Vnereit c YP u C3 CHHC umeercst HU3Kasi cte-
MeHb J0KAa3aTeJIbHOCTH TOTO, UYTO YBEJIUUCHUE
IJIATEIBHOCTU KOPTUKOCTEPOUIHOM Teparuu
MTOBBIIIACT IINTSIILHOCTD PEMUCCHUMN.
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* VY nereit ¢ C3 CHHC umeercsa Hu3Kas CTereHb
JIOKAa3aTeJIbHOCTH TOTO, YTO CMEHa peKuMa
TepaIuu ¢ aJIbTEePHUPYIOLIETO HA €XXeAHEBHbII
MpYeM TP BOBHUKHOBEHUN MHGMEKIINIA pecry-
PaTOPHOIO TPaKTa YMEHbILIAET PUCK PELIMAMBA.

* VYV nereit ¢ YP nu C3 CHHC unmeercsa oyeHb
HU3Kas CTeIeHb T0Ka3aTeIbHOCTA TOTO, YTO
HU3KHUE MaJible J03bl KOPTUKOCTEPOUIOB B
AJBETEPHUPYIONIEM WM €XKEeTHEBHOM peXnMe
IpreMa YMEHbIIAIOT PUCK PELIUIUBOB.

Tepanus kopmuxocmepoudamu
y demeil ¢ pedxumu peuudusamu C4HC

B nacrosmee Bpemst Het PKU, mocBsIIeHHBIX pe-
JKMMaM MPUMEHEHUSI KOPTUKOCTEPOMIOB IIPU PEAKMUX
pemnanBax CHHC. UccaenoBanme ISKDS mokaszaino,
YTO KOJIMYECTBO PEIIMIMBOB B TeUeHUE 7 MECSIIEB I10-
cJie JIeYeHUs 3HAYMMO He pa3/IndaeTcs y AeTeil C 4acTo
peumnuBupyonmM CHHC, tedeHHBIX TPeAHU30HOM
€XeIHEBHO B TeUeHHUE 8 Helelb, 110 CPaBHEHUIO C
JIETbMU, JICUEHHBIMU ITPEAHU30HOM €KEIHEBHO JI0 10-
CTVXKEHUST PEMHUCCUH C MOCIIEAYIOIINM Ha3HaYeHUEM
MpeIHM30HA B pexXume 3 AHS MOApsia ¢ 4-THEBHBIM
MepepbiBOM ellle B TeueHue 4 Heelb (Mocaeayoue
peuuauBbl B TeueHue 9 mecsite OP 1,07; 95% AU
0,77—1,50) [25]. OcHOBBIBasICh Ha 3TUX JAHHBIX, MBI
TpeamnoiaraeM Ha3HavyaTh AETSIM C PEOKUMU PELIUIN -
BaMn CYUHC kopTUKOCTEpOUALl eXXeTHEBHO TOIBKO
IO TOCTUKEHUSI PEMUCCHU C TTOCIEIYIOIINM ITPUEeMOM
MpeIHU30Ha B TeueHUEe 4 Hellelb B aJIbTepHUPYIOIIEM
pexuMe.

Kopmuxocmepouonas mepanus npu wacmo
peuudusupyrowem (4P) u cmepouo-sagucumom
(C3) CYHC y demeii

[Mpu6nusurtensHo 40% nereit ¢ CHHC umeror YP
mwm C3 CYHC. Emnncrsennoe PKU, mposeneHHOE
y AeTeli ¢ peLUINBUPYIOIIUM HEPPOTUYECKUM CUH-
JIIPOMOM, TI0Ka3aJlo, YTO PUCK Pa3BUTHUsI PEIUINBOB
B TeueHMe 12 1 24 MecsleB 3HAYUTEITLHO CHIDKAJICT
IpH JIEYSHUU TIPEITHMU30HOM B TeUeHHUE 7 MECSLIEB 10
CpaBHEHUIO C 2 MecsiLiaMU Tepanuu [25]. DTu faHHkbIE, a
TaKXKe JaHHbIE, KACAIOIIKeCs IUIUTeIbHOCTY IIPUMEHE -
Hus npengHu3oHa B Aedrore CYHC, mo3BoJIsiIoT cunTaTh
ornpaBaaHHbIM JiedueHue aereii ¢ YP u C3 CHHC 6onee
JUIMTEJIbHBIMU KypCcaMu, YeM JIeTeil ¢ peIKUMU peL-
nuBamu. B tpex PKU ObU1O ITOKAa3aHO, 9TO €XXeTHEBHOE
Ha3HaueHME TPESIHN30HA BO BPEMSI PECIIMPATOPHBIX
WIN OPYyruX MHOEKLUNIA YMEHbIIAET PUCK PA3BUTUS
peunauBa y nereit ¢ C3 CHHC [25, 36, 37].

Hns nopnepxanus pemuccuu y gereii c C3 CHHC
MPEeTHU30H MOXET Ha3HayaThCs B aJIbTePHUPYIOIIEM
pexXuMe U B HAMMEHBIIUX J03aX, CIIOCOOHBIX ITOM-
Jep>KUBaTh peMuccuio. B HaGIomaTe IbHOM MCCIIen0-
BaHUM OBUIO IMIPOAEMOHCTPUPOBAHO, YTO HU3KHE JO3bI

MpeHN30HA B aJikTepHUpYytoiieM pexxume (0,48 mr/kr
yepes3 IeHb) YMEHbIIAIOT pUcK peuuausa npu YP
C3HC npu cpaBHEHUM ¢ UCTOPUUECKUM KOHTPOJIEM
[38]. PykoBoacTBo bputaHcKkoit accounauuy neama-
TPUYECKOIM He(POIOTUU PEKOMEHIYET, YTOOBI AETH C
C3 CYHC nonyuanu nipenau3oH B 1o3e 0,1—0,5 mr/kr
B aJIETEPHUPYIOLIEM PEXUME KaK MUHUMYM 3—6 Mecs-
1IeB 10 Havyaja CHIDKeHUs 1035l [39]. PexoMeHnnamuu
WNugnitckoit meaguaTpuIecKoilt HepOITOTHIECKON
TPYIIIBI YKa3bIBAIOT, UTO 1032 ITPETHU30HA MOXKET ObITh
cHmkeHa 10 0,5—0,7 MT/KT 1 MeHee B aJIbTEpHUPYIO-
IEM peXuMe TIpU TPOAOIKUTEILHOCTH JICUSHUS 10
9—18 Mecs1eB cO TIIATEIbHBIM KOHTPOJIEM KOPTH-
kocTtepounHoit TokcuuHocTu [40]. Hepangomusupo-
BaHHOE CPAaBHUTEILHOE UCCIIEAOBAaHUE IT0KA3aJI0, YTO
HU3KUE A03bl IpeaHn30Ha exenaHeBHO (0,25 Mr/Kr)
okazajiuch 6osiee 3(pPEKTUBHBIMU B MOAACPXKAHUU
pPEeMUCCUM, YeM OTCYTCTBME JICUCHUSI HU3KMMHU J10-
3aMM KOPTUKOCTEPOUIOB B IPYIIe UCTOPUIECKOTO
KOHTPOJISI, CO CHIKEHUEM YaCTOThI PELIUAUBOB C 2,25
1o 0,5 Ha manmeHTa B rog [41].

3.3. Jleuenue UYP u C3 CYHC xopmurxocmepoud-coe-
pezarowumu npenapamamu
3.3.1. MBI peKoMeHIyeM HA3HAYATh CTEPOMA-cOepe-
raomue npenaparsl y aeteii ¢ YP nu C3 CHHC
B TeX CJyYasix, KOria pa3BUBAIOTCSA NMOOOYHbIE
3 dexTn KOpTHKOCTEPOUI0B (1B).
3.3.2. IIpu YP CHHC mbI peKoOMeHIyeM UCTO/Ib30BATh
B KauecTBe CTEPOMI-COeperaiumx npenaparon
AJKWIMPYIOIHe npenaparsl — nukjiaodochamun
uam xjaopamOyunua (1B). Mbl npeasaraem uc-
M0JIb30BATh AJKWIHPYWOLIME MpenapaTbl — M-
KaohochamMua uiam xJaopamMOynua B KayecTBe
KOPTHUKOCTEPOMI-COeperaomux npenaparos npu
C3 CHHC (20).
3.3.2.1. MpI npeasaraeM Ha3HAYATh MUKJIO(HOC-
¢amua B n103e 2 Mr/Kr/CyTKM B TeUeHHE
8—12 Henmeabp (MaKCHMMAJIBHASL KyMYJIsi-
TuBHag 103a 168 mr/xkr) (2C).

3.3.2.2. Mbpl npenjiaraeM He HAYMHATD TEPANHIO
nuKI0gochaMuIoM 10 TEX MOP, MOKA He
Oy/IeT JOCTHTHYTA PEMHUCCHS C TIOMOIIIBIO
KOpTHKOCTEponoB (2D).

3.3.2.3. Mbpl npeajiaraeM Ha3Ha4aTh XJIOpaM-
oymua B 103e 0,1—0,2 mMr/Kr/cyTKu B
TeueHue 8 Heneslb (MAKCHMAJIbHASA Ky-
MyJasaTHBHAsA 103a 11,2 Mr/Kr) B KayecTBe
ajsTepHaTUBbI MKI0Gochamuny (2C).

3.3.2.4. Mpl npeajaraeM He NPOBOIUTH BTOPOIi
KYPC AJIKWIMPYIOIMKUX npenaparos (2D).

3.3.3. Mibl peKOMeH/IyeM HCIO0JIb30BaTh J€BAMU30J1 B
KayecTBe KOPTHKOCTEPOUI-COeperaonero mpe-
napara (1B).
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3.3.3.1. MbplnpeaiaraemM Ha3HAYATh JIEBAMHU30.1 B
no3e 2,5 mr/Kr yepe3 aeHb (2B) B Teuenne
Kak MuaumyM 12 mecse (2C), Tak Kak
y 0OJILIIMHCTBA JIEeTell IPH OTMEHe JieBa-
MH30J12 BO3HHKAIOT PEIWINBDI.
3.3.4. Ml peKOMeH/yeM MCNOJb30BATh HHTHOUTOPBI
KaJIbIIMHEBPUHA,, IINKJIOCTIOPHH WM TAKPOJIHUMYC,
B KauyecTBe KOPTHKOCTEPOUI-COePeraroimux npe-
naparos (1C).
3.3.4.1. Mbpl npeajiaraeM NpuMeHATh IUKJIOCIO-
PMH B HAYAJIbHOI 103€ 4—5 Mr/Kr/CyTKH
B 1Ba npuema (2C).

3.3.4.2. MbplnpeiaraemM NpUMeEHSTb TAKPOJIUMYC
B HayaJibHo¥i 103e 0,1 Mr/Kr/CyTKu B 1Ba
nprueMa BMeCTO IIMKJIOCTIOPUHA B CIydae
BBIPAJKEHHBIX KOCMETHYECKUX MOOOYHBIX
3t dekToB mukIocnopuna (2D).

3.3.4.3. MoHUTOPHPOBATh KOHUEHTPAIIMIO HH-
ruouTopoB KajbiuHespuna (KHU) s
YMEHBIIIEHUS TOKCHIHOCTH (HET CTEIEeHH).

3.3.4.4. Mpi npeniaraem Ha3nadatb KHU B Te-
YeHne Kak MUHUMYM 12 MecsiieB, TaK Kak
y 0oabumHCTBA eTeii npu otMene KHU
passuBaiorcs odocrpenns (2C).

3.3.5. M1 npenaaraem npumensite MM® B kauecTBe
KOPTHKOCTepouna-coeperaiomero npenapara (2C).
3.3.5.1. Mup1 npenaaraem HazHayatb MMO® B

HavaJabHOit n03e 1200 mMr/m2/cyTKu B
JIBa MpHeMa B TeYeHHe KAK MUHHMYM
12 mecsneB, TaK KaK y 0OJbHIMHCTBA
nereii npu otmene MM ® pa3BuBaioTcs
penunussl (2C).

3.3.6. Mbl npeajiaraeM NpUMeHSTh PUTYKCHMAO TOJIBKO Y
tex aereii ¢ C3 CAYHC, y Koro yacTble penuauBbl
BO3HHKAIOT, HECMOTPS HA MPUMEHEHHE ONTUMAJTb-
HBIX KOMOMHAIIWI IPeTHA30HA U KOPTUKOCTEPOUI-
cOeperaiouMx npenapaToB, WiH y TexX, Y KOro
pa3BHBAIOTCS Cepbe3Hbie MO00UHBIE (D eKThI
aroii Tepamun (2C).

3.3.7. Ml npeiaraeM He MCHOJIb30BATH MU30PUOMH B
KayecTBe KOPTHKOCTEPOUI-cOeperaionero mpe-
napara npu YP u C3 CHHC (20).

3.3.8. Ml peKomMeHIyeM He MCI0JIb30BaTh A3aTHONPHH
B KayecTBe KOPTHKOCTEPOHI-COeperaroniero npe-
napara npu YP u C3 CHHC (1B).

NPEANOCDLIJIKU

Oxkono noysoBuHb neteit ¢ CYHC, nmeromux
peuunnussbl, crpagator YP u C3 CHHC [17, 18]. Ot-
TaJICHHBIN TTpOorHo3 y 6onbmmHeTBa geteit ¢ CHHC
OnarornpusiTeH — 3TO IOJHOE pa3pelleHue 3adoie-
BaHMS C TEUCHUWEM BPEMEHM M COXpaHHas (PYHKIIUS
nouek. [ToaTroMy orpaHuueHre OTIAIeHHBIX TOOOUHBIX

3 HEKTOB JIeUCHMS SIBIIETCS BAXKHOM 3amaueii. letn ¢
YP u C3 CYHC HyxnaroTcs B JJIMTEIbHONH KOPTUKO-
CTEPOMIHOI TepaIru, KOTopask COMpsKeHa ¢ pa3BU-
THEM CePbe3HBIX ITOOOUHBIX 2(h(HEKTOB, BKITIOYAIOITAX
3a/epKKy pOCTa, pacCTPOMCTBA MOBENCHUSI, OXMPE-
Hue, cuHapoM KyimHra, rurepTeH31Io, HapylieHue
3peHMsI, HapyIlIeHUE TOJIEPAHTHOCTH K TJII0KO3€ U CHU-
>)KeHUEe MUHEPATbHON TJIOTHOCTU KOCTHU. [ToGouHbIe
9 GheKTh MOTYT IEPCUCTUPOBATH U 'y B3POCIIBIX, €CITU
PELMIUBEI ITPOAOJIKAIOT Pa3BUBAThCS B IIOCTITyOEpTAT-
HoM niepuroze [42]. st yMeHbIIeHUS pUcKa ITOO0UHBIX
3(ppexToB, 00YCIOBIEHHBIX KOPTUKOCTEPOUIAMU,
netsm ¢ YP u C3 CHHC MoryT noTpeboBaThes Apyrue
JIEKapCTBEHHBIE CPEACTBA, B TOM YMCJIE aJIKUIUPYIO-
mue npemnapaTsl (IUKIIoGochamMua, XJaopaMOyIImI)
u uHruouTopsl KHU (1mkimocrioprH, TakpoamuMyc).
[ToGouHbIe 3 HEKTH 3TUX MPeTapaToB BKIIOYAIOT
TTOBBILIIEHUE PUCKA Pa3BUTUS MHMDEKITMOHHBIX OCJIOXK -
HEHUU U CHIDKeHWE (PepTIIIBHOCTH (AIKWJIMPYIOLINE
npenapathl) [42, 43], a Takke pa3BUTHE MOYEUHOM
nuchyHkumu u tunepreHsun (KHW). KHU u MM®
3HAUYUTEJIbHO JOpPOXKE, UeM Apyrue mperapaTbl, U
3TOT (DaKT MOXET JMMUTUPOBATh UX JOCTYITHOCTh BO
MHOTHX CTpaHax.

OBOCHOBAHME

VY neteit ¢ YP u C3 CHHC:

* MMEeTCsl CPeNHsIsl CTeNEeHb J10Ka3aTeJIbHOCTH
B MOJIb3Y IPUMEHEHMST aJIKMJIMPYIOIINX TIpe-
napaToB (IuKiIopochaMul, XJIOpaMOoyLui),
neBamuzona 1 KHW (uukinocnopuH, Takpo-
JIUMYC);

* MMeeTCs HU3Kasl CTeleHb J0Ka3aTeJIbHOCTU B
TOJIb3Y TIPUMEHEeHUsI MUKO(heHoIaTa Mo(eTria
(MM®);

* HMeeTCs HU3Kasl CTeleHb J0Ka3aTeJIbHOCTU B
MOIePKKY 3(PHEKTUBHOCTH Ha3HAYCHUS PU-
TyKCHUMaoa;

* HMEETCSI CPEIHssl CTeIIeHb T0Ka3aTeIbHOCTH,
JIEMOHCTPUPYIOIIAsT, YTO MU30PHUOMH 1 a3aTHO-
MpUH HEA(PDEKTUBHBI.

VY nmereir ¢ UYP mmm C3 CUHC peumanBel 4acTo
IIPOIOJIKAIOTCS M B IIOAPOCTKOBOM MJIM B3POCIOM
BO3pacTe, 1 ISl JOCTVDKEHUS U TTOIePKaHUST PEMUC-
cum TpedyeTcs JiedeHHe MPEeAHU30HOM B Pa3IMYHbBIX
J103aX B T€YEHHUE JUIMTEJBHOTO MEpHoaa BPEMEHMU.
YV nauueHToB, YCIIEIIHO JIEYEHHBIX KOPTUKOCTEPOUI-
cOeperamImmMMn TperapaTaMu, yJaydliaeTcs pocT,
CHUXAETCSI MHAEKC MAacChl TeJla, YMEHbIIAIOTCS
MMPOSIBJICHUST 9K30TeHHOTro cuHAapoMma KymuHra u
JIPYTUX KOPTUKOCTEPOUI-OIIOCPEIOBAHHBIX 000U~
HbIX 3¢ dexToB [45—48]. Bo Bcex cmydasx, Korma
IpeamnoiaraeTcsi KOpTUKOCTEpOUI-cOeperaloas
Tepanus, modouHble 23(DDEKTHI MOCHETHENH JOJKHBI
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OBITh COOTHECEHBI C €€ TIOJIb301: KaK C YMEHBIIIEHUEM
YaCTOThI PELIMIUBOB, TaK ¥ OTpaHNYEHUEM ITOOOYHBIX
3 HEKTOB KOPTUKOCTEPOUIOB.

B 14 PKU, npoBeleHHBIX Yy JEeTei, CpaBHUBAIN
nukimogochamun (3 McciaemoBaHus), XJIOPaAMOYIINIT
(2 uccaenoBanus), aeBaMu30i (6 KUCCAeIOBAHUIA),
Mm30prouH (1 nccnenoBanue) u azatuorpuH (1 mccie-
JIOBaHME) C IUIale00, OTCYTCTBUEM CHeLU(PUIECKOro
JIeYeHUSI, UJIA TIPUMEHEHUEM TIPEAHU30HA Y JIETeN C
YP u/unmmu C3 CHHC. B atux ucciaenoBaHusX JIMOO He
onut0 pazgeneHust Mexay YP u C3 CHHC, mubo Ob1n
BKIoUeHbI b nayeHTsl ¢ C3 CHHC. Hukiodoc-
hamun, xopamMOyLIMIT U JIEBAMM30J CHUXKATU PUCK
pasBUTUSI peLUANBOB 60Jjiee ueM Ha 50% (Tabut. 2) npu
KOPOTKOM Teprojie HabmoaeHust (6—12 mecsiieB). /Ia
PKH npoaeMoHCTpUPOBaIU OTCYTCTBUE 3HAUMMbIX
pa3TUUMii B OTHOIIIEHUY PUCKA Pa3BUTUS PELIMINBOB
MEXIY IMKIOCIIOPUHOM U HUKI0(hochaMUIOM WIN
MEXIy UMKIOCTmOpruHOM U xjopamoOyumiom. PKU
TaKKe IMOKa3aJli OTCYTCTBME 3HAUYMMBIX Pa3induii B
PUCKE Pa3BUTUSI PELIMINBOB MEX/Y JIEBAMU30JIOM U
nukiIoochaMuIoM B/B 1 MEXIY IUKI0(hochaMuIoM
BHYTpPb U xJI0pamoytuiom [49].

Aakuaupyrowgue npenapamot

AJKnIvpylonye mpemnapatsl (uKiodochamun,
XJIOPaMOYILIMJI) MOTYT IIPOJIOHITMPOBATh PEMUCCHIO,
JOCTUTHYTYIO TIPU JIFOOOM BUIE TepaIli, XOTsS OHU
BbI3bIBAIOT 3HAYUTEJIbHbIE MOOOUYHBIE D(PPEKTHI.

B PKM ¢ nepuonmom HaGmogeHust 6—12 Mmecsiiies
AJIKUJIUPYIOLIKME TIpernapaThl CHUXAIU PUCK PELIU-
JIMBOB 10 CPaBHEHUIO C IPEAHMU30HOM, TUIale00 WU
HecrenuduieckuM JeyeHreM Ha 65% (OP 0,34;95%
AN 0,18—0,63) [49] (Ta6a. 2). B cucrematusmupo-
BaHHBIX 0030pax HAOIOMATeTLHBIX UCCICAOBAHNN 1
PKW npuMeHeHre aIKMJIMPYIOIIUX ITPeTiapaToB Mpu
YP CUHC ob6ecneunBano 72% pemMuccuii B Te4eHUE
2 JIeT, OHAKO JUIb 36% peMUCCHUii COXPAHSIUCH B
TeYeHUue 5 JeT. AJTKWINPYIOLIUe Mpenapatsl ObLTN
MeHee apdextuBHbIMU TTpu C3 CYHC, npu 3T0M Ya-
croTa peMmuccuii cocrapiisiia 40% u 24% yepes 2 rona
u 5 net coorBeTcTBeHHO [43]. ITpu pazsutuu CHHC
y TalMeHTOB MJjajiie 3 JeT U HayaBIIUX IMOJy4yaTh
nukiaogocdamua B Bo3pacte 10 3,8 roga BeposiT-
HOCTb TOCTUKEHUSI CTOMKONW PEMUCCUU MEHbIIE 1O
CpaBHEHUIO ¢ AeTbMU cTapiie 7,5 roga [51]. IIpume-
HeHMe ukiIodochamuaa B TeUeHUE § Heae b ObUIO
3HAYUTEbHO 3(D(hEKTUBHEE B OTHOIIEHUN CHYKEHUS
pucKa pelUaAMBOB MO CPAaBHEHMIO C 2 HEIENsIMU B
ogHoM u3 PKHU (ta6:. 3). Y mauuentos ¢ C3 CHHC
He OBIJI0O OTMEUYEeHO 3HAYMMbIX pa3TudInii prcka BO3-
HUKHOBEHUS PELIMIMBOB IPH JJTUTEIBHOCTH TEPAITUU
uukiodpochamuaom 8§ u 12 Henenpb (tabauua 3).
Tem He MeHee Pabouast rpymima mo rneauaTpuiecKoi
HedPOJOrUY MpUILIa K BBIBOIY, YTO Teparnus Lu-
KiopochaMumoM B TeucHNE 12 Hege b SIBISETCS
bosee 3¢ GeKTUBHOI MO0 CPAaBHEHUIO C UCTOPUUECKUM
KOHTpOJIeM, JICUCHHBIM B TedeHHWe 8 Hemelb [52].

Ta6nuua 2. MetaaHanua PKU npumeHeHus kopTukoctepoup-coéeperaowmx npenapaTos

y aeteii ¢ YP unu C3 CHHC
OTHOCMTENbHDII CHuXeHue
Konuyectso Konuyectso Mepuopa oueHku
Mpenapar PKI T — pUCK peuuamea MCXO710B (MEC,) OTHOCHUTENIbHOr0
(95% [N) pucka (%)
Lnknoocdamua? 3 102 0,44 (0,26-0,73) 6-12 56
Xnopamoéyumn® 2 32 0,13 (0,03-0,57) 12 87
INesamuson® ' 5 269 0,43 (0,27-0,68) 4-12 57
Mu3zopunbuHA 1 197 KoatbpuumeHt 18 He3Ha4nmo
4acTOTbl PeLMANBOB®
0,81 (0,61-1,05)
Asatnonpun* 2 60 0,90 (0,59-1,38) 6 HE3Ha4YMMO

[ — nosepuTtenbHblii nHTepBan, YP — yacTble peunamnssbl, PKI — paHaoMM3npoBaHble KOHTPOMpyeMble nccnefoBanus, C3 — cTepoma-3aBucMbIi,
CYHC — cTepoua-4yBCTBUTENbHbIA HEDPOTUYECKNIA CUHAPOM.

aLlnknodpocchamng 1 NpeaHU30H VS NPEAHN3OH.
SXnopambyuun n NPeaHN30H VS NPeaHN30H, UK VS nnaue6o n npeaHN3oH.

¢ JleBaMn30M 1 NPELHN30H VS NNaLe6o 1 NpeaHU30H, NeBaMIU30N U NPeAHU30H VS NPeAHU30H, NeBAMIU30N VS NPELHN30H, N1eBaMU30A VS
HecneunguyecKoii Tepanuu.

rOpgHo PKW ¢ ncnonb3oBaHnem 3Ha4uTenbHO 60/1ee HUSKNX 403 NeBaMIn3051a 6bIno NCKKYEHO (CM. TEKCT).
AMu3opnb1UH 1 NPEAHN30H VS Nnawebo u npegHU30H.
¢KoadhhnumeHT 4acToTbl peLanBoB = (06LLee KONNYeCcTBO PELMANBOB : NEPUOA HAbMOAeHNs B rpynne nedveHns) : (o6Liee KOIMYeCTBO PELMANBOB :

nepuoj HabmAeHNe B KOHTPONIbHOM rpynne).

’“ASaTI/IOI'IpMH W NPefHN30H Vs nnawe6o un NPeaHN30H, a3aTUONPUH 1N NPeaHN30H VS NPEAHN30H.

[aHHble Hodson et al. [49]
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Ta6nuua 3. PKU, cpaBHuBaloLWwme KopTukocTepoua-coeperatowme npenapartbl npu 4P n C3 CHHC

OTHOCHUTENbHDIIA

KonuyectBo KonuuectBo

Mepuop oLEHKK

Mpenapar puck peunpusa MCXO[0B 3akntoyenue
PKU nauueHToB (95% ) (mec)
Linknoocdamug 1 29 0,25 (0,07-0,92) 12 8 Henenb 3Ha4MMO adhdoek-
8 Hepenb Vs 2 HepJenu TUBHEE
Linknodpocchamna 1 73 0,98 (0,74-1,28) 24 HeT 3Ha4nMbIX pas3nnyui
8 Hepenb vs 12 Hepgenb
Limknodpocchamung
8 HeJienb Vs xnopamoy- 1 50 1,15 (0,69-1,94) 12 HeT 3Ha4MMBbIX pasnunynii
umn 8 Hepenb
tl:;:pobdmcd)ammn vs 2 83 0,99 (0,76-1,29) 12-24  HeT 3HAYMMbIX pasnuuii
Limknodpocchamug vs 1 55 1,07 (0,48-2,35) 9 HeT 3Ha4nMbIX pas3nnyui
LMKIIOCNOPUH BO BPEMS NIEYEHNS
Xnopameéywumn vs LuKIo- 1 40 0,82 (0,44-1,53) 6 HeT 3Ha4MMBbIX pasnunynii
CMNOpWH BO BPEMS JIB4YEHNS
Luknodoccpamun 8/8 vs 1 40 1,00 (0,7-1,43) 12 HeT 3Ha4MbIX pasnnyun
NeBaMnU30n
MwukocheHonar vs Lukno- 1 24 5.0 (0,68-36,66) 12 HeT 3HaYMMbIX pasnuyuii
CMopuH (Marno 60/bHbIX)
LlnknocnopuH 5 mr/kr vs Koahpuument Bbicokas fj03a 3Ha4umo 6onee
2,5 Mr/kr 1 44 bucka 0,37 24 3 (eKTUBHA
’ (0,18-0,79)

[ — noseputenbHbIn nHTEpBan, YP — yacTble peunamnssl, PKU — paHaoMU3npoBaHHble KOHTPONUPYEMbIe uccnenoaqus, C3 — cTepouna-3aBucumblii,

CYHC - cTepona-4yBCTBUTENbHbIA HEDPOTUYECKNIA CUHAPOM.
[anuble n3 Hodson et al. [49].

Tepanus uukinodochamuaomM conpsizkeHa ¢ pUCKOM
pa3BUTHUS TEMOPPArnIecKOro IMCTUTA, HO TaHHOE
OCJIOXKHEHNE PeIKO BCTpedyaeTcs IpH IMPUMEHEHUN
pekoMeHIyeMbIX 103. Tem He MeHee nKiodochamua
10 BO3MOXHOCTH CJIeyeT Ha3HA4YaTh B IIEPUO PEMIC -
CHU, KOTJAa Yy peOCHKa TOCTATOYHO MOUYM M OH MOXET
MOJIy4aTh OOJIBIIOE KOJUYECTBO XUAKOCTU. B/B IIyTh
BBEICHMST MOXKET OBITh peKOMEHAIOBAH MPU HU3KOM
KomriutaeHTHOCTU. B 2 PKU ¢ nepuoaom HabmoaeHUs
12—24 MecsieB ObLIO TTOKA3aHO OTCYTCTBHE 3HAYM-
MBIX Pa3IUYMil pUCKA Pa3BUTHUSI PELUIUBOB MEXIY
MepopaibHbBIM U B/B IMyTSIMU BBEACHUS ITUKIO(OC-
damuga. OnHaKO yepe3 6 Mecs1EB 3HAYMMO 0OJIbIIIEE
KOJIMYECTBO ACTEH, JICUCHHBIX €KeMECSUYHBIM ITyb-
COBBIM BBeJcHMEM LIMKIohochamMuaa B TeueHue 6
MeCSIIeB, HAXOIWINCH B PEMUCCHUH, TIO CPAaBHEHUIO C
JIeTbMU, JICYeHHBIMU LMKI0(hochaMUI0oM BHYTPh B
teueHne 8—12 Hemens (Tadi. 3). UccnenoBanus mmpo-
JIeMOHCTpUpOBaIY 3¢ (HEKTUBHOCTD XJI0OpaMOy1IiiIa B
no3ax 0,1—0,2 Mr/Kr/cyTku, Ha3Ha4YaeMOTO B TeUYEHUE
8 Henmeb (KyMyIsiTUBHas go3a 11,2 mr/kr) (Tadi. 2).
Bonee BbicoKkMe m03bI He MOBBIIAIOT 3(GHEKTUBHO-
CTH JICUCHUSI U IIPUBOMAAT K 3HAYMTEIbHOMY PHUCKY
OCJIOXKHEHUI, B OCOOCHHOCTH TeMaTOJIOTUYCCKUX U
UH(EKUMOHHBIX [53].

IIpeanomaraercst, 4YTO BTOPOIl KypC aJIKUIM-
pyIOIIMX TIpernapaToB He HazHavaeTcs. [oHagoToK-
CUYHOCTh aJKMJIMPYIOUIMX MpelapaToB XOPOIIO
JloKa3aHa, PY 9TOM MYXXYUHBI TTOJABEPXKEHBI 3TOMY
OCJIOKHEHUIO B OOJIBIIEH CTENEH!, YeM KEHIITUHBL.
HMmeroTcs no3o3aBucuMble B3aMMOOTHOIIEHM S
MeXAy CyMMapHO# m030i nukiaodochamuma u
BEPOSITHOCTHIO CHUXEHUSI KOJIMYecTBa CliepMa-
To3oumoB MeHee 10°/mi. «be3somacHasi» mo3a Lu-
KiodochamMuma ocraeTcsi HEM3BECTHOM, HO MaK-
cuMalibHas KyMyJIsTUBHas no3a 168 mr/kr (2 mr/
KI/CYTKM B TeueHue 12 Helesb) sl MaJlbYUKOB
HUXe cymMMmapHoil 1o3sl (>200—300 mr/kr), nmpu
KOTOpPO#i OOBIYHO pa3BUBaAeTCs azoocrnepmus [43,
54]. JaHHBIX, KacalolIMuXcs XJopaMOylLuia, O4YeHb
MaJio, HO oOciemoBaHUEe MAallMeHTOB, JIEYEHHBIX
STUM IIpeTNapaToM I10 ITOBOAY IUM(POMBbI, T0Ka3aJjo,
YTO pa3BUTHUE a300CTIEPMUU OBIJIO ACCOIIMUPOBAHO C
cyMMapHOii 1030i1 10—17 MI/KT, U3 4eTOo CIAeayeT, YTO
TepaneBTUYECKOE OKHO MeXay 3(h(heKTUBHOCTHIO
M TOKCUYHOCTBIO XJIOpaMOylLIMia OueHb y3Koe [55].
HccnenoBanust moKa3bIBalOT TaKXkKe OOJTBIINN PUCK
pa3BUTHS 3710KaYeCTBEHHBIX 3a00JIeBaHUI y MMally-
€HTOB, MOJYYaBIINX XJIOPaMOYIIWJI, IO CPAaBHEHUIO
¢ uukiuogochamuaoM [43].
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Jleeamuszoan

B 5 u3 6 PKU 65110 MpOaeMOHCTPUPOBAHO 3HAYM -
TeJIbHOE CHIDKEHNE PUCKa Pa3BUTHUS PELIMANBOB ITPU
JICYCHHMU JIEBAMU30JIOM 10 CPAaBHEHMIO C MPEIHU30-
HOM, TUIa11e00 MM HecIeMPUIeCKIM JieueHneM [49]
(Tabu. 2). B 4 u3 atux 5 uccienoBaHuit, BKIFOYABIIINX
nereii ¢ YP mm C3 CUHC, neBamMu30J1 Ha3HAYaJIu B
J103€ 2,5 MI/Kr yepe3 AeHb. B 11ecToM KcCieq0BaHuu,
e JIeBaMU30J1 Ha3HauasIcs B MeHblel 103e (2,5 Mr/Kr
B TeUeHME 2 MOCJIeI0BaTeIbHbIX JHE B HEJAEI0), HE
BBISIBJICHO CHUXKEHUS pUCKA Pa3BUTHS PELIMANBOB IO
CpaBHEHUIO ¢ Iiauebo [56]. Y GonblIMHCTBA aeTei
He@POTUUIECKUIT CUHIPOM PEeLIMINBUPOBAJI ITOCJIE OT-
MeHBI JJeBaMu3oJia. HaOmonareapbHble UCCIEI0BAHUS
TIPOIEMOHCTPUPOBAIIN OoJIee IITUTEIbHBIN 3 HEKT B
OTHOLLIEHUYU CHVXKEHUS YaCTOThI PELIMAMBOB IIPU UC-
TOJIb30BaHUHM JIeBaMM30J1a B TeueHMe 12—24 Mecsien
[57—59]. [TobGouHbIEe sIBIEHUSI MPUMEHEHUSI JieBa-
MH30J1a HeYacThl 1 MUHUMAaJIbHBI, OIMCAHbI JIeTKast
JIEUKOMEHUS U KEIYyT0YHO-KUILIEUYHbIE PACCTPOWA -
cTBa. B peIKnx ciyJassx OIMACHIBAIOT TaAKKe pa3BUTHE
KOXHOTI'O BaCKy/IuTa Ha (hOHE Teparuu JIEBAMU30JIOM.
Bo MHOTHX cTpaHax JieBaMHW30JT HEIOCTYIICH.

KHH

B nByx PKUM mokazaHo oTcyTcTBHME 3HAYMMBIX
pa3IuuMii B pUCKE Pa3BUTHSI PELUINBOB B IIEPUOL
MPOBEACHUS JICUCHUST [IUKIIOCIIOPUHOM IO CpaBHE-
HUIO ¢ LUKJI0PochaMuaoM UK XJtopaMOoyLivioM [61,
62]. OgHako yacToTa peLMIUBOB MPU MTPUMEHEHUN
IIMKJIOCTIOpMHA ObLIa BBIIIIE ITO0 CPABHEHMIO C aJTKUIIH -
PYIOIITAMMU TIpeTIapaTaMHt, €CJIN Pe3yIbTaThl OLICHUBAIN
B Ccpoku 12—24 Mecsitia rmocsie mpeKpaiieHs JeUeHUsI.
ITo nannbiM PKU, BeITtosiHeHHOTO B ATIOHNN, OKa3a-
JIoCch, uto y 50% 13 49 nereii, Je4eHHBIX LIUKIIOCIIO-
puHOM, n'y 70% u3 59 nereii, moayyaBIIKX ruiaieoo,
B TeueHue 24 Heaesb JeUeHUs BO3HUKAIN PeLaAUBbI
[63]. B HabmomaTeIbHBIX UCCIIEIOBAHUSX LIMKIIO-
CIIOpUH ToAaepXuBai pemuccuio y 60—90% nereii
C3 CYHC, npono/kaBIIMX JaBaTh peLUANBLI TOCTE
Tepanuy aJKWIMPYIOIIMMU TIpenaparamu [64—66].
Opnnako cpenu neteii ¢ C3 CYHC, o0ycnoBieHHBIM
MOATBEePXIAeHHOU pu Hedpodbuoncuu bBMUW, Tonbko
40% ocTaBajloCh B PEMUCCUU I10C]Ie 2 JIeT Tepalluu,
U y BCceX OOJBHBIX ITOCJIE OTMEHBI [UKJIOCIIOPUHA
pa3BUBaJIUCh peUUAUBLI (MenuaHa 26 gHeii) [65].
B GonpmMHCTBE MCClIeNOBaHUI IIMKJIOCIIOPUH Ha-
3Havyajau 1Mo 3—6 MI/KI/CyTKM B paBHOpa3/IeJIeHHOM
J103€ IBaXKIbI JI€Hb, C IIEJIEBOII KOHIIEHTpAIIUE -
kiocnopuHa Hatomak 80— 150 Hr/mut [25 HMob/1| 1
c TmoepkaHreM 00Jiee HU3KOM KOHIIEHTPALIMK TTOCIIe
JOCTHKEHUST CTOMKON PeMUCCUU B TeUeHUe 3—6 Mecs-
1IeB — C IIeJIbI0 MUHUMU3UPOBATh HE(POTOKCUYECKUIA
addexT nukiaocrnopuHa. [1o nanusim PKHM, yactora

YCTOMYUBBIX PEMUCCHI ObLIa 3HAUUTEIHHO BBIIIE B TEX
cJIyJasix, Korjaa KOHIIEHTpaIMsI IMKIIOCIIOPUHA Yepe3
12 gacoB mocJie mpuemMa IoaaepXXuBarach Ha YpOBHE
60—80 Hr/mi (103a 4,7 MI/KT/CyTKH), IO CPaBHEHUIO
C JIeTbMU, MOJy4aBIIUMU 2,5 MT/KT/cyTKu (Tabi. 3)
[67]. UMmeroTCcs1 orpaHUYeHHbBIE JaHHbBIE 10 ITOBOLY
WCII0JIb30BAHUS JJIsI MOHUTOPUPOBAHUST TTMKOBOM
KOHILIEHTpaluu uukiaocrnopuHa (C2), a He KOHLEH-
tpauuu Hatouak (CO0) [68].

DddexkTuBHOCTL Takpoaumyca y aereit ¢ CHHC
He u3ydyeHa. TakpoJuMycC IIMPOKO MCIIOJIb3YETCS B
Cesepnoit Amepuke y geteit ¢ YP u C3 CHHC u3-3a
MOOOYHBIX KOCMETUYECKUX 3(h(DEeKTOB IIMKIOCTIOPUHA.
HMmMmeeTcs He3HAYUTETbHOE KOJIMYECTBO JaHHBIX, IO/~
JIep>KUBAOIINX TTPUMEHEHUE TaKpoJaumyca, TeM He
MeHee ero a(pPeKTUBHOCTD JOXKHA ObITh UAEHTUYHOMN
LIUKJIOCTIOPUHY, YTO TTOKA3aHO B HAOTI0AaTeTbHOM 1C-
caepoBanuu npu C3 CUHC [69]. Jo3a Takponumyca
JIOJKHA OBITH TOIOOpaHa IS TOIePXKaHUST KOHIIEH-
Tpauuu Ha ypoBHe 5—10 Hr/mia [6—12 HMonb/1T] uepes
12 4 mocJie mpuema rnpemnapara, YTo OCHOBAHO Ha JaH-
HBIX UCCJIEIOBAHUI MOCTIE TTIOYEYHOr0 TpaHCIUIaHTAaTa.

OcHOBHBIMU MTOOOYHBIMU 3hheKTaMU TTPUMEHE-
HUS IUKJIOCIIOPMHA SIBJISIIOTCS TTOYeUHast TUChyHK-
LYsl, apTepuaibHas TUTIEPTEH3UST, TUTIEPTPOUs IeCeH
U TUMEPTPUX03. ApTepuajbHas TUIIEPTECH3US U M0~
yeyHast iMcyHKIMA Betpevaroresa y 5—10% nereii [49,
64, 66]. TunepTprxo3 U rUIIepIUIa3vs IeCeH y AETEM,
JICYEHHBIX IUKJIOCTIOPUHOM B TeueHue dosee 1 roaa,
pasBuBatotcst B 70 1 30% ciyyaeB COOTBETCTBEHHO [64].
Takposnmyc Takke MOXKET BbI3bIBATh MOYEUHYIO TUC-
(yH1IMIO ¥ apTepraIbHYIO TUIIEPTEH3UIO, HO 3HAYUMO
peke BbI3bIBAET TMIEPTPUX03, OBLIO TAKXKE OTIMCAHO
pa3BUTHE TAKPOJIMMYC-aCCOLIMMPOBAHHOIO CaXapHOTO
nuabera y neteit ¢ Hepporuueckum cuHapomowm [70].

V nereii, OMIyYaoIIMX HUKJIOCIOPUH B TeYCHUE
12 mecsiueB u 6osiee, B 30—40% ciyuyaeB Guorncust
IMOYKU BBISIBIISIET TYOYJIOMHTE PCTUIIAIbHBIE TTOBPEXK -
nenus. Yacrora aTMX M3MeHeHuIi Bo3pacTaet 10 80%
nocie 4 n 6ojee yet aedenud [71]. LukimocnopuH-
acCOLMMPOBAHHAS apTEPUOTIATUSI BCTPEUAETCS PEIKO.
JnuTenbHOCTh 0€30MacHO Tepanuy IUKIOCTIOPH-
HOM — BOITPOC CIIOPHBI, YACTh ABTOPOB I0OJIAraeT, 4YTo
nnutenbHocTh Tepanuu KHU He nokHa mpeBbIIaTh
2 rona [71], Torna Kak Apyrue CUMTaAIOT, 4TO Oojee
JITATEIbHbIE KYPChl IIMKJIOCIIOPHUHA XOPOIIIO Tepe-
HOCUMBI [72].

B HepaHTOMU3MPOBAaHHOM CPaBHUTEIBHOM MCCIIE-
JIOBAaHUY OBLJIO MTOKA3aHO, YTO COMYTCTBYIOIIEE Ha3HA-
YeHMe KeTOKOHA30J1a TP Teparuy LHUKJIOCIIOPUHOM y
neteii ¢ C3 CYHC nmo3BosisieT CHU3UTH CPETHION0 103y
LMKJI0cToprHa Ha 48 %, 4TO 9KBUBAJIEHTHO 5KOHOMUU
Ha 38% u 6e3 ymeHblIeHUs 3 dekTuBHOCTU. Takoi
MTOJXO.T OB IIPEIJIOXKEH C 1IEJIbI0 CHUKEHUST CTOMMO-
CTH TIpEraparoB JaHHOTO KJjacca.
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MM®D

o HacTOsIILIero BpeMEHM BO BCEX MCCIIEHOBAHUSIX
C IpUMEHEeHNEeM METa00JIUTOB MUKO(DEHOI0BOM KHC-
JIOTBI IIPY HE(PPOTUIECKOM CUHIPOME MCITOIb30BaJICS
MM®. B vebombsimom PK y 5 3 12 neteit, TedeHHBIX
B TeueHue 1 roga MM, pa3BWINCh PeLUAUBLI, 1O
cpaBHeHUIO ¢ 1 u3 12, JeYeHHBIX ITUKIOCIIOPUHOM.
Paznuuus He ObUIM CTATUCTUYECKU 3HAYMMBIMU,
M KOJIMYECTBO MAIlMEHTOB OBUIO CIMIIKOM MaJlbIM,
YTOOBI OMPENEIUTh CPABHUTEIbHYIO 3(D(HEKTUBHOCTh
MM® u umknocriopuHa (tadi. 3) [74]. CK® ocra-
Bajlach CTaOMJIbHOM B mepuon jJedyeHuss MM®P, Ho
CHUKajach IMpH JICYEHUN ITUKIIOCIIOPUHOM. B mpo-
CIIEKTUBHOM ucciienoBanuu 33 pebenka (26 ¢ P
CYHC) 6buiu ieyensl MM® B TeueHue 6 MecsleB,
24 (75%) octaBaauch B peMUCCUU BO BpeMsl JICUSHUSI,
y 12 He OBUTO PELIMIUBOB B TeUeHUE 6 MeCsIEeB Mo-
cJie OTMEHBI Tipernaparta, U 8 u3 3Tux 12 ocTaBalucCh
B peMuccHuu B TeueHue 18—30 MecsiieB HaOMOOeHUS
[75]. B perpocniektuBHOM ucciaeagoBanuu C3 CHHC
y 42 nereii, 1€YeHHBIX B TeUeHUE KaK MUHUMYM
6 Mecs1eB, cpeHee CHUKEHNE YaCTOThl PELUINBOB
cocTtaBwio 3,8 Broa [76]. MM B 1ie;10M XapaKTepu-
30BaJICSI XOPOILIEi IIEPEHOCUMOCTbIO, JIUIIb Y HE0O0Ib-
1I0r0 KOJIMYECTBA JIETEN pa3BUBAJIACh JIEUKOIIEHUS
U TIOSIBJISLIUCH 00X B XUBOTe. B Hab0maTeIbHbIX
nccienoBaHussx MM® mpuMeHsICs JUTUTEIBHO — 10
45 mecs1ieB, TAKXe € XOPOIIIei epeHOCUMOCThIO [76].
B 6ompmmHcTBe nccaegoBannit MM @ Ha3zHavaau mo
1200 Mr/m?/cyTku min okoJio 30 Mr/Kr/CyTKH B ABYX
paBHOpa3IeeHHBIX 1o3ax. MM® ucronb30Baicsa B
KOMOMHAIIMU C HUKJIOCITIOPUHOM Yy AETEH C IJTOXO KOH-
TpospyembiM TeueHnem C3 CHHC, uro mo3Bossiio
CHM3UTH A03y HukKjiaocnopuHa [77]. MukodeHomar
HaTpHsi MOXET CIYXUTh aJibTepHaTuBOii MM @, eciu
MOCJIeIHUH TUIOXO TIEPEHOCUM BCIISACTBUE TTOOOUHBIX
3 HEeKTOB, HO JAaHHBIX, KACAIOIINXCSI MPUMEHEHUS
MuKodeHoIaTa HaTpuUs IpY He(POTUIECKOM CUH-
JIpoMe, HeT. Y JeTeil ¢ TTOYeUHbIM TPaHCIIJIAaHTaTOM,
MOJTYyYaIOINX [IUKJIOCTIOPUH, (papMaKOKMHETUIECKOE
HcclieJOBaHUE OTHOPA30BOro MpreMa moKasajio, 4YTo
450 mr/m2 MukodeHosaTa HaTtpust 1 600 mr/mM> MM ®
o0ecreynBaloT UIEHTUYHOE MOCTYTUIEHEe MUKOde-
HoJI0BOM KucioThl [78]. HauaT HaGop malMeHTOB B
PKMU c nenbro cpaBHeHnst MM® 1 imkiiodochamuia.

Bovitoop mepanuu nepeoii aunuu oaa Y4Pu C3
CYHC

Hannubix PKUM, koTtopbie mo3BoaMIN OBl TOYHO
OomnpeaeanuTh, KaKOii MMEHHO KOPTUKOCTEPOMI -
cOeperamoIrii areHT SIBJsEeTCS MpernapaToM BbIOOpa
y aeteit ¢ YP CYHHC unu C3 CHHC, B HacTos1Iee
BpeMs HeT. B Tabnuiie 4 mpeacTaBiieHb! TPEMMYIIECTBA
M HETOCTAaTKM aJIKWJIMPYIOIIUX IIPEIapaToB, JeBaMM-

3oma, KHY 1 MM®. Dta tabaniia CMOXET TOMOYb B
TPUHATUY PELUEHNS KIIMHULIMCTAM U POICTBEHHUKAM
OOJIBHBIX B T€X CJIydyasiX, KOraa He0oOXoaMMo BbIOpaTh,
KaKoil KOPCTUKOCTEPOMI-cOeperamlrii mpenapar B
TepBYIO OYepeab ClIeayeT Ha3HAauYuTh peoeHky ¢ UP
wm C3 CHHC.

Pumyxcuma6 npu C3 C4HC

Mecto purykcumaba B Tepanuum C3 CUHC
ocrtaetcs HesiCHbIM. B enuHuuHOM oTKpbhiToM PKH,
BKimrodaBmeM 54 peobenka ¢ C3 CHHC n 3aBucnmo-
CTbIO HE TOJILKO OT NpeaHu30Ha, Ho u oT KHW, 6bL10
00HapyXeHO, YTO PUTYKCUMA0 3HAYUTEILHO CHIKAET
4acTOTy PELIMAMBOB B TeueHue 3 Mecsien (18,51 48,1%
COOTBETCTBEHHO B TPYIIIE JCUYCHUs U B IPYIIIIe KOH-
TPOJIST) U ITOBBIIAET BEPOSITHOCTh O€30ITaCHOM OTMEHBI
npenHuzoHa 1 KHUW [79]. OTu naHHble oaTBEpXK-
JIal0T pe3yJibTaThl CEpUil HAOMIOIEHUI, B KOTOPBIX
ObLIO OTMEYEHO, UTO PUTYKCUMAO, MOHOKJIOHAJIbHBIE
antu-CD20 anTuTesa, Ha3HaUYaeMble B 103¢ 375 Mr/m?
YETBIPEXKPAaTHO B pexknuMe | pa3 B HEIeJI0, YBETNIM -
BAlOT JJIMTeIbHOCTh pemuccun y 80% nereit [80, 81].
Y TpeTu GOJIbHBIX B OIHON U3 cepuil HabmoIeHU
PUTYKCHMMaO BBI3BIBAJI OCTPHIE ITOOOYHBIE PeaKIINu,
TakMe Kak JMXopaaka, pBOoTa, nuapesi, KOXHbIE BbI-
chinmaHus 1 6poHxocnasm [81]. Coob1anoch TakxKe o
TaKMX CEPbE3HBIX ITOO0YHBIX 3(pheKTax, KaK ITHEBMO-
LIMCTHAsI THEBMOHWUS, BbI3BaHHAs Pneumocystis jiroveci,
u mHeBModuopo3 [80, 82]. Hayat Habop mauneHTOB
B PKW, cpaBHuBaloliee putyKcumad u riaiedo rnpu
uukinocropuH-3asucumoM C3 CHHC.

Jlpyeue npenapamot

Mu3opubUH IKUPOKO UCIOJb3yeTcs B SAnoHuu B
Ka4yeCcTBe KOPTUKOCTEPOUI-COeperapoliero nmpemnapa-
ta. Ennnnynoe PKU (197 manueHTOB) mokKas3ajio, 4To
4yacToTa pPeLuAnBOB (M3MEPEeHHAss KaK COOTHOLIECHUE
00ILIero KOJIM4YeCTBa PELIMANBOB K IJIMTEJIbHOCTU Ha-
OJIIofeHUsT B TPYIIIIe, MOJIydaBlIeil MU30pUOUH, U B
rpyrire, mojyyasiiieii iae6o) 3HaYMMO He pa3InyacT-
¢ BTPYIIAax JJeYeHNS 1 TU1a1e00 (K03 GUIIMEHT 4acTo-
ThI petuauBoB 0,81;95% 11 0,61—1,05) [63] (Tabu. 2).

PexomeHmyeTcss He MCIOIB30BaTh a3aTUOIIPUH B
KavyeCTBEe KOPTUKOCTEPOUI-COeperaroIiero mpemnapara
npu YP u C3 CHHC, rak kak B aByx PKW mnponae-
MOHCTPUPOBAHO OTCYTCTBHME 3HAYMMBIX Pa3IUUMid
pUCKa pa3BUTHSI PELIMAMBOB MEXAY I'pyMHIlaMu, I10-
JIyyaBIIMMM a3zatuonpuH u miaue6o (OP 0,90; 95%
A 0,59—1,38) [49] (Tab:x. 2).

3.4. Ilokasanus k 6uoncuu nouxu
3.4.1. TTokazanusimMu K Onorcuu noyku y aereit c CHHC
SIBJISIIOTCS (HET CTENeHn):
* orcyrcTBue 3¢ dekTa npu penuanBax mocie
NePBOHAYAILHOTO OTBETA HA KOPTHKOCTEPOMIbI;



46 MMABA 3. CTEPOVA-YYBCTBUTE/bHBIN HEGPOTUYECKUI CUHOPOM Y OETEW

Ta6nuua 4. NMpenmyLiecTBa U HEAOCTATKMU HA3HAYEHUS KOPTUKOCTEpOoUA-cOeperaloLmx npenapaTtos
B KayecTBe Tepanuu nepeoi nuHumu npm YP unu C3 CHHC

Mpenapat MpeumyLiecTea

Hepoctatku

Lmknodocamug [nutenbHas pemuccus
npu HEAOPOroM NeYeHNn

Menee adpdpextuseH npu C3 CHHC
MOHMTOPWHT 06LLEro aHanm3a KpoBu BO BPEMS NE4eHUS

MoTeHUManbHble Cepbe3Hble HEMOCPEACTBEHHbIE M OTAANEHHbIE Mo-
604Hble 3PDEKTDI
MoxeT 6bITb Ha3Ha4eH TObKO OfIUH KypC

Xnopaméyumn [nutenbHas pemuccns MeHee acpcpektneeH B npu G3 CHHC
Mpy1 HELOPOroM fIe4eHNI MOHMTOPWHT 06LLEr0 aHanm3a KpoBK BO BPEMS NEYEHUS
lMoTeHUMaNbHble CEPbE3HbIE NOB0YHbIE 3(DEKTHI
Mo>XeT 6bITb Ha3Ha4Y€eH TONbKO OANH KYpC
He opo6peH ans npumenexmns npu CHHC B page cTpan
JNeBamuson Mano no604HbIX 3PPEKTOB [N nopgaep>xaHnsg pemmuccun HeobXo0AMMO ANNUTESIbHOE JIeYeHIe
B uenom Hegoporoe neyenne  OrpaHnyeHHas 4OCTYNHOCTb
He 0ao6peH ana npumereHns npu CHHC B psige cTpaH
LlnknocrnopuH [nutenbHas pemuccns y 4actu  [Ans noanep>xaHus pemnuccuin HeobxoaumMo ANUTENbHOE NIeYeHne
netein ¢ C3 CHHC [loporocTosiiee neyveHne
HedpoToKCcMYHOCTD
KocmeTunyeckne nob6o4Hble 3 deKThl
Takponumyc [nutenbHas pemuccns y 4actu  [Ans nognep>xaHus pemmuccuin HeobxoanmMo ANUTESIbHOE JIeYeHrne
netei ¢ C3 C3HC [loporocTosilee neyveHne
HehpoTOKCMYHOCTb
Puck passutus caxapHoro gmabera
He opo6peH ans npumenexmns npu CHHC B pafe cTpan
MukodhbeHonata  [nuTenbHas pemuccns y Yactn  [1ns nogaep>kaHnus peMuccum Heobxoaumo AnnTesibHoe NeveHne
modbeTun neten ¢ YP n C3 CHHC BeposTHO, MeHee adhdhekTnBeH, Yem KHI

Marno no6o4HbIX 3hheKToB

[loporocrosuiee fieveHne

He 0a06peH ana npumereHns npu CHHC B psige cTpaH

4P — yvacto peunansupytowmia, C3 — ctepona-3asucumblit, GHPC — cTepomna-4yBCTBUTENbHbIA HEPPOTUYECKIIA CUHAPOM.

*  BBICOKHIi HHAEKC NO03PEHUs B OTHOIIEHNH HHOM
OCHOBHO¥i IATOJIOTHH;

* yxyauenue (pyHKIMH MOYeK y JeTeid, OTyJarommx
KHMN.

OBOCHOBAHMUE

Buornicys moyku rokasaHa IeTsiM ¢ He(pOTUIECKUM
CHHIPOMOM, HE OTBEYAIOIIMM Ha TEParnio KOPTUKO-
CTepOMIAMU ITOCJIE TOCTHKEHMSI OMHOM 1 00J1ee peMKC-
cuii (Tmo3aHee OTCYTCTBUE OTBETA), /ISl OTNpeIeIeHUS
MOP(}OIOrnIecKoro BapuaHTa MOpakKeHUs MOYEK.
BepxHsist rpanmiia Bo3pacra iist iedeHust HehpoTuie-
CKOTO CUHApOMa 0e3 IpeaBapUTe]IbHO BBHIITOJIHEHHOM
OMOTICMM HE yCTaHOBJIEHA, MOCKOJIBKY BO MHOTHX
cTtpaHax, Hanipumep B CeBepHoit EBponie u Unauu, y
40—50% nonpoctkoB BoisiBisieTcst BMU [14, 83, 84].
OaHaKo B IOMYJISILMSX € OOJIbIICH pacpoCcTpaHeHHO-
ctbto ®CI'C 1 ipyrux MopdoJorMuecKux BapuaHTOB, B
0COOEHHOCTHU B appUKaHCKOI U appo-aMeprUKaHCKOI
TOTYJISIIINSIX, OTPABIaHHBIM CUMTACTCST BEITIOJTHEHHNE
ouorcuu B AedloTe, mepea HadyajoMm JieueHus [85].
HexoTtopbie aBTOpbI peKOMEHIYIOT €XXeTOAHbIE TTOBTOP-

Hble Hedpoobuoricuu y aeteii ¢ CYHC, ecnu neyeHue
KHMW nipomoikaeTcst 6oJiee 2 1eT, HO HET JaHHBIX, T10-
3BOJISTIOIIMX OIIPEAEIUTh COOTHOIICHUE «PUCK,/TI0Ib3ax»
MIPY BEITIOTHEHUH IIPOTOKOIBHEIX Onoricuii. brorncuro
cJIemyeT IPOBOIUTD Y AETeH ¢ yXyaleHueM (pyHKIUN
MMOYeK, €CIAU MoYeyHast IMCHYHKIIUS COXPAHSICTCS
nocje ymeHbeHus n1o3bl KHW. PyTuHHoe BbIMO-
Henue ouoricuu y aeteit ¢ YP wim C3 CHHC no nHa-
yajia MCII0JIb30BaHMSI KOPTUKOCTEPOUI-cOeperaloiei
Tepamuu He TMoKa3aHo. Pe3ymbTaThl MccienoBaHMt
CBUIETEILCTBYIOT, YTO Han0O0JIee BAXKHBIM IIPEIUKTO-
POM TTOYEUHOI BBDKMBAEMOCTH MPHU AETCKOM Hedpo-
TUYECKOM CUHAPOME SIBIISIETCSI HE MOP(OJIOrMUeCKUii
BapuaHT, a JOCTUKEHHUE U TTOAIep:KaHe PEMUCCUU C
IMOMOIIIbIO J1H000r0 Buga Tepanuu [86].

3.5. HUmmynuzauus y oemeii c C4HC
3.5.1. Jlna ymeHbieHusi pUCKa cepbe3HbIX MHGEKnuii y
neteii ¢ CAHC (uet crenenu):
* TPOBOJMTH JETSIM NPOTHBONNHEBMOKOKKOBYIO BaK-
IUHAIMIO;
* MPOBOAUTH BAKIMHAIMIO IIPOTUB FPUIIIA €3KETOTHO
JeTSM U BCeM, KTO MPOKUBAET C HUMM;
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* OTIOXKHUTh BAKIMHANUIO JKUBHIMH BAKIMHAMU /10
TeX MOp, MOKA /1032 MPeJTHN30HA He OyIeT CHIKeHa
10 1 mr/kr exeaHeBno (<20 mMr/cyTkd) Wwid 10
2 mr/Kr 4yepe3 aeHb (<40 Mr yepes jieHb);

* JKHBbI€ BAKIMHBI MPOTUBOMOKA3AHBI AETAM,
MOJIy4aI0IMKUM KOPTHKOCTEPOUI-cOeperaiomue
HMMYHOCYNIPECCHBHbIE MPENAapaThl;

* ]ISl yMeHbIleHus pucka uHpUIUpoBaHus nerei
€ MOJABJIEHHBIM UMMYHUTETOM UMMYHU3UPOBATH
3/10POBBIX JIMII, MPOKUBAIOIIUX COBMECTHO C
Je€TbMH, KHUBbIMH BAKIIMHAMH, HO 00eCTeYHuTb
OTCYTCTBHE KOHTAKTA JIeTeii C BbIIeJIEHUSIMU MO~
YeBOii, MUILEBAPUTEJILHOM U IbIXATEIbHOI CUCTEM
BAKIMHUPOBAHHBIX JIMIl B TeueHue 3—6 Heaelb
nocJjie BAKIMHAIMH;

° NpPHM KOHTAKTE C BETPAHOI OCNOi HENPUBUTHIM
JEeTSM, MOJYYAIOIUM UIMMYHOCYTIPECCAHTDI, IPH
BO3MOKHOCTH HA3HAYATH MPOTUBOZOSter’ Hblii
HMMYHOIIO0YJIMH.

OBOCHOBAHUE

Hetu ¢ HeDPOTUYECKUM CUHAPOMOM MMEIOT
MOBBIILIEHHBI PUCK Pa3BUTUSI UHBA3UBHOTO TTHEB-
MOKOKKO3a [87] 1 MOJKHBI OBITh MMPUBUTHI TEINTaBa-
JICHTHOM KOHbIOrupoBaHHO# BakuuHou (7vPCV) u
23-BaJICHTHOM TMoJIMcaxapyuaHol BakinHoi (23vPPV)
B COOTBETCTBUU C JIOKAJIbHBIMU PEKOMEHAALIMSIMU A1
TEePBUYHONM M TTOBTOPHON MMMYHU3aLUMU. AeKBaT-
HOCTb OoTBeTa Ha BBeneHue 7vPCV BaklLIMHBI Y geTei
¢ HeppOTUYECKUM CUHIPOMOM He uzydeHa. Ceposo-
ruyeckuii oTBeT Ha BBeneHue 23vPPV He pasznuuancs
y JIeTeil ¢ aKTUBHBIM HE(DPOTUUYECKUM CHUHIPOMOM,
ITOJTYJaIONINX BBICOKME O3Bl MpeaHu3oHa (60 mMr/
M?2/CyTKM) TI0 CPaBHEHUIO C IEThbMU, TOJIYyYalOlIn-
MU HU3KHE J03bl MPEJHU30HA B aIbTEPHUPYIOLIEM
pexume [88]. ¥V OonbIIMHCTBA MAILIMEHTOB aHTUTENIA
MEePCUCTUPOBATI KAK MUHUMYM 36 MecsiieB [89]. detu
¢ CYHC u wieHbl ux ceMeil TOJKHBI TAKXKE €XKETOIHO
MOJIyyaTh BaKIIMHALIMIO POTUB TPUIIIIA.

Kuevie saxuunot

ZKuBbie Bak1IMHBI (ITPOTUB KOPU, SMTUAEMUYECKOTO
MapoTuTa, KpaCHYyX1, BETPSIHOW OCIIbI, pOTAaBUPYCA)
MPOTUBOIMOKA3aHbI IETSIM, HAXOASIIUMCS HA UMMY-
HOCYIIPECCUBHOM M/WJIM LUTOCTATUYECKON Teparuu
[90, 91], BakLIMHALIMSI JOJIKHA OBITH OTJIOXKEHA 10 TOTO
BPEMEHHU, KOT/Ia:

* J103a MpeaHu30Ha OyaeT MeHee 1 Mr/Kr/cyTku
(Hrxe 20 MT/CyTKM) UM MEHee 2 MT/KT B aJlb-
TEPHUPYIOLIEM pexxrume npuema (Huxe 40 mr/
CYTKU 4epe3 JIEHb);

* JIeYEHME [IUTOTOCTaTuKaMu (LuKiIodochamu,
XJI0pamMOy1I1IT) ITpeKpallieHo 0osiee ueM 3a 3 Me-
csla 10 UMMYHM3aII1U;

* Ipyrue MMMYHOCYIIPECCUBHBIC MpermapaThl
(KHMH, neBamuzon, MM ®) oTMEeHEHBI B CPOKI
oonee 1 mecsia.

310pOBBIC WICHBI CEMbHU IETCU ¢ HAapYLIICHHBIM

NMMYHUTETOM JIOJDKHBI OBITh BAKIIMHUPOBAHBI IIPOTUB

KOpH, 3MMUAEMUIECKOTO ITapOTUTa, KPACHYXH, BETPS -

HOI OCITBI, pOTaBUpYyca TS TIPEeIOTBpaIicHUS NHPU -

LIMPOBAHUS IETEH CO CHIDKEHHBIM UMMYHUTETOM [90].

ITpu 3TOM y ”MMYHOCKOMITPOMETUPOBAHHBIX JETCH

JTOJKEH OBITh MCKITIOUEH TTPSIMOI KOHTAKT C BAKIIMHU-

pOBaHHBIMU WIEHAMU CEMEN CPOKOM Ha 3—6 Helelb

BO M30exkaHue ObITOBOrO, BO3MAYIIHO-KAMNEeJIbHOIO U

SHTEPAJIBHOTO MYTHU 3apaxKCHMUSI.

Hmmynuzauusa npomue eempsnoil ocnot

BetpsiHas ocita MOXXET MMETh XXM3HEYTrpoXalolee
TeYeHUE y AeTel, TOTy4alolINX UMMYHOCYIIPECCUBHEIE
npenaparbl. UMMyHM3a11sI IIPOTUB BUPYCa BETPSIHOM
ocIibl 6e3omnacHa 1 3¢ ¢GeKTUBHA y AeTell ¢ HehpoTrye-
CKHM CUHIPOMOM, BKJII0YAsI Te€X, KTO IOJIy4aeT MaJjible
JIO3bI IIPEAHM30HA B aJIbTepHUpYIOIIeM pexume [12].

* Jletsim ¢ CHHC, He mosiyyarommnM UMMYHO-
CYMPECCUBHBIX MM IIUTOCTaTUYECKUX Tperna-
pPaTOB WJIY TTOTYYAIOIINM TOJIHKO MPETHU30H B
HEOOJBIIINX J03aX B aJITEPHUPYIOIIEM pexkuMe,
JTOJIKHA OBITH ITPeUIOXKeHA BAKITMHALIUS TIPOTUB
BETPSIHOI OCIIBI, €CJIM OHM paHee He repedoJie-
JIM BETPSIHOM OCTION MY He OBbLIIM UMMYHU3M-
poBansbl [90, 91].

* YneHaM ceMeil UMMYHOCKOMIIPOMETUPO-
BaHHBIX aeTeii ¢ CYHC, monyyaromux Tepa-
10 UMMYHOCYIIPECCUBHBIMM IIpernapaTaMu,
clieyeT MPeIoKUTh 00PAaTUTHCS K Bpayy Kak
MOYHO CKOpee, eCJIi TaKO peOEHOK MMeJT KOH-
TaKT C APYTUM PeOEHKOM C BETPSTHKOM WJIA CO
B3pocybIM ¢ Herpes Zoster, 4ToOBI peOEHOK CMOT
MTOJTYIUTh CIEIIN(PUISCKIIT UMMYHHOTJIOOYIMH
(ecnm 3TOT mpemapaTr AOCTYNEH) B TeUEHUE
72 yacoB ¢ MOMeHTa KoHTakTa [90].

* 3a00J1eBIIMM IMMYHOCKOMITPOMETUPOBAHHBIM
JIETSIM CJIeIyeT Ha3HaYaTh alIMKJIOBUP MJIU BaJia-
LIMKJIOBUP C MOMEHTA MOSIBJIEHUS CUMIITOMOB
BETPSIHKU.

PEKOMEHAALAU NO NPOBEAEHUIO
UCCJIEQOBAHUA

Heobxonumo niposeaenue PKU nis monydeHust
JIOTIOJIHUTEbHOI MH(hOPMAaIIUK:

* YCTaHOBJIEHUE CPaBHUTEIbHOMN 3(DHeKTUBHOCTU
AJKUJIUPYIOUIMX MpernapaToB, JeBaMuU30Ja,
MM® u KHU npu YP u C3 CHHC;

* YCTaHOBJICHWE COOTHOIIEHUS «PUCK/TIOb3a»
JIJIST IIMKJIOCTIOpUHA 1 Takposmmyca rpu YP u
C3 CYHHC;
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* YCTaHOBJICHUE JOITOJTHUTEIHHBIX IPEUMYIIECTB
M PUCKOB TIpY T00aBJIEHUH TTPeriapaToB MUKO-
¢enonoBoii kuciaotrel K KHUY npu C3 CHHC;

* YCTaHOBJIEHUE NOIOJHUTEIbHBIX IIPEeUMY-
LIECTB U PUCKOB IIpU Ha3HAYEHUU PUTYKCHU-

Maba B CPaBHEHMU C IPYTUMU IpenapaTtaMu
VI TIPY TO0ABJICHUHM €T0 K IPYTUM KOPTUKO-
cTepoua-coeperaromM npenapatam npu C3
CYHC.
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TVIABA 4. CTEPOUI-PE3UCTEHTHBIN HE®POTUYECKUN
CUHJIPOM VY JIETEN

BBEAEHMUE

B aToit raBe marorcs peKOMeHIAIUM IS AeTei ¢
He(POTUUECKUM CUHIPOMOM B Bo3pacTe oT 1 fo 18 fer,
HE IOCTUTIINX TOJHON PeMUCCUM He(PPOTUIECKOTO
CUHApOMa Ha (poHEe Tepanuy KOPTUKOCTECPOUIAAMMU,
T. ¢. mMmetommx CPHC. Conep:xanne 3Toit T71aBBI HE
otHocuTcd K aeTsiMm ¢ CPHC B Bo3pacte MmeHee 1 roma
n x getsm ¢ CPHC u rucroyiornyecKuMm n3MeHeHUSI -
MU, He yKIanbiBatolmucs B pamku BMU, Me3III'H
i OCI'C. ®duHaHCOBBIE TTOCIEACTBUS IIMPOKOTO
NpUMEHEHMS JaHHBIX PEKOMEHAAIUl pacCMOTPEHBI
B IJ1aBe 2.

4.1. Ouenka demeii c CPHC
4.1.1. Ml npeaaraeM NpoBOAUTH JieYeHHE KOPTUKO-
CTepoUJAaAMH KaK MUHMMYM 8 HeleJib, mpexe
4eM KOHCTATHPOBATh CTEPOUI-PE3UCTEHTHOCTD
(2D).
4.1.2. I nsa ouenku aereii ¢ CPHC tpebyercs (HeT cTe-
TIeHN):
* JMarHOCTHYECKash OMONCHUs MOYKM;
+ onenka ¢ynkuun noyek no CK® u pCK®D;
* KOJIMYECTBEHHAS OIleHKA 3KCKpPelHu OeJika.

NPEAMNOCDBIJIKA

CPHC B uenom, u ®CI'C B 0cobeHHOCTH, acco-
uuupoBaHa ¢ 50% puckom paszsutus TXITH B Teue-
HUe 5 JIeT OT MOMEHTa YCTaHOBKM JMarHosa, eciiu
y TAllMEHTOB HE ynaeTcsl JOCTUYb YaCTUYHON WU
noJjiHo# pemuccuu [86]. Ilepcuctupyroiiunii Heppo-
TUYECKUIN CUHIPOM acCOLMUPOBAH C YXyALIEHUEM
KayecTBa XU3HU, TPOMOOIMOOTNYECKUMU OCIOX-
HEHUSIMU, TUTIEPTEH3UEH, ICPUTOHUTAMU U APYTUMK
WHOEKIUIMU, TEPCUCTUPYIONIEH TUCIUTTUAEMUEH
u cMmepThio [92—95]. [leTn, y KOTOpPBIX pa3Buiiach
TXITH, xapakTepu3yoTcsi CHUXKEHUEM OXUIaeMO
MNPOOOIKUTEIBHOCTU XU3HU — B cpeaHeM 19 et
mnocJje Havala auains3a U okoJjio 40 jieT mocjie TpaHc-
IUIAHTALIMY TTOYKH [96].

COBOKYMHOCTb MPOIOKAOIINXCS OCTOXHEHU I
3a00s1eBaHMsl JOJXKHA ObITh COOTHECEHA C TIOTEHIIH -
JIbHON TOKCUYHOCTBI0, aCCOIIMMPOBAHHOM C TPUEMOM
KOPTUKOCTEPOUIOB U APYTUX UMMYHOCYITPECCUBHBIX
npenaparoB. DT BOMPOCHI OCBELIEHbI B IJIaBe 3 —
CUYHC, n B r1aBe 1 — BBenenne.

[ToreHumanbHBIE TPEeNMYIIECTBA TEPATTUUA BKITIO-
YalT M3JIeyeHue 3a00JieBaHUsI, KOHTPOJIMPOBAHNUE
He(POTUUYECKOTO CUHAPOMA U/UJTU 3aMeJJIeHUE TIPO-
rpeccupoBaHusi B HampasiaeHuu TXITH.

OBOCHOBAHME

* Benenue neteit ¢c CPHC TpebyeT nmoarsepkiae-
HUSI PE3UCTEHTHOCTU K KOPTUKOCTEPOUIAM U
OOBIYHO OTpenesisieTcs KaK OTCYTCTBHE OTBETa
Ha TIpUMEHEeHWe MPEeIHN30JI0Ha WIN TIPEeIHN-
30HA B T€YEHNE KaK MUHUMYM 8 Hellelb.

*  buoricus moyku HeoOXoaMa JIJTs UCKITIOUECHUS
BTOPUYHBIX IIPUINH HE(PPOTUISCKOTO CUHIIPO-
Ma 1 OIIeHKH! CTEITeH! BBIPAasKEHHOCTU MHTEP-
CTUILIMAJILHOTO U IJIOMEpYJISIpHOro (hrbdpo3a.

»  CocrogHure (PyHKIINHM MOYEK, OIICHUBAaecMOe 110
pCK® B MOMEHT BOBHUKHOBEHMS HE(DPOTUYE-
CKOTO CMHIIpOMa, 1 ¢¢ HapylIeHNE C TCUCHUEM
BPEMEHEM acCOLMMPOBAHBI C OTIAJ€HHbBIM
PUCKOM Pa3BUTHS IIOYECYHOI HEIOCTATOYHOCTH.

+  KonmuecTBeHHas OlleHKA IIPOTEUHYPUH UMECT
peliarolee 3HaueHNe, TOCKOJIbKY 00ecrieunBa-
€T BO3MOXXHOCTb CPaBHEHMS ITPH OLICHKE OTBETA
Ha IaJIbHeiIIee JIedeHHeE.

Pesucmenmnocmo xk cmepoudam

MuHuUMaTbHBIE TPEOOBAHUS K Harpy3ke KOpTHU-
KOCTEpOUJaMU JIsl YCTAHOBJIEHUSI PE3UCTEHTHOCTU
ocTaloTcs HesiICHBIMU. BapuabebHOCTh onpeneeHni
CPHC co3naer TpyaHOCTU TIPU CPaBHEHUU PE3YJib-
TaTOB KJIMHWYECKUX MccienoBaHuii. Ha ocHoBanum
ISKDS y 95% nereit c CHHC npotenHypust TMKBUIA-
pyeTcs mocie 4 Hefe b JIeYeHUST KOPTUKOCTePOUIaMu
exemnHeBHO, 1 'y 100% — mocie TOMOJHUTETbHOMN
3-HeJeIbHOU Tepanuy B aJlbTEPHUPYIOIIEM PeXUMe
[27]. TTo naHHBIM TTOCIEMYIOIINX UCCIeIOBaHMI, KO-
JINYECTBO PEMUCCUI YBETUUNBAETCS MTPU JJTUTETBHOM
MPUMEHEHUU MAJTbIX 103 TTPeTHU30HA (B KOHTPOJIbHBIX
BeTBsiXx PKI) 1 mpu ncnoib30BaHMM BBICOKHMX 103 KOP-
TUKOCTEPOUJIOB B/B WM BHYTPb (B HAOJIIOAATETbHBIX
uccienosanusix) [97, 98]. o KoH1a He sSICHO, SIBJISIETCS
JIN TaKOM TIO3MHUI OTBET CJIEACTBUEM ITPOIJICHHOTO
BO3/ICHCTBUSI KOPTUKOCTEPOUIOB, WU OTAAICHHBIM
ahdeKTOM MpealecTBYIOUIEH Tepanun, Uin yKia-
IIBIBAE€TCS B paMKM €CTeCTBEHHOTO TeUeHUs 3aboiie-
BaHWsI. B CBSI3M ¢ 9TUM MBI PEIIUIN UCIOJIb30BATh
OJIHO U3 HanboJiee pacTipOCTPaHEHHBIX OIpeIe/IeHU I
PE3UCTEHTHOCTH, a UMEHHO TTpMMEHEHNE TTPETHN30Ha
KaK MUHUMYM B TeYEHUE § HENEb, U3 HUX B TEUCHUE
4 Henesb B 103€ 2 MT/KT/CyTKU Wi 60 Mr/m2/cyTKu,
M 3aTeM B TeueHue 4 Hemenab B mo3e 1,5 Mr/Kr unu
40 mr/m? B ansrepHUpylomiem pexxume [99]. Koncra-
TUPOBAHHAS HA 3TOM BTalle CTEPOUI-PE3UCTEHTHOCTh
JTUKTYeT HEOOXOIMMOCTD BBITIOTHEHUSI OMOTICUM TTOY-
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KU JJis oTipesiesieHust MOphOoJI0TUUECKOTO BapuaHTa
noBpexaeHus. JleueHue crepouiaMu MOXET ObITh
MPOMIOJIKEHO JOTMOJHUTEIBHO B TeueHUe 4 Hellellb
(cymMmapHo 1o 12 Henellb), IoKa OXXMIAITCS PE3yJib-
TaThl MOP(OJOTUUECKOTO UCCACTOBAHMUS.

buoncusa nouxu

Hnst ouenku CPHC pekoMeHayeTcst BbITIOJIHEHUE
ouoncuu nouku. MccnenosaHue OMorTaTa, BKJIIO4alo-
1LIe€ CBETOBYIO MUKPOCKOITHUIO, UMMYHOMII0OpECLICH-
LIMIO U BJIEKTPOHHYIO MUKPOCKOIINIO, MOXKET BbISIBUTh
W3MEHEHUsI, O0YCIOBIUBAIOIINE KITUHUYECKUE TTPOSIB-
JIeHUs1 He()pOTUYECKOro CuHApoMa, Harpumep UT'-A-
Hedpomnaruio (MTAH) wim BH. ansHeiimnas TakTika
JICYEHUsI OTIPENeIIsIeTCs] OCHOBHBIM IMarHO30M (CM.
rmaBel 10 1 12 mnst UTAH 1 BH cootBeTcTBeHHO). Kpo-
Me€ TOTO, MOTYT OBITh BBISIBJICHBI MOP(OJIOTMUECKIE 13-
meHeHust, coorBercTBytoe ®CI'C, win, HecMOTpst
Ha cTepoua-pe3nucTeHTHOoCcTh, BMU. B rmaBse 2 66110
OTMEUEHO, YTO HeobxomuMo Hanmmuue 20 KIyOOuKOB
B OvonTaTe, YTOObI C YBEPEHHOCThIO UCKJIIOUUTH T10-
BpEXICHUS, KOTOPhIE MUMEIOTCS JIUILD B 5% KITyOOUYKOB;
cJIeIOBAaTEIbHO, CYLIECTBYET BEPOSATHOCTD «IIPO-
nyctnTh» @CI'C BoO MHOTMX pYTUHHBIX OMOIITaTaX,
cogepxamux MeHee 20 Ki1y0ooukoB. buoricus mouku
JaeT TakkKe MHGOPMAaIINIO, KacalolIylocs CTETICHU BbI-
Paxk€eHHOCTU MHTEPCTUIIMATBLHOIO U IJIOMEPYJISIPHOTO
(bubpo3a, KoTopast MoJLKHA OBITH UCIIOJb30BaHa TIpU
oneHke rporuo3ay nereit c CPHC. PesynbraTs! Onomn-
CHM TAaKXKe YaCTO UCTIONB3YIOTCS ISl OObSICHEHUSI TMa-
LIMEHTY M €TO POJACTBEHHUKAM, IIOYeMY HEe JOCTUTHYT
OTBET Ha Teparuio U MovyemMy olleHKa MPOTHO3a MocJie
OMOIICUY OTJIMYACTCS OT [EPBOHAYATIbHOM.

Jlabopamopnas ouenxa

DyHKIIMS TTOYEK T0JIKHA ObITh OlLIEeHEHA B MOMEHT
ycranoBku nuarHo3a CPHC mng ompenenennst mpo-
rHO3a U OLIEHKM OTBeTa Ha TOCJeAYIOIYy0 Teparnuio.
HecMmotpst Ha HeTouHOocTH onpenenenuns pCK® mpu
HaJIMYMU He(POTUUECKOTO CUHAPOMA, (DYHKIIMS TTOUEK
Ha MOMEHT YCTaHOBKM IMarHO3a SIBJISIETCS TTPETUKTO-
POM OTIAJIEHHOTO pUCKa pa3BUTHS MTOYEYHON Helo-
craTouyHoCTH. [IpoTenHypus 1oKHA OBITH M3MEpPeHa
C UCTTIOJIb30BAHUEM COOTHOIICHUS «0e/I0K/KpeaTUHUH
moun» (0B/K), uTo mo3BomsieT oneHuBaTh 3 hEeKT
MoCJeayIolIel Tepanuy Kak YaCTUYHYIO WY TIOJHYIO
PEeMUCCHIO MM KaK OTCYTCTBHE pemuccuu (Taoi. 1,
rnaBa 3) [86, 100—103]. IMokazatens ob/K creayer
OTpEe/ISITh B TIEPBOM YTPEHHEH MOPLUMU MOYM IS
WCKJTIOYEHUSI TIOTPEITHOCTE |, CBSI3aHHBIX C OPTOCTATH -
yeckuM adextoMm [ 104]. MU3mepenne 6enka B 24-9aco-
BOI MOPLMK MOYU TaKKe MOXKET ObITh UCTIOJb30BaHO,
HO TaHHBIN METOM HE TIOIXOANT TSI MAJICHbKUX IETEH,
elie He MpUyYeHHBIX K ropIiKy. HaGmoaaTeabHbIe uc-

caenoBanus y manueHToB ¢ @CI'C neMOHCTPUPYIOT
90%-Hy10 5-JIETHIOIO TTOYEYHYIO BHIXKMBAEMOCTD Y T1a-
LIMEHTOB, TOCTUTIINX TTOJTHOM PEMUCCHUU TTOCIIC MOHO-
Teparnuu Wid KOMOMHUpOBaHHOM Tepanuu [86, 103].
YactuuHas pemuccusi acconmupoBaHa ¢ 80%-Hoii
5-JIeTHEel MOYEeUYHOM BBDKMBAEMOCTBIO Y B3POCIBIX,
OIHAKO aHAJIOTMYHBIX JaHHBIX, KACAIOIINXCS ACTCH,
HeT [103]. OTcyTcTBUE PEMUCCUU SIBASIETCS MTPEANKTO-
poM npuban3uTeabHo 50%-Hoi 5-1eTHel oYeuHOiM
BbIKMBaeMocTH [86, 100, 103].

VY nanuenroB ¢ CPHC u ®CI'C uneHTHOULIMPO-
BaHO MHOXECTBO T€HETUYECKMX MyTallii. Y meTeit ¢
CPHC crapire 1 roma MyTamyiy ogoIHA BEISTBIISITUCH
B 0—30% ciyuaeB. 3HauuTebHAsT BApUaOEIbHOCTD
B pacnpocTpaHeHHOocTH CPHC-accoummpoBaHHBIX
MYTalUUN WJUTIOCTPUPYETCH OTCYTCTBUEM MYTalUM
nogouuHa B Kkoropte u3 18 mereit ¢ ®CI'C adpo-
aMepPUKAHCKOIO MPOUCXOXIEHUSI U BbISIBIEHUEM
MyTaLuil mogouuHa B 28% ciydaeB B €BpPOIEICKOI
KoropTe u3 25 aereil. DTU JaHHbIE ONMYyOJIMKOBAHbI
OIHOW M TOM Xe Ipymmoil uccienosareiein [106].
PyTuHHOE MccnenoBaHne TeHETUIECKMX MyTallnii He
paccMaTpuBaeTcsl Kak HeoOXOAMMOe B HACTOSIIINX
Pexomenpanumsx n3-3a orpaHUYeHHON TOCTYITHOCTH
TeHeTUIECKNX MCCIeIOBAHUI, M3-3a NX BBICOKOM
CTOMMOCTH, HMU3KOIM pacIIpOCTPaHEHHOCTH MYTaIWii
B HEKOTOPBIX TOIYJISIUIX, a TAKXKE M3-3a HEAOCTaT-
Ka CUCTEMATUUYECKUX UCCIEIOBAHUN, KACAIOIINXCS
OTBETa Ha JeUeHHE U MPOTrHO3a MPU KOHKPETHBIX
FeHEeTUYECKUX MTOIMMOP(U3Max.

4.2. Pexomenoauyuu no aevenuro CPHC
4.2.1. Mpl peKOMeH/IyeM MCI0JIb30BATb HHTHOUTOPBI
kaubuuHeBpuHa (KHU) B KauecTBe HHUIMAID-
Hoii Tepanmuu y aereit ¢ CPHC (1B).
4.2.1.1. MpbI npeaiaraemM npoBOJUTh TEPANMUIO
KHMU B TeyeHre Kak MUHMMYM 6 MecsinieB
U MPEKPALIaTh ee, eCJIU K ITOMY BpeMeHH
He JOCTHTHYTA YACTHYHAS WJIM NOJHAS
pemuccus npoteunypuu (2C).
4.2.1.2. Mbpl npenjiaraeM npoao/KHTh TEPANHUIO
KHMU B Teuenne Kak MuHUMYM 12 mMecs-
1eB, €CJiM yepe3 6 MecsueB TOCTUTHYTA
x0T 0bl yacTuuHas pemuccus (2C).
4.2.1.3. Mbl npenjaraeM KOMOMHHPOBATH Tepa-
MIHI0 MAJIBIMH JI03aMHU KOPTHKOCTEPOH/IOB
¢ repanueiit KHU (2D).
4.2.2. Ml peKOMeHAyeM MPOBOAUTD JiedeHne HAIID
uiu BPA neram ¢ CPHC (1B).
4.2.3.Y nereii, He TOCTUTTINX PEMHCCHH HA TePANMH
KHMU:
4.2.3.1. Mp»l npeaiaraeMm MUKO(eHoJIaTA MO-
tetun (2D), BbicOKHE 103bI KOPTHKO-
crepouos (2D) uin KOMOMHALIMIO 3THX
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npenaparos (2D)y nereii, He ToCTUTIINX
MOJIHOM MJIM YACTHYHON PeMUCCHM HA
KHM! u kopTHUKOCTEpOMAAX.
Mbl npenjiaraeM He HA3HAYATh IHKJIO-
thochamvun nersm ¢ CPHC (2B).
4.2.4.Y nanueHToB ¢ penuauBoM HeGpoTHIECKOTO
CHHIPOMA TOCJIe TOCTHKEHHS MOJHOH PeMUCCHH
MBI IpeJ1IaraeM BO30OHOBUTb TEPATMIO C HCIIOJTb-
30BaHUEM OHOI U3 ciaemyonmx cxem (2C):
* KOPTHKOCTEpOubl BHYTPb (2D);
* BEPHYTbCH K TOMY HMMYHOCYNIPECCHBHOMY TIpe-
napary, KoTopslii paHee 0b11 3(hekTuBeH (2D);
* HCNOJIb30BATh AJITEPHATUBHBIN UMMYHOCYTIpEC-
CHBHBIi TIPenapar Jisi yMEeHbIIEeHUsI KyMYJIsITHB-
HOIi ToKcmyHOCTH (2D).

4.2.3.2.

NPEAMNOCDBIJIKA

Puck pa3BuTus nmo4e4yHoOU HETOCTATOYHOCTU Y
MAIEHTOB C MEePCUCTUPYIOIMIUM HE(PPOTUIESCKUM
CHMHIPOMOM JIaeT OCHOBAaHMS IS MCIIOJIb30BaAHMUS
aJbTePHATUBHBIX METOHOB JICUCHMSI, €CJTU yCTAHOBJIEHA
CTEPOUI-PE3UCTEHTHOCTbD.

M uukinocmopuH, U KOPTUKOCTEPOUIBI B J10-
MOJHEHNWE K X UMMYHOMOIY/IMPYIOIIMM CBOMCTBAM
OKa3bIBAIOT MPSIMOE BO3/IEMCTBUE HA LIMTOCKEJIET M0~
moruta [107], Takmm 00pa3oM, 3T IperrapaTbl MOTYT
OKa3bIBaTh OJIATONIPUSITHOE BIMSHUE Ha TCUCHUE He-
(bpoTryeckoro cuHAPOMa, 00YCIOBICHHOE HECKOJIb-
KUMU MeXaHU3MaMM JEeUCTBUSI.

OBOCHOBAHME

+ HNmeetcsa CpE€aHsAA CTEIICHDb JOKAa3aTCJIbHOCTH,
YTO LHUKJIOCIIOPMWH BbI3BIBACT IMOJHYIO MU

YACTUIHYIO PEMUCCHUIO Y OOJIBIIMHCTBA IeTeit
¢ CPHC.

* HwmeeTcsa HU3KaAs CTEIEHb HOKA3aTeJIbHOCTH,
YTO TAKPOJIMMYC OKa3bIBaeT CXOJHOE BO3IEii-
CTBHE Ha MPOTEMHYPUIO U MOXKET YJIyUYIIUTh
MMPUBEPKEHHOCTB K JICYUSHUIO BCJICICTBIE CHU -
JKeHUSI pUCKaA TUIEPTPUX03a U TUIIePIUIa3uK
JIECEH MO CPABHEHMIO C [IUKIOCTIOPUHOM.

* HMMeercs cpemHsisl CTEIEHb J0KA3aTeJIbHOCTH,
YTO JIedeHHe OJI0KaTOpaMM peHUH-aHTUOTEH-
3uHoBOI cuctembl (PAC) accoumnpoBaHO CO
CHIKEHHUEM IIPOTEUHYPHMN.

* Puck pa3BuTHsI TOYEYHOM HEIOCTATOYHOCTHU
3HAYUTEIbHO BHIIIE Y MMAIlMEHTOB, HE TOCTUT-
IIUX YaCTUYHON WM IMOJHOM PEMUCCHUU Ha
¢doHe m1000ii MOHO- MM KOMOMHUPOBAHHOM
Teparuu.

Tepanua KHH

Hcnonb3oBanue HukiaocnoprHa B aeueHuu CPHC
Hambosee mupoko usydyeHo. B 3 PKUM, B koTopsIx
MIPUHSUIH ydacTre 49 maueHToB, 26 MoTydaiu KO-
CropuH U 23 — m1ane60 MM KOHTPOJIBHYIO Teparuio
[108—110] (Tabn. 5), u NpuMeHeHUEe LIUKIOCIOpUHA
MPUBEJIO K Pa3BUTHUIO MOJTHON pemuccuu B 31% ciy-
YyaeB M YaCTUYHOM pemuccuu B 38% ciiyuaeB B Tede-
HUe 6 MecsieB JedeHust. KyMyasaTUBHOE KOJIMYECTBO
pemuccuii — 69% — okazajaoch 3HaAYUTETbHO JIydllle,
yeMm 0—16% pemuccuit B KOHTPOJTBHBIX TPYITIIaX STHX
PaHIOMM3UPOBAHHBIX MCCIeAoBaHUI. B enMmHUYHOM
PKU ¢ ygactuem 138 mereil M B3pOCTBIX CpaBHUBA-
JIM HUKJIocnopuH (n = 72) ¢ MM® B KoMOMHaLIUK
C BBICOKOI 10301 JAeKcameTa3oHa BHYTpb (n = 66).
Huknocniopun obecrnieum 19,4% MoHBIX peMUCCUI
u 26,4% 4aCTUYHBIX PEMUCCHIA B TeueHue 12 Mecs1ieB

Ta6nuua 5. UccneposaHna KHU npn CPHC

OnutenbHocTe  Pemuccus: 0 ,
THOCUTENbHBINA
AsTop n Mpenapat Kontponb neyexus nonHas unu 3aknioyenue
pUCK peMUCCHU
(mec.) 4acTUYHas

Lieberman, 24 Uuknocnopun [naue6o 6 12 (100%) 5,48 Pemunccus
1996 [109] vs 2 (17%) (1,95-15,44)  Uc > nnaue6o
Ponticelli, 172 Uuknocnopun  Cumntomaru- 126 6 (60%) 9,45 Pemunccus
1993 [110] yeckan Tepanus vs 0 (0%) (0,62-1,51)  Llc > koHTpons
Garin, 8 LUwuknocnopuH Hert 2 0 (0%) 0 HeT 3HaY1MbIX
1988 [108] vs 0 (0%) (0,0-0,0) pasnnynii
Choudhry, 41 Takponumyc+  LluknocnopuH + 12 18 (86%) 1,14 HeT 3Ha4uMbIX
2009 [113] npeaHU30H M3 vs 15 (75%) (0,84-1,55)  pasnuymit
Gipson, 138 Uwuknocnopud  MMO® + gekcame- 12 33 (45,8%) 1,35 HeT 3HaY1MbIX
2011 [111] Ta30H Vs 22 (33%) (0,90-2,10)  pasnuynit

KHW — nHruéutops! KansbunHespuHa, CPHC — cTepouA-pe3nCTeHTHbIA HePOTUYECKUIA CUHAPOM.

a[letn.

°LLlecTb MecsiLieB MOMHOIA A03bI C NOCNEeLYIOLLNM CHIDKEHMEM HA 25% Kax[ble 2 MecsiLia.
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neuenus [111]. ITo pe3ynbsratam cepuii HAOTIOOCHMIA,
MOJIHbIE ¥ YaCTUYHbIC PEMUCCUN MEHEe YacCThl IIpU
He(PPOTUIECKOM CUHIPOME, aCCOIIMMPOBAHHOM C
MYyTaLMSIMU TToHoIMHA. TeM He MeHee ObLIO IT0Ka3aHo,
YTO PEMUCCUN MOTYT Pa3BUBATHCS, TOITOMY MPEAIIO-
Jaraetcs, yto npooHas tepanuss KHU moxeTr nHmy-
LIMPOBATh MO MEHBIIEH MEpPe YaCTUUHYIO PEMUCCUIO
Jlaxe y 9TUX rmauueHToB [112].

Takpoaumyc CpaBHUBAJIU C LUKIOCTOPUHOM
B OJTHOM MCCJIeIOoBaHMU ¢ yyacTueM 41 GoJabHOrO.
WccnenoBanue He BBISIBUJIO 3HAYUMBIX Pa3IUuUil B
BO3/ICIICTBUM Ha IIPOTeUHYpUI0. B maHHOM Mccieno-
BaHUM 4acCTOTa HE(POTOKCUYHOCTH, apTePUATbHON
TUIIEPTOHUM 1 caXxapHOro nuabeTa He pasinyajiach
MEXXIy LIUKJIOCTIOPUHOM U TaKpoiuMycoM. Paznuuue
MEXIy 3TUMM IIperapaTaMy ObLIO BBISIBJICHO JIUIIb
B OTHOIIEHUU TaKUX MOOOYHBIX 3((PEKTOB, KaK ya-
cTorta Tuneptpuxosa (95% mo cpasHenuto 0%, p <
0,001) u runeprutazum neceH (60% 1o cpaBHEHUIO
5%, p < 0,001) mast UMKIOCITOPMHA U TaKPOJUMYcCa
COOTBETCTBEHHO, 3TU PA3INUYUsI MOTYT CYIIIECTBEHHO
MOBJIMSITH Ha COOJTIOACHKME OOJIbHBIMM PEKOMEH 1Al A
T10 JICYEHUIO.

OnTtumanbHag AauTedbHOCTh Tepanuu KHU
HeusBecTHa. B onyonukoBanusix PKU y nereit uc-
MOJIb30BAIUCh 6- U 12-MeCAUHbIE KyPChl JIEUCHMUSI.
CHUXXeHre TTPOTEMHYPUHN ObLIO TOKYMEHTHPOBAHO
B cpoku 4,4 + 1,8 Henenu [109], ¢ MeauaHoii 10 10-
CTMKEHUS TIOJIHOM MJIM YaCTUYHOU peMmuccuu 8 u 12
Heneab cooTBeTcTBeHHO [113]. TTocne npekpaiieHust
6- 1 12-MeCa4YHOro jeYyeHusl peluauBbl ObLIU 10-
KyMeHTUpoBaHbl y 70% mnauueHTOB, OTBETUBILNX Ha
tepanuio KHU. YBennueHne cpokoB JieueHUs CBEPX
12 MecsiLeB Uik IpeaoTBpaIleHUST PELIUINBOB SIBJISI-
€TCs1 OOBIYHOM MPAKTUKOW, OTHAKO BJIUSIHUE TAKOTO
MOJX0/1a Ha PUCK PELIUIMBOB, OTIAJEHHOE COCTOSIHUE
(byHK1IMM TTOYEK U PUCK HE(DPOTOKCUUHOCTHU HE yCTa-
HOBJIECHO. MOHUTOPUHT KOHIIEHTPAILIMY IIpernapaToB
HCTOJIb3YeTCsI JOCTATOYHO IITMPOKO, HO ONTUMAJIbHBIE
ypoBHU 111 CPHC HeusBeCTHHI.

Hert maHHBIX, CpaBHUBAIOIIUX IIMKIOCTIOPUH B
BUIE MOHOTEpAIUU C KOMOMHALIMEN [UKIOCHOpUHA
M HU3KUX 103 npeaHuzoHa. CrenoBareabHO, He-
obxonumocTth npuMeHeHuss KC B gomoiHeHue K
KHW npu CPHC He ycranosieHa. Manbie 1o3sl KC
PEKOMEHIOBaHBI 3/1eCh B COOTBETCTBUU C PEXXMMaMMU,
MPUMEHSBIIMUMUCS B OONBIIMHCTBE KIMHUYECKUX
HucciaenoBaHuii. PeKoMeHayeTcs OoCTeeHHOe CHU-
JKeHUE 03Bl 0 HAMMEHBILIETO YPOBHSI, CTIOCOOHOTO
MOIeP>KBATh PEMHUCCHUIO.

BnusiHye mopouuT-noBpexXaatonnX reHeTUIECKUX
MOJIMMOP(GU3MOB Ha Pe3y/IbTaThl UMMYHOMOLYJIUPYIO-
1Iel Teparnuu OLEHEHO B MaJibIX KOTOPTHBIX UCCIIe-
JIOBAaHUSX Y OOJIbHBIX TEHETUYECKN 00YCIOBICHHBIM
CPHC, c uacroroii orBeTa Ha Tepanuio oT 7 10 80% B

Ppa3IMYHbBIX KOropTaX (KOJIM4eCTBO O0JIbHBIX B KOTOPTE
Kosebanoch or 4 u 34 marmenros) [112]. PKH, mocss-
LLIEHHBIE OLICHKE BAUAHUA Jexalux B ocHoe CPHC
TeHETUUECKUX MyTalL1ii, He TTPOBOANINCH.

baoxamopot PAC

Jnst cHuxenust nipotrennypuu nipu CPHC B go-
nojaHeHue K Tepanuu KHW pexoMmennyroTcst 610Ka-
Topsl PAC. B 2 PKU 06b110 MOKa3aHO yMeHbIIEHUE
MPOTEUHYPUM TIpU UcTionb3oBaHuU UATI® — sHa-
sanpwia [115] u dosunonpuia [116]. HaGmonanocs
JI0303aBUCUMOE CHUXKEHUE TpoTeuHypun: 33%-Hoe
YMEHbIIIEHUE MMPOTEUHYPUU TIPU 103 dHaalpuiia
0,2 Mr/KT, 1 52%-HOe yMeHbIlIeHUEe POTEUHYPUU TIPU
no3e sHananpuna 0,6 mr/kr [115].

DNUAEMUOJOTUYECKNE TaHHbIE PETPOCTIEKTUB-
HBIX KOTOPTHBIX UCCIIEAOBAHUIA Y B3POCIIBIX U AETEH C
DOCI'C[99, 103] mokazanu, YTO pUCK Pa3BUTHSI ITOUEU-
HOI1 HeA0CTATOYHOCTY 3HAYMTEILHO BhILIE Y ITallUeH-
TOB, HE IOCTUTTINAX YACTUYHOU WJIW MTOJTHOM PEMUCCUU
npoTenHypun. MIMeroTcst TOJIbKO 2 OnyOJIMKOBAaHHBIX
PKMH, xoTtopsbie noka3biBaoT 3(h(heKTUBHOCTH KOMOU-
Haluu nukiaocnopuHa u 6jgokaropos PAC mpu CPHC.

AJIbTEPHATUBHbIE KHU METOAbI
JIEMEHUSA

Bbicokue 003vt kopmurxocmepoudos. imeetcst Hu3-
Kasl CTeTNeHb J0Ka3aTeTbHOCTH, UTO O0JIee ITUTEeIbHbIC
KYPChI KOPTUKOCTEPOUIOB BHYTPh WIK B/B, Ha3Ha4Yae-
MbI€ TIOCJIe TPAAUIIMOHHBIX MHUIIUNAJTBHBIX PEXMMOB
KCIIOJIb30BaHUSI CTEPOMIOB, MOIYT YBEJIUYUTh BEPO-
SITHOCTb pemuccuu. B omHOM mccaenoBaHUM IE€TH C
CPHC, onpenensieMbIM Ha OCHOBAaHUU PE3UCTEHT-
HOCTH K 4 HelleJIsIM €KeTHEBHOM Teparnuu 1 4 HeleasiM
aJIETEPHUPYIOLIEro IpueMa IpeaHU30Ha, MOJIydaln
6 103 KOPTUKOCTEPOUIOB B/B (METWIIIPEIHU30JOH
WIK AeKcaMeTa30H) B KOMOMHALIMU C IIPEIHU30HOM
BHYTpb. HemocpencrBeHHbIN 2(D(DEKT OlIEeHUBAIN K
KOHIIY 2 HeJleJIb JIeYeHHsI B JaHHOM pexkuMe. KayecTBo
WCCIIeIOBaHMST 0Ka3aJ0Ch HU3KUM, TaK KaK TOJIBKO
MEHBLIMHCTBO PaHIOMU3UPOBAHBIX K METHIIIIPEIHM -
30JIOHY OOJIbHBIX JEHMCTBUTENIBHO TMOJydadu TaHHbBIN
npenapat. OcTajbHble HALMEHTHI ITOIyYaid JeYeHUe
nekcaMeTazoHoM. M3 81 mauueHTa, IMojydyaBIIero
JIeueHue, pe3ysibTaThl ObLTU olleHeHbl y 78. Tlynbe-
Tepanus KOpTUKOCTepouaaMu MHayrupoBana 34%
MOJIHBIX peMuccuii U 13% 4yacTUYHBIX PEMUCCUIA,
3HAYMMBIX Pa3IMYM MEXXIY rpynIiaMyi METUITPETHM -
30JI0HA U JeKcaMeTa3oHa He HaiaeHo [117]. YacTora
peMuccuil Ha hOHE MaibIX 103 KOPTUKOCTEPOUIOB B
HEOOJIBIIINX PAHIOMU3UPOBAHBIX UCCIECIOBAHUSIX Y
0obHBIX ¢ CPHC nmokasana B TadiuLie 6 1 JaeT OCHO-
BaHUs 3aKJII0YUTh, 4TO OoJiee 53% GonbHbIx ¢ CPHC
JIOCTUTAIOT PEMUCCUU Ha (DOHE MPOIJICHHON CTEPO-
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Tabnuua 6. PeMuccum B KOHTPOJIbHBIX FPyNNax, Ie4eHHbIX KOPTUKOCTEpouaamm,
B PaHAOMU3UPOBaHHbIX nccnegosaHusx CPHC

Wccneposanue Neyenne Pemuccum KOHM‘IBGTIEO Beero otBeT (%)
pemuccuit 60NbHbIX
ISKDC, 1974 [97] MpelHn3oH MonHas 6 13 46,2
Tarhish, 1996 [98] MpesHW30H lonHas uan YacTuyHas 12 21 57,1
OTBET Ha NPeaHN30H [MonHas unu vacTuyHas 18 34 52,9
Liberman, 1996 [109] Mnaue6o Hactnynas 2 12 16,7
Ponticelli, 1993 [110] bes ctepongos  [lofiHas unm yactnyHas 0 7 0
Garin, 1988 [108] lnaue6o lMonHas 0 4 0
HeT oTBETa Ha NPeAHN30H MonHas nnu vyactTn4Has 2 23 8,7

ISKDC - MexgyHapofHoe uccrnefoBanne 6onesHeit noyek y fete (International Study of Kidney Disease in Children).

UIHOM Tepamuu; U Tobko 0—17% (B cpeaHem 8%)
JIOCTUTAIOT peMUCCHM 0€3 JOMOJHUTEIbHOM TepaIiu.
MM®. meetcs b ogHo PKU, onieHnBaroree
s dektuBHOCT MM® B KOMOMHALIMU C AeKCaMe-
Ta30HOM BHYTPb I10 CPAaBHEHMIO C IIUKJIOCTIOPUHOM.
[MatmenTsl, monyvyasirie MM @, TOCTUIIIM CyMMapHO
MOJTHOM MJTM YaCTUYHOM peMuccuu B 33% citydaeB npu
JUINTEBHOCTHU JeueHus 12 Mecsues. MccinenoBaHue
HE BBISIBUJIO 3HAYMMBIX Pa3IMvii MEXIy TpyIaMu
sedyenus (tads. 5) [111]. CxonHbiM 06pa3oM Habt01a-
TeJIbHBIE UCCIIe0oBaHMs, BKiItouaBiue aereii c CPHC,
JeyeHHbIXx MM® B TeueHre KaK MUHUMYM 6 MECSILIEB,
MPOAEMOHCTPHUPOBAJIN YACTOTY ITOJTHBIX PEMHUCCHUIA OT
23 10 62%, yacTU4YHbBIX peMuccuii — ot 25 10 37% u
OTCYTCTBUE pemuccuu — ot 8 10 40% [116, 118].
Iumocmamuueckue npenapamot. imeetcsi cpenHsist
CTEIIeHb J10Ka3aTeIbHOCTH, MO3BOJISTIONIAs T10JIaraTh,
YTO LUTOCTATUYECKHUE IIpeliapaThl He CJIEAYeT MC-
nonb3oBath y mereit ¢ CPHC. OcHoBaHMeM ciryKaT
JIBa PaHIOMM3UPOBAHHBIX KOHTPOJIMPYEMBIX KCCIIEI0-
BaHMS, KOTOPBIE TTOKA3aJIM OTCYTCTBUE IPEUMYILIECTB
MpU IIPUMEHEHUU 3TUX IIPerapaToB B KOMOMHALIMU
C IIPEIHM30HOM IO CPaBHEHMIO C MOHOTepaIuei
npeaHu3oHoM. [loka3aTesbCTBa UMEIOT CpeHee Ka-
YECTBO M3-3a HEOOJIBIIOT0 pa3Mepa BEIOOPKH (TabJI. 7)
[97, 98]. B uccnenosanuu ISKDS nokaszaHo, 4To He
OBLIO 3HAYMMBIX Pa3IUYMi B JOCTVKCHMU ITOJHOM

peMHUCCUU MPU Tepanuu HukKiodbochamMugaoM ¢ Kop-
TUKOCTEPOUJIAMHU T10 CPABHEHUIO C MOHOTEpaIuei
KopTukoctepouamu. [ToHOI peMUCcCUU TOCTUTIN
10/18 B rpyrme KoMOMHUPOBaHHOM U 6/13 B rpyrine
MOHOTEpaIuu, ¢ yBeJUUYEHUEM YacCTOThl TOOOUYHbIX
9¢hheKToB Mpu KOMOMHUPOBAaHHOM JeueHuu [119].
Hecmotpst Ha HETOUHOCTH, KOTOPBIE MOTJIY MOBIUSTh
Ha OLIEHKY pucka, koadduuneHt pucka u 11 oxaza-
Jmmch 03Ky K 1. B mccnenoBanunu Tarshish, cpaBHI-
BaBIlIEM IIUKII0(hochaMuI ITI0C KOPTUKOCTEPOUIBI C
MOHOTeparueii KOpTUKOCTEPOUIaMu, TAKKe He TIOJTy-
YEHO JaHHBIX B MMOJIb3Y 100aBIeHUSI ITUKI0(hochaMu-
J1a, pPeMUCCUU JOCTUTIN 16/32 Tpr KOMOMHUPOBAHHOM
tepanuu u 12/21 nipu monotepnuu (P = NS). Onno
JOTIOJTHUTEIbHOE PAaHIOMU3MPOBaHHOE UCCIIENOBAHUE
cpaBHUBaIO LMKIIO(Gochamu (n = 17) u uKI0CTIO-
puH (n = 15). UccnenoBaHue ObLIO OCTaHOBJIECHO
Ha 12-11 Henene, corlacHO 3apaHee YCTAaHOBJIEHHBIM
KPUTEPUSM TIPEKpaIIeHUSs, U3-3a 3HAUMMBbIX pa3jii-
YU MEXIYy COBOKYMHOCTBIO MOJHBIX U YaCTUYHBIX
pemuccuii — 60% B rpynne nukiaocnopuHa u 17% B
rpyrme nnkiaodochamuaa (p < 0,05) [120]. B Hacros-
1ee BpeMsi MPUHSITO CUMUTATh, UYTO TMOTEHIUATbHbBII
BpEJl OT BO3JEHCTBUS LIMTOCTATUUECKHUX MTPEenaparosB,
BKJII0Yasi Cepbe3Hble MH(MEKIIMU, MOBBILIEHHbBIN PUCK
HOBOOOpAa30BaHUIi B OTAAJIEHHbIE CPOKU, CHUKEHUE
(bepTUIBLHOCTU, TEeMOpparuyecKue [UCTUTHI U aJllo-

Ta6nuua 7. Tepanus uutoctatukamu npu CPHC

Pemuccus .
OTHOCUTENbHbII
AsTOp n BmewarenbcTeo Kontponb nonHasa um BobiBogbl
PUCK pemuccum
YyacTHYHan
ISKDC, 31 Uuknotochamma BHYTPb + MpeaHn30oH 10 (56% ) 1,20 H/0
1974 [97] npefHu30H 3 Mecaua 3 mecsua Vs 6 (46%) (0,59-2,47)
Tarhish, 53  Luknodocthamma BHYTPb MpeaHn3oH 16 (50%) 0,88 H/0
1996 [98] 3 mMecsua + NpeaHN3oH 12 mecsues v/g  vs 12 (57%) (0,53-1,45)

12 mecaueBs 4/[,

ISKDC — MexayHapoaHoe uccnegosanme 6oneaHei noyek y getei (International Study of Kidney Disease in Children), H/O — He caenatbl, 4/g — 4epes

neHb, CPHC - cTepona-pe3ncTeHTHbI HePPOTUHECKNIA CUHAPOM.
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TMe11I0, HAMHOTO TIPEBBIIIAET UX JIIOObIEe TOKa3aHHbBIE
npenMyiecTna [43].

Pumyrcumab. Putykcumad He peKOMEHIYeTCsl KaK
BapuaHT Tepanuu npu CPHC B cBs13u ¢ OTCYyTCTBHEM
PKH u prckom pa3BUTHsI CEPbE3HBIX TTOOOUYHBIX (-
(beKTOB, KOTOpBIE MOTYT JUIMTEJILHO IIEPCUCTUPOBATh
rnocJie mpekpaiieHus jedeHus [82]. Tem He MeHee OH
MOXKET SIBJISITbCSI MHOTOOOEIIAIONIUM TIpernapaToMm,
OJIHAKO TPeOyIOTCSI MPOCTIEKTUBHBIE PAHIOMU3UPO-
BaHHbBIE UCCIIEOBAaHUSI.

Peuuousupyrouwee meuenue

Y manmentoB ¢ CPHC u peunauBamu Hebpo-
TUYECKOTO CUHIPOMA MOCJE TOCTUXKECHUS TOJTHOMN
peMucCHU MBI TIpeToiaraeM IMpoBeeHUE TTOBTOPHO
paHee 3(hHEeKTUBHO UMMYHOCYTTPECCUBHOM TEparvu.
DTU peKoMeHIaIn 0a3upyroTcs Ha YOSKICHUH, YTO
HekoHTpoaupyeMblit CPHC, ckopee Bcero, mpuBe-
JIET KaK K OCJIOXKHEHUSIM CaMOTO MEePCUCTUPYIOIIETO
He(hPOTUUYECKOTO CTaTyca, TaK U K BHICOKOMY PUCKY
pPa3BUTHS TOYETHOI HETOCTAaTOUHOCTH. B tutepartype
HeT JI0Ka3aTeJIbCTB B MOJIb3Y BbIOOpA TOTO WJIM UMHOTO

MeTona jedyeHus. BapuaHTsl npegocrasisitores 6e3
MPUOPUTU3ALMU U BKIIOYAIOT KOPTUKOCTEPOUIBI
BHYTpPb, ITOBTOPHOE MpUMEHEeHUE paHee d3(h(PeKTuB-
HOTO0 MUMMYHOCYIIPECCUBHOTO Tpernapara Wik BbIOoOp
aJbTePHATMBHOTO UMMYHOCYTIPECCAHTa BO U30eXaH1e
MOTEHIIMaIbHONW TOKCMYHOCTU. [ToBTOpHAs olieHKa
COOTHOLLEHUS «PUCK/TIOb3a» SIBJISIETCS BCe OoJiee U
0oJiee BaxKHOM MPU KaXIOM CJIe/IyIOIIeM PelManBE.

PEKOMEHAOALMU NO NPOBEAEHUIO
UCCJIEQOBAHUA

*  Heob6xoaumbl PKU nipu pe3ucteHTHOM Hehpo-
TUYECKOM cUHIpoMe, cpaBHuBawinue KHN
U aJlbTepHATUBHbIE UMMYHOCYIIPECCUBHBIE 1
He-MMMYHOCYIIPECCUBHBIC IIperapaThl.

» TpeOyetcs uccaegoBaHUE BApUAHTOB TEpANuU
IIJIS TTALIMEHTOB ¢ HE(PPOTUIECKIUM CUHIPOMOM,
aCCOLMMPOBAHHBIM C TCHETHUYCCKIMUI My TaIIASI-
MH.

*  Heobxonumbl PKH, uccnenytoiime apdpekTrnn-
HocTb puTykcumada npu CPHC.
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IJIABA 5. BOJIE3AHb MMNHUMAJIbHbIX
VU3MEHEHUI Y B3POCJIBIX

BBEAEHUE

B maHHoOI1 r71aBe paccMaTpUBalOTCs peKOMEH AT
It B3pocibix ¢ BMUW. ®duHaHCOBBIE MOCIEICTBUS
IIXPOKOTO TPpUMEHEeHUsI TaHHbIX PekoMeHmarmii pac-
CMOTpEHHI B TJIaBe 2.

5.1. Jleuenue nepgozo snusooa y e3pocavix c BMH

5.1.1. Mbl peKoMeHIyeM Ha3HAYATh KOPTHKOCTEPOMIbI
I MHUIMAJIBHOM Tepanuu HedpoTHIECKOro
curapoma (1C).

5.1.2. Mbl npeajiaraeM Ha3HAYaTh NpPeTHA30H UJIH IPeI -
HU30JI0H B 103e 1 mMr/Kr (MakcumasibHo 80 Mr) B
CYTKH B OJIMH IIPHEM WJIM B 103€ 2 MI'/KT 4epe3 JieHb
B oauH npueM (MakcumaibHo 120 mr) (2C).

5.1.3. MBI nmpeasiaraeM mpoJOJIKUTh UHUIMAIBHYIO
TEPanuio BLICOKUMM J103aMU KOPTUKOCTEPOUIOB,
TPY X XOPOILIeii NepeHOCMMOCTH, HA epHo/l KaK
MUHUMYM 4 Hejellb, €CJH JOCTHTHYTA MOJHAS
peMuccHsi, I MAKCUMAJIbHO 10 16 Hexean, ecam
noJiHasA pemuccus He gocturayra (2C).

5.1.4. Y nauueHTOB, NOCTUTIINX PEMUCCUH, MbI TIPe/1jIa-
raeM nocreneHHoe CHUXKeHHe 103bl KOPTHKOCTe-
POMIIOB B TeueHHe 6 MecsIeB MOCe TOCTHKEHUS
pemuccun (2D).

5.1.5. JIns nanueHToB ¢ OTHOCUTEJbHBIMU NMPOTHBO-

MOKA3aHUSMHU WIH HENePeHOCUMOCTBIO BBICOKUX

7103 KOPTUKOCTEPOUIOB (HAPUMEP, HEKOHTPO-

JMpyeMblii THadeT, NCuXuYecKue 3a00JeBanHusl,

TSKEJIbIi 0CTEeONnopPo3) Mbl NMpeAJiaraeM IMUKJIO-

tdochavua nim KHU, cormacHo pekomMenaanusam

JUIsl IANUEHTOB ¢ YacTo peuuausupyomeii BMU

(2D).

I1pu penkux penuauBax Ml peJjiaraeM UCroJib-

30BaTh /IS UHUIMAJILHOU Tepanuu Te Ke 1036l 1

JUTATEIbHOCTh PUMEHEHUs] KOPTUKOCTEPOUIOB,

KaK 3TO yKa3aHo B pekomenmamusax 5.1.2, 5.1.3

5.1.4 (2D).

5.1.6

NPEAMNOCDBIJIKA

BbMM noapasymeBaeT pa3BUTUE HePpoTUUE-
CKOT'0 CMHJIpOMa MPU OTCYTCTBUU TIOMEPYJISIPHOTO
MOBpeXAeHMs (MM JIUIIb MIPU HE3HAYUTEIbHOM
pacuIiMpeHUM ME3aHTUs) MO JaHHBIM CBETOBOM
MUKPOCKOIIMH, IIPA OTCYTCTBMU OKPAIIIMBAHUS IIPU
UMMYHO]II0OPECIIEHTHOI MUKPOCKOMUU (WU TIpU
cinaboM okpamuBaHuu Ha C3 u UT-M) u mpu3Hakax
pacruiacThIBaHUS HOXEK TOJIOIMTOB B OTCYTCTBUE
3JIEKTPOHHO-IIJIOTHBIX ACIIO3UTOB 10 JaHHBIM 3JIeK-
TPOHHOU MuKpockonuu [121].

HecmoTtpst Ha To uTo mpu BMU Bo3MOXHO pa3Bu-
THE CTIOHTaHHBIX pemuccuii [122—125], B oTcyTcTBUE
JIedeHUs He(PPOTUIECKUIA CMHIPOM acCOLIMUPOBAH
C CEepbE3HBIMU OCJIOXKHEHHUSIMHM, CBI3aHHBIMU C
YCKOPEHHBIM MPOTPECCHPOBAHUEM aTEPOCKIIEpO3a,
OTYACTU BCJEACTBUE aucaunumeMuu [126], uH-
dexuusamu [125, 127] 1 TpoMO0IMOOINYECKUMU
ocinoxHeHusmu [128]. [ToaTomMy HOJIXXKHO Ha3Ha-
4yaThbCsl crelnu@uueckoe JieueHue, 1eJIbl0 KOTOPOTo
SIBJISIETCS TOCTMKEHUE peMuccun. KpaeyroabHbIM
KaMHeM JIEYeHUS] CUUTAIOTCS KOPTUKOCTEPOUIBI.
BbMMW y neteit BLICOKOUYBCTBUTEbHA K KOPTUKOCTE-
poumaMm, ToTaa Kak B3pOCJible OTBEYalOT Ha Teparuio
He TakK OBICTPO, OTBET MOXET Pa3BUTHCS U CITYCTS
3—4 mecsna rocie Havajaa Tepanuu. OTBeT Ha KOPTH-
KOCTEpPOUIBI Y B3POCIIBbIX MEHEE MpeacKa3yeM, JIUIlb
okoJsio 75% B3pocibix ¢ BMU sBisitorcst crepou-
qyBCTBUTCIABHBIMU (Ta0I. 8). I B oTaIMumMe OT IeTei,
IIPOBEIEHO HEZOCTATOYHOE KOJMUYECTBO XOPOIIO
paspabotanubeix PKH, kacaromuxcs neuyenuss bBMU
Y B3POCJIBIX ITAIIMEHTOB.

HecMmotpst Ha To uTo OITII y B3pOCabIX MallueHTOB
¢ BMU Bcrpeuaercs Hepenko (1o 20—25% ciiyyaeB)
[129, 130], mporpeccupytomast XBbII HecBoiicTBeHHA
€CTEeCTBEHHOMY T€UEHUIO 3a00JIeBaHUS Y B3POCIIbBIX C
BMMW, u ee pa3zButre ykaspiBaeT Ha Hasmune @CI'C
KakK IpUIMHBI He(POTUIECKOTO CUHAPOMA.

bojiee yeM y MOJIOBUHBI B3POCIBIX MAIIMEHTOB C
BMMWU paszBuBaioTcst peniuanBel, 1 00siee YeM y TPETH
MalMeHTOB MOTYT HaOJI0MaThCsl YacThie PELMIUBBI
win crepoua-3aBucumocts [130—133]. bonee Toro,
40% peunIrBOB ObLIO OTMEUYEHO Y TeX B3POCIHBIX, Y
koro nedrot BMUW npousowen B gercrse [16], uy
9TUX OOJIbHBIX IPOJOJIKAIOT BO3HUKATh PELIMINBEL.
Bropuunsie popmbel BMU BcTpeuatoTcst peako, HO
TaKyl0 BEPOSITHOCTH CJIEAyeT YUYMThIBaTh. Bo3MOXHO
paszButue BTopuuHoii BMMU y maumeHToB ¢ 60J1€3HbIO
XOIKKIHA 1 Y OOJIbHBIX, TTOTyYaIONIX TePaTTAIO JINTHU -
€M UJIM HECTEPOMIHBIMU ITPOTUBOBOCTIAIUTEIbHBIMU
npenapartamu [134].

[TepeHOCUMOCTH KOPTUKOCTEPOUIOB OOBIYHO
XOopoliiasi, HO CBSI3aHHbIE C TTPUEMOM KOPTHUKOCTE-
pouIoB 1T000YHbIE 3(P(PEKTH YACTO Pa3BUBAIOTCS IIPU
JUTATENIbHBIX/TIOBTOPHBIX Kypcax jedyeHust mpu C3 u
YP CUHC.

Onpedeaenus 3aboaeeanus

OnpeneneHnst NCXONOB MPOTEUHYPUU TPEICTAB-
JieHbl B Tabauue 10, rmaBa 6. YacTuuHas peMuccus
npoteunypuu npu bMMUW He BcTpeuaeTcs.
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Ta6nuua 8. Pexxumbl ao3upoBaHua npu BMU

Mpenapatbl 1 cXeMbl 403UPOBaHUA

WuuumanbHasa Tepanus
lpenHN30H

ExxeiHeBHO 0fiHOKpaTHO 1 MI/Kr (Makcumym 80 Mr) Uni B anbTePHUPYHOLLEM PEXIUME OJHOKPATHO 2 M/Kr (Makcumym 120 mr)
— [0 NOJHOI peMuccun (MUHUMYM 4 Heaenun, Makcumym Ao 16 Hefienb)
— M10CNe JOCTVIKEHUM NOJHOI PEMUCCUN MELNIEHHOE CHIDKEHME [103bl B Te4eHMe 6 MecsLeB

Mpn 4P nnu C3 bMN

1. Uuknodocdammug (BHYTPb), OLHOKPATHbIA KYPC 2—3 MI/KI/CyTKMW, NpU XOPOLLE NepeHoCcMMocTi 0 8 Hefieflb

2. Mpu peunamse, HECMOTPS Ha LMKNodocdamn Ui y naLneHToB AeTOPOAHOro Bo3pacTa
a) LluknocnopuH B cTapToBOW f03e 3—5 MI/Kr/CyTKM (B ABYX PaBHOPA3[eNeHHbIX [032aX)
6) Takponumyc 0,05-0,1 Mr/Kr/cyTkn (B ABYX paBHOpPa3feNieHHbIX [103aXx)
Mocne 3 MecsLeB CTONKOA PEMUCCIN — CHIKEHME [103bl 10 MUHUMATbHOIA, CNOCO6HON NMOAAEPXINBATb PEMUCCUIO,

B TeyeHue 1-2 net

3. HenepeHOCUMOCTb KOPTUKOCTEPOWUAOB, LnKnoocdamuga u/unn KHA
a) MukodpeHonara mocpetun 500—-1000 mr ABaXK[bl B ieHb B Te4eHne 1-2 net

YP - yacTo peunamsupytownit, MU — 60ne3Hb MUHUMANbHBIX M3MeHeHnii, C3 — cTepon-3aBncuMmblii.

OBOCHOBAHMUE

+ HMmMeercs nuinb HU3Kasl CTEleHb A0Ka3aTesIb-
HOCTHU, YTOOBI PEKOMEHIOBATh KOPTHUKOCTE-
pounHyo Tepanuio npu bBMMU y B3pociabIx.
B OonblIMHCTBE ciydaeB peKoMeHaauu oa-
3UPYIOTCSI HA TaHHBIX, SKCTPAIIOJIMPOBAHHBIX
u3 PKW, npoBeaeHHbIX y JeTell, a TaKxKe Ha
naHHbix HeoonbInx PKU n HaGr0maTe TbHBIX
WCCIIeTOBAHUN Y B3POCIIBIX.

*  WmMeeTcs uilb HU3Kasl CTETIEHD 10Ka3aTeIbHO-
CTH JUUIS1 OTIPEIeICHUS ONITUMAIbHOM T03bI WU
JIJATEILHOCTU Teparuy KOPTUKOCTepOUdaMU
Y B3pPOCJIBIX, HO OOBIYHO KOPTUKOCTEPOUIbI
Ha3HAYaroTCs B BEICOKOM 03¢ 0 TOCTUKEHUS
PEMMCCHUH, C TaJIbHEHIITNM TTOCTETIEHHBIM Me/I -
JICHHBIM CHU3KEHUEM 03Bl JUISI MUHUMM3alU
BEPOSITHOCTH peIIMBa.

*  VMeeTcs TUIIb OYeHb HU3Kas CTEIIEHb TOKAa3a-
TEJIbHOCTH, II03BOJISIONIAS ITPEATIOIOKUTD, YTO
AJTBTEPHUPYIOLINI PEXUM ITprieMa KOPTUKOCTe-
POMIOB SKBHMBAJICHTEH €XEIHEBHOMY IIPUEMY
npu bMMU y B3pocibix.

* ¥V B3pociabix ¢ BMW st noctukeHust pemuc-
CHUM MOXKET ITOTPeOOBaThCs OoJiee IIUTEIbHOE
JICUCHHUE MO CPaBHEHUIO C JETbMMU.

HeitctBue KC OBIIIO M3y4eHO B HECKOJBKMX KPYII-
HbIX mpocnekTuBHbIX PKU y neteii [99, 135], u B Ha-
OogaTeIbHBIX MCCIICIOBAHMSIX Y JEeTE M B3POCIIBIX
[129—133]. B HauboJjiee paHHEM MHOTOIIEHTPOBOM
KOHTPOJIMPYEMOM MCCIIEIOBAHUM KOPTHUKOCTEPOUIbI
CpaBHUBAJIM C OTCYTCTBUEM CITELIU(PUUISCKOTO JICUCHUS
y 125 B3pocCbIX ¢ He(pOTUIECKIUM CHHAPOMOM (13 HUX
31 nmauueHT ¢ guarHo3oM bBMMW, ycTaHOBJIEHHBIM MO
JIAHHBIM TOJILKO CBETOBOI MUKpPOCKOMUH). bojibHbIE,

KOTOpBIE MOJIyYald IPEAHU30H B 103¢ He MeHee 20 Mr/
CYTKU B TE€UEHHE KaK MUHUMYM 6 MecCsILeB, Tpoae-
MOHCTPUPOBAJIU paHHEE U ObICTPOE CHUXEHUE TPO-
TEMHYPUM 110 CPABHEHUIO ¢ KOHTPOJIBHOM TPYIIITO.
OpnHako uepe3 2,5 roga HaOMIOICHUS HE BBISIBICHO
pa3IMYMii B ypOBHSIX IPOTEMHYPUU U CBIBOPOTOYHOTO
anpOyMuHa Mexny ABywms rpynmnamu [123]. Anano-
TMYHBIM 00pa3oM B HebosblioM PKUW, BKitouaBiieM
28 mauueHTtoB ¢ BMW, cpaBHUBaIu Teparuio mpe-
HU30HOM B J103¢ 125 MI' B aJIbTEPHUPYIOLLEM peXXUMe
B TeYEHMeE 2 MeCSLIeB C I1ale00, ¥ He ObLIO0 BBISIBIIEHO
pas3auuuii B o0l1lIelt YacToTe peMUccUii uepe3 77 mecsi-
LIeB HAaOJII0IeHUS, XOTSI 3HAUYUTEJIbHAS YaCTh OOJIbHbIX
W3 TPYMIIHI IJ1a11e00 B KOHIIE KOHIIOB TaKXKe JICYUIICh
MPEIHMU30HOM B YKa3aHHBII ITepuo BpeMeHu. OgHaKo
y TAlMEeHTOB, JICUEHHBIX TIPEIHU30HOM, PEMUCCUN
pa3BUBaIUCH ObIcTpee, 12 u3 14 neyeHbIx MalueHToB
JIOCTUTJIM TIOJTHOM PEMUCCUU B CPOKU MEHEee 2 MecCsI-
LIeB, TOIJIa KaK B KOHTPOJIbHOM I'PYIIIE TAKUX OOJIbHBIX
obu10 JINIIb 6 13 14 [124, 136].

HecMmoTpst Ha TO YTO HE MEETCsI KOHTPOJIUPYEMbIX
HCCIIeTOBaHNIi, CPABHUBAIOIINX €XKeTHEBHBIN TTpUeM
KOPTUKOCTEPOUIOB C aJIbTEPHUPYIOLIUM IIPUEMOM Y
B3pOCJIbIX, HAOIIOaTeIbHbIE UCCIIETOBAHNUS HE BbIsI-
BWIM pasznnuuii B yactote pemuccuii [130]. Tepanus
KOPTUKOCTEPOUAAMHU TIPUBOIMT K TOJTHOU pEMUCCUN
oostee yeM y 80% B3pocibix ¢ BMU. Bpems no go-
CTVDXKEHUS TIOJIHOM peMuccUM 0oJiee JIMTEIbHOE 10
cpaBHEHMUIO ¢ 1eThMU, 50% GOJIBHBIX OTBEUYAIOT K KOH-
1y 4 Hezlesib JieueHusI, a ocTaIbHBIM 10—25% TpebyeTrcst
12—16 Henmenpb [129—130]. UsBecTHO, uTO Yy AeTei
KOPTUKOCTEPOUIHAS Teparnusl B TeUeHUe 6 MecslieB
aCCOLIMMPOBAHa C MEHBILIEN YACTOTOU PELIMANBOB I10
cpaBHeHMIO ¢ 3 Mecsaamu [135]. OnTuManbHbIN pe-
JKMM CHUKEHMSI J03bI KOPTUKOCTEPOUIOB Y B3POCIIbIX
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HEM3BECTCH, HO OOBITHO MOCJIEC JOCTUKCHUST PEMUC-
CUU 03y CHMXKAIOT Mo 5—10 Mr B Heae o Win aaxe
MeIJICHHee, C OOIIeH IJINTEIbHOCTBIO TIPUMEHEHMUS
KOPTUKOCTEPOUIOB KaK MUHUMYM 24 Hemenau [125,
129, 130].

JIMIIIb HeCKOJIBKO MAIIMEHTOB ObUIM JICUEHBI BO Bpe-
Ms Ie6roTa 3a00J1eBaHMsI O¢3 TIPUMEHEHUS CTEPOUIOB
(Hanmpumep, nukiaodocdamuaom [132, 137, 138] wau
uukiaocrmopuHoM [139]). Ha ocHOBaHMM 3TOT0 OYeHb
CKPOMHOTO OTIbITa XapaKTepHOI OKa3aJach 4acToTa
oTBeTa nopsiaka 75%, 4To COMOCTaBUMO C KOPTUKO-
CTEPOUIAMMU.

IIpu penkux peruauBax MOTYT OBITb MCIIOJIb30-
BaHBI TTOBTOPHbBIE KYPCHl KOPTUKOCTEPOUIOB, TaK1e
K€, KaK UCIT0JIb30BaJIMCh B Ae010Te 3a00aeBaHus1. Het
PKW, KoTopbic MO3BOJMIN OBl peTjlaMeHTHUPOBATH
JiedeHue peuuanBoB y B3pocabix ¢ BMU. Bo3o6-
HOBJICHHME TpHUeMa MPeaHNU30HA OOBIYHO MPUBOIUT
K PEMUCCHUU.

5.2. YP/C3 bMH

5.2.1. Mbl npenjaraeM ucnoJib30BaTh IUKI0(GochamMu
BHYTPb B 103€ 2—2,5 Mr/Kr/CyTKH B TeueHue 8 He-
neab (20).

5.2.2. M1 npeaaaraem ucnoab3osath KHU (uukio-
CNOpuH 3—5 Mr/Kr/CyTKM WJIHM TaKpOJIUMYC
0,05—0,1 mMr/Kr/cyTKd B IBa IPHEMA) B TeYeHHE
1-2 aer y nanmentos ¢ YP/C3 BMMU, ecam 060-
CTPeHMs BO3HMKAIOT, HECMOTPA Ha NMPUMEHEHHe
mukaodochamuna, i y Tex, KTo XxoueT usde-
JKaTh HApyLIeHus penpoaykTuBHOi (hyrkmu (2C).

5.2.3. M1 npennaraem npumensts MM® B no3e 500—
1000 Mr x 2 pasa B ieHb €XK€IHEBHO B Te4eHHe
1—2 net y manMeHToB, KOTOpbie He MEePeHOCAT
KopTuKocTepouabl, nukiopochamuan u KHU
(2D).

OBOCHOBAHUE

+ HMMeercs HM3KMIT YPOBEHb I0OKA3aTEJIbHOCTH,
YTOOBI OLIEHMBATH POJIb AJTKUJIUPYIOIINX IIpe-
napartoB y B3pocibix ¢ YP/C3 BMMU. Mudbop-
Malys B ITOJIb3Y TAaKOIo ITOIX0jJa OCHOBaHa
Ha naHHbIx PKUW y neteit u HabJrogaTe/IbHbIX
HCCIIeOBAaHUI Y B3POCIBIX.

* Wwmeercst HU3KMI ypOBEHB T0KAa3aTCIBHOCTH,
yToObI Npeamnoarats, yro KHW moryT unay-
LIMPOBATh MOJTHYIO WJIM YACTUYHYIO PEMUCCUIO
y B3pociabix ¢ BMU, Ho yacToTa pelManBOB
mmociie otMeHbl KHU MozkeT ObITH BBIIIE, YeM
MPU TePAIUM ATKWIMPYIOIINMU IIperiapaTaMu.

* HMmMeercsa oueHb HU3KMI YPOBEHb TOKA3aTeJb-
HOCTHU, YTOOBI IIpeajiaraTh UCIOJb30BaHUE
MM® B KaueCcTBe CTEPOUI-COEPETaIOIIeTo NN
KHM-cbeperaroiiero npemnapara.

B HabnomaTebHBIX UCCIEIOBAHUSIX JICUCHUE
nukiIogpochaMuIoM IIPUBOIUIO K PEMUCCUHN Y 3Ha-
YUTEJILHOTO YKMCJIa B3POCbIX mauueHToB [129, 130,
132]. be3peunauBHbIM NEpUOI IPEACTaBIsIETCS Oosiee
IJTATEJIBHBIM, YeM IIPU TEPATTUU LIMKJIOCTIOPUHOM (CM.
H1xe). B HabmomareslbHOM MCCAeAOBaHUM YacToTa
TMEPBUYHOrO OTBETA MPU MPUMEHEHUMW LUKIOPOC-
damuaa y B3pocibix ¢ C3 BMU 6b11a onTuManbHO
(y BCcex 9 manuueHTOB yaaJ0Ch OTMEHUTL CTEPOUIBI)
[129], omgHako 3aTeM y MSTU U3 3TUX MTallUEHTOB pa3-
BWJINCH PEeUUAMBEL. B 3TOM MccaeqoBaHuuM JeueHUE
nauyeHToB ¢ YP BMMU okazanoch 60Jiee yCIeHbIM,
80% malmeHTOB JEMOHCTPUPOBAIN CTONKYIO PEMUC-
CHMIO B TeUEHME Meproaa HaOMIOAECHUS B CPeAHEM
9,1 roga. AHanormdyHeIM obpa3om netu ¢ C3 BMU
ObLIM MeHee YYBCTBUTENbHbI K LUKIO(PochaMuy,
yem et ¢ YP BMU [43]. B npyrom uccnenoBanum 21
u3 36 B3pocabix ¢ YP/C3 BMU nocturiu pemuccun
B TeUeHUE 8 Heaeb, 1 ellle 4 TalreHTa — B TeUeHUe
16 Hemenn (Bcero 25/31, To ectb 69%). HobaBieHue
MIpeAHN30HA K IMKJIo(ochaMuIy He JaBajio TOTTOTHM -
TeJIbHBIX ITperMyIiiecTB. CKiaabIBaeTCs BIieYaTIeHNE,
YTO PEMUCCUSI HOCUT OO0Jiee JIMTEIbHBIN XapakTep
IpH JIeYeHUN HUKI0(GochaMUIOM MO CPaBHEHUIO C
Koptukoctepouaamu [132]. B npyrom ucciegoBanuu
55% u3 20 mauyeHTOoB, JIeYeHHBIX LIMKI0(hoCchaMUIOM
(8 cBs13u ¢ UP mm C3 BMMUW), mocturiu 4acTUUHOM
nnuv noaHoi pemuccuu [130]. UmeeTcst TOJbKO OTHO
cooO1eHne 00 2¢h(heKTUBHOCTU B/B peXX1Ma BBEICHUS
nukiodocdamumaa y B3pocisix [140].

Bo MHOTMX HAabMIOHATETBHBIX MCCIEIOBAHUSIIX TTO-
KazaHa 3(P(EeKTUBHOCTh [UKJIOCIIOPHMHA C YaCTOTOM
pemuccuii 1o 70—-90% [130, 141]. B PKU, Bxi1ioyaro-
meM 73 B3pocibix u aeteii c YP/C3 HC (31 ¢ BMU, 42
¢ ®CTI'C), HazHavasics win nukiodochamu (2,5 mr/
KI/CYTKH) B TeUeHUE 8 HeAeb, WIN LIMKIOCIIOPUH
(5 mr/Kkr/cyTKu) B TeueHue 9 mecsies, ¢ MOCIeay0-
LM CHVKEHUEM JT03bI B TEYEHUE 3 MECSILIeB 0 10~
Hoii oTMeHbl. Uepes 9 mecsiieB yactoTa peMUccuii B
JIBYX TPYIIIIax 3HAUUMO He paznnuanachk: 64% (18/28)
MaLKeHTOoB B rpyiie urkiodochamuga u 74% (26/35)
B TpyMIle IIUKJIOCIIOPUHA OCTaBaJNCh B PEMUCCHU.
OpaHako 4yepe3 2 roga peMUCCUs coxpaHsuiach y 25%
MalKEeHTOB, MOJYyYaBIIUX LUKIOCTIOPUH, Uy 63%
nostydaBinx nrkiaodochamun [62]. B apyrom PKH,
BKJIIOUABIIIEM 52 TAalIMEHTa, OTMEUYEHO, UTO PEMUCCHST
pa3BuBajach ObICTpee Y MAMEHTOB, JIEYEHHbIX ITUKJIO-
CIIOPMHOM B cOYeTaHUM C npeaHu3oHoMm 0,8 Mr/kr/
CYTKMH, TI0 CPAaBHEHUIO C TTAIIMEHTAMU, ITOJIyYaBIINMU
TOJIBKO TIPEIHU30H 1 MI/KI/CYTKM, U 3TU JaHHBIE
CBUIETEJILCTBYIOT O IOMTOTHUTEIbHBIX IIPEMMYILIECTBAX
MEHBIIIETO BO3ACHCTBUS KOPTUKOCTEpOUIOB [142].

OnTuManbHasg 103a U IJIUTEIbHOCTh Teparuu
LUKJIOCITOpHUHOM HeusBecTHbl. B PKW y B3pocibix 1
nereii ¢ YP/C3 HC nuxnocrnoprH Ha3HAvYaIu B 103€
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5 Mr/Kr/cyTKu B Te4eHUEe 9 MeCSI1IEB C MOCIEAYIOIINM
CHIDXEHMEM H03bl 1O OTMEHBI B TeUeHHe 0ojiee 4yeM
3 MecsineB [62]. Bo3MOXHOCTb pa3BUTHSI LIUKJIOCTIO-
PUHOBOI 3aBUCUMOCTH BO3pacTaeT MPU pe3KOi OTMEHE
Mperapara Iocjie JOCTUKEHUS TTOJTHOM PEeMUCCHUU.
BwmecTe ¢ TeM MpomoKUTENbHOE JICYEHUE LIMKIIO-
CIIOPUHOM Y 36 B3POCJIbIX MALMEHTOB (B CpeIHEM B
TedyeHue 26 MeCsILEB ¢ MOCAEAYIOIMNM C MEAICHHBIM
CHUXXEHMEM JI03bl) TIPUBEJIO K YCTONINBOM peMUCCUN
6e3 MpuMeHeHUsT cTeporaoB Yy 11 n3 14 maimeHToB, 1
TIPU UCTTOIh30BAHNU MAJTBIX 103 CTEPOMIOB — Y 3 TIaLIM-
eHTOB. Y 20% naimeHTOB, OCTABLINXCS LIUKJIOCTIOPUH-
3aBUCUMBIMHU, 032 MeHee 3 MT/KT/CyTKM ObLiIa 1OCTa-
TOYHOM 11 ToAnepXaHus peMuccun. KymyassTuBHas
YacTOTa PEMUCCHUI, TIO-BUIMMOMY, JOCTUTACT IJIaTO K
6 Mecauam [143, 144].

B ne6omapmom PKU y C3-manieHToB cpaBHUBAIN
24-HenenpHOE JIeYeHNE TAKPOJIMMYCOM U B/B BBEJICHIE
nukiodochamuaa, YacToTa peMUCCUIA HE OTIMYaIach
OT TaKOBOI Ha LIMKJIOCIIOPUHE. Y BCEX MALlMeHTOB B
3TOM HCCJICAOBAHUM YIAJIOCh OTMEHUTH KOPTUKOCTE-
pounsi [140].

JaHHBIX, TTO3BOJISIIOIINX YCTAHOBUTH TE€PAIeBTHU-
yeckue KoHleHTpauu KHW y B3pociibix maliueHToB
¢ BMMU, HenocrarouHo. ITocne Hayana npuema KHU
B IIPEIJIOKEHHOM pexxuMme (Tad. 8) U JOCTHKEHUS
pemuccum no3y KHU ciaegyeT nmocreneHHO peayuupo-
BaTb 1O MUHUMAJIbHOTO YPOBHSI, MOAAEPXKUBAIOLIETO
peMuccuio. Y 00JbIIMHCTBA NALIMEHTOB YAAETC IO~
HOCTBIO OTMEHUTH KOpTUKOCcTepouHl [ 140], m cnemyeT
TIpUjIaraTh BCe YCUIIUS IS TIOJTHOM MX OTMEHBI TTOCTIe
HaszHaueHuss KHHU.

V nereit ¢ BMU MM® wucrnonb30Baid Kak CTe-
pona-coeperaloInuii mpemapar (cM. peKOMeHIAIUN
3.3.5). OnbiT npumeHeHuss MM® y B3pocCIIbIX Oorpa-
HUYMBAETCS OTIEIbHBIMU caydasamu [145—147].

5.3. Kopmurxocmepouo-pesucmenmnas MU

5.3.1. I1oBTOpHAS OlIEHKA MANMEHTOB C KOPTUKOCTEPOM/I-
PE3UCTEHTHOCTBHIO IS UCKJTIOYEHHS IPYTHX NPUIUH
He(poTHYECKOro CMHAPOMA (HET CTENEHH).

OBOCHOBAHMUE

+ Koptukoctepoun-pesucteHTHass BMU, Bepo-
sITHee Bcero, saBiseTcss He BMU, a ®CI'C.

[MpuGmusurenasHo 10% B3pocibix c BMU crepoun-
PE3UCTEHTHHI (Y HUX HE yaaeTcs IOCTUYb 3¢ deKTa
nmpu 16-HeaeabHOW Tepanmuu KOPTUKOCTEPOUIaMU
B €XEIHEBHOM WJIM aJbTEPHUPYIOIIEM pexkume, Kak
yka3aHo paHee). CTepona-pe3nCTeHTHOCTh MOXET
SIBJISITBCS ClIeCTBUEeM Hepacno3HaHHoro ®CI'C
(KOTOpBIit MOXKET OBITH HE OOHAPYXKEH IMPU OMOTICUH
MOYKM M3-32 0YaroBOro xapakrepa usmeHeHuit). Cie-
JIyeT pacCCMOTPETH BO3MOXKHOCTb ITOBTOPHOM OMOTICHH,

KoTopas 1mo3Boaut BoisiBUTH ®CI'C, accouuupo-
BaHHBIN C XyIILIUM TporHo3oM, Hexeau bBMU. Her
PKMH, n numeeTcs TuIIb HECKOJILKO HAOIIOIATEIbHBIX
HUCCIIEIOBAHUIA MO JICYEHUIO CTEPOUI-PE3UCTCHTHOM
BMMW y B3pocawix. [1pemyiaraemast ctpaterus Je4eHust
M3JIOKEHA B I1aBe 6.

5.4. Iloddepicusarowas mepanus

5.4.1. Y nanuenToB ¢ OIIII npu BMU mbl npeasiaraem
NPOBOUTD 3AMECTUTEJILHYIO OYEYHYIO TEPANIHIO
NpPH HAJIMYMK TIOKA3aHWiA, HO C OJIHOBPEMEHHbIM
npuMeHeHneM KOPTUKOCTEPOMIOB, KaK 3TO yKa-
3aHO B pa3jelie — JieueHne nepsoro anu3ona bMU
(2D).

5.4.2. Ml npeajiaraeM He NMPUMEHATb CTATHHBI JJIS
KOPpPeKIMH TUNepJIunuIeMiud U He MPUMEHSTD
UATI® nim BPA y HOpMOTEH3MBHBIX MANEHTOB
1Sl CHYDKEHHSI IPOTEUHYPUH PHU JieYeHUH NepBoro
anu3oaa Hedgpornyeckoro cunapoma npu bMU
(2D).

OBOCHOBAHME

* OIIIT moxet compoBoxnarh TeueHne bMU y
B3pocibrx. OopraHo OITIT o6paTiMo Ha doHe
KopTHKOCTepouaHoi Tepanuu. [lommepskm-
BaroIlasi TEpaImus, BKJII0Uast U 3aMECTUTEIbHYIO
MOYEUHYIO Tepaluio, MOXET IMOTpeOOBaThCS B
TeYeHHEe HEKOTOPOro BpeMeHu. I1poTenHypust
y B3pocibix nauueHToB ¢ BMU 06buHO UK-
BUIUPYETCS Ha (pOHE Tepalnu KOPTUKOCTE-
pounaMu. BcieacTBue 3TOTO COMYTCTBYOIIAST
He(POTUIECKOMY CMHAPOMY TUITePIUITUAESMUS
TaK>Ke TMKBUIUPYETCS, U Ha3HAYCHUE CTATUHOB
He TpebyeTcsl.

* IIporeunypus y B3pociabix c BMIW o6b14HO nos-
JTaeTCsI KOPTUKOCTEPOUAAM, 1 IPY JOCTIKEHU
paHHe#l peMHCCUM Ha3HaYeHUE CTaTUHOB U
ooxkaropoB PAC njist CHUXKEeHUS TPOTEUHYPUU
He TpebyeTcsl.

Y nmamuenToB ¢ BMU Moxer Hadmonarecst OITIT,
WHOTA TsKeJioe, TpeOyrollee TPOBEACHUS TUATN3a.
DakTOphl pUCKa BKIIOYAIOT CTApIIUii BO3PACT, apTe-
pUaTBHYIO TUTIEPTEH3UIO, TSIKEIbI HePPOTUIECKUIA
CHUHJIPOM U COITYTCTBYIOIINI aT€POCKIIEPO3 MTOUSUHBIX
cocynoB [130, 148]. O6b1YHO (hyHKIIMS TTIOYEK BOCCTA-
HaBJIMBAETCs JaXKe Y IMAaLMEHTOB C TSKEJIbIM ITOBPEXK-
JIIEHUEM, OIHAKO Y MAlKeHTOB, IIEPEHECLINX OCTPYIO
IMOYEYHYI0 HEAOCTATOYHOCTh, MOXET UMETh MECTO
ocTtaTouyHoe HapylieHue gyHkuuu nodek [130]. IMpu
OIIIT crenyeT ynensaTh ocoboe BHUMaHWE BOJIEMUYE-
CKOMY CTaTyCy, MPOAOKEHUIO JIEYCHNST KOPTUKOCTE-
povaaMu U APYTrMM BUIaM MOAIEPKUBAIOLIEN TEpAITUK.

NmeeTcsa ToabKO OMHO HEOOJIBIIIOE UCCIIEAOBAHUE
40 B3pOCIBIX MAIMEHTOB, CTPAAABIINX PELUINBUPYIO-
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UM HE(PPOTUUECKMM CUHIPOMOM B IeTCTBE. JlaHHOe
KMCCJIe0OBAaHNE HE BBISIBUJIO IMOBBIIIEHUS 4YaCTOTHI
Cep/IeYHO-COCYAUCTHIX 32a00JIEBAaHUI, UTO CBUIETEb-
CTBYET 00 OTCYTCTBMU BIMSTHUSI MTHTEPMUTTUPYIOIIEH
TUTIEPJIUTIMAEMUN BO BpeMsI PELIMAMBOB HeDpoTrie-
CKOT'0 CMH/IPOMA B IETCTBE Ha OTHAJICHHBII ITPOTHO3 B
OTHOIIIEHUY CEPAEUHO-COCYANCTOM maToysoruu [149].
Hcnonb3oBaHKe aHTWIIMITMACMUIECKHX IIPENapaToB 1
UATI® i BPA MoxeT paccMaTpuBaThes B KaxKJI0M
KOHKPETHOM cCJIyyae Ha MHAUBUAYaJIbHON OCHOBE
npu YP/C3 BMU y B3pocibix B TeX ciryyasx, Korma
ObICTpast peMucCUsl He Oblia JOCTUrHyTa. BaxkHo oT-
METUTb, uTo AobaBiaeHue HATI® unu BPA y nauneHToB
C TSDKEJIBIM He(POTUYECKUM CUHIPOMOM, T10JIy4ato-
IIUX MACCUBHYIO TUYPETUUECKYIO TEpArnio, MOXET
cnpoBouupoBaTh paszputue OITII.

Dronomuueckue coodpasicenus

IIpenHuzooH 1 HuKIohochaMuI MeHee T0POro-
crosintue nipenapatbl, yeM KHU 1 MM®. ®@akTopsl
CTOMMOCTH HEOOXOIMMO YUYUTHIBATh Y NALIUEHTOB, HE
MMEIOIIMX BO3MOXHOCTH IIPUOOPECTU WM IIOIYYUTh
0osee moporue npenaparhbl [151]. JlobaBieHue KeTo-
KOHa301a SIBJISIETCSI 0€30IIaCHBIM U MOXET IIPUBECTU
K 3HAQYUTEJbHOMY CHMKEHUIO CTOMMOCTH JICUCHUS

npu ipumeHeHnu KHU, Ho ciiemyeT KOHTpoImpoBaTh
koHueHTpauuu KHW Bo u3bexanue HeppoTOKCHUY-
HocTH [73].

PEKOMEHAALLAU NO NPOBEAEHUIO
UCCNEQOBAHUA

* Heobxonumbl PKHW 1151 oueHKY MpUMeHEeHU s
KHH nau MM® B KauecTBe albTepHATUBBI
KOPTUKOCTEPOUIAM JAJs JIeYeHUsI IIEPBOTO
snuzona bMU y B3pocbix.

* Heob6xoagumbl PKUW nng cpaBuenus KHU ¢
nukinodochamuaom npu YP/C3 BMMU, uToOb!
YCTaHOBUTb, Kakomy 13 KHW — niukinocnopuny
WJIA TaKpOJMMYCY — CTOMT OTIAABaTh IIPEAIIO-
YTEHMUE.

*  Heob6xoaumbl PKUW a5 n3ydyeHus: pojiv puTyK-
cumaba nmpu YP/C3 BMMU.

* Heob6xooumbl PKHM a1 uzyyeHust posiv eBa-
mu3zoja npu YP/C3 BMU.

* JloKHBI OBITH COOpaHbl JOKa3aTeJbCTBA MJIsI
OLIEHKU OTIaJIECHHOT'O pUCKa Pa3BUTHUS Cepaed-
HO-COCYIUCTHIX, META0OJIUYECKUX, MH(PEKIIM-
OHHBIX U KOCTHBIX ocyoxHeHui nipu YP/C3
BbMM! u Ha doHe ee neyeHus.
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TVIABA 6. WINOIMATUYECKUN ®OKAJIbHBIN
CEITMEHTAPHBIN TJIOMEPYJIOCKIIEPO3 Y B3POCJIBIX

BBEAEHUE

B or0i1 raBe npeacTaBieHbl pEKOMEHAALMH I10 Jie-
YEHMIO JUISI B3POCIIBIX MTALIMEHTOB ¢ MOP(OJIOTMUECKH
nokasaHHbIM uanonarnyeckuM O CI'C. OuHaHCOBEIE
MOCJIEACTBHUSI LIUPOKOTo MPUMEHEHUsI fTaHHbBIX Pexo-
MEHAALNI paCCMOTPEHDI B I1aBe 2.

6.1. Ilepsonauaavnas ouenxa ®CIC

6.1.1. IlpeanpuHaTs THIATEIbHOE 00C/IEIOBAHME IS
uckmovenus Bropuunbix gopm @CI'C (Her cre-
TIeHN).

6.1.2. He ncnoin30BaTh reHeTHYECKOE 00CIEI0BAHNE B
PYTHHHO# MPAKTHKE (HET CTENeHu).

NPEAMNOCDHIJIKH

Knaccuueckoe onucanue ®CI'C BkiIoUyaeT cer-
MEHTapHOE paclIUpeHNe ME3aHTUAIbHOIO MaTPUKCa
¢ obauTepalreil KauJUISIPHBIX IeTellb, CKJIEPO-
30M, TMAJIMHO30M, HaJlMuMeM IIEHMCTBhIX KJIEeTOK
M CErMEHTAapHBIX PYyOLIOB U CpALICHUSIMU MEXIY
KalMUISIPHBIMU TIETJISIMU M Karcyjioit boyMmeHa.
HenmaBHo npeaoxeHHass naroMopdoornyeckas
KJaccuduKamys yKa3blBaeT Ha CyIIECTBOBAHUE HE-
ckiepormyeckux popm MCI'C [152]. B mocinename
10—20 y1eT 0OTMEUYEHO YBEIUUECHME YN CIIa COCTOSTHUIA,
JIeKaIllMX B OCHOBE BTOPUYHBIX M3MEHEHUI B BUIE
®OCI'C. Bo3MOXHO, BCJIEACTBUE 3TOTO 3a YKa3aHHBII
Tepuo BpeMEHU BCTPEUaeMOCTh, BO3pacT AebioTa 1
KJIMHUYECKUE TMPOSIBIIEHUs] 3HAUUTEIbHO U3MEHM -
nuck. @CI'C B HacTosITIee BpeMsl SIBJISIETCSl HauboJee
pacIpoCTpaHeHHbIM BApUAHTOM IJIOMEPYJISIPHOIO I10-
BpEXIEeHUS, BbISIBJISIEMbBIM IMPU OMOTICHU MTOoYeK [153,
154], n Haubonee yacTo MPUYMHON MPOTEUHYPUU Y
apoaMepMKaHCKOTO U JaTUHOAMEPMKAHCKOTO Ha-
cenenus CIIA.

OBOCHOBAHMUE

« OCI'C poxeH Kiaaccu@UUUPOBATHCS Kak
nanonatndeckuii (meppuunbiii) ®CI'C uin
BropuuHblii @CI'C. DTa npobiieMa He TOJIBKO
CeMaHTUYECKast, HO M UMeeT BaKHOE TepaIrieB-
Thyeckoe 3HaueHue. Unnonaruaeckuit @CI'C
OIIpenesIsIeTCs ITyTeM UCKITIOUEHMS BCEX IPYTUX
UACHTUDUIUPYEMBIX IPUIYUH BTOPUIHOTO
®OCI'C [155]. Hpuunnabl BropuuHoro ®CI'C
MEPEeUYMCICHBI B Ta0IUIe 9 M IOJKHBI OBITh
OLIEHEHBI MPU JETAIBHOM 00CJIeIOBAaHUU Ta-
LIMEHTOB, BKJIIOUAIOIIEM MCTOPUIO Pa3BUTUS

3abo0jieBaHUsl, PU3KMKaJIbHOE UCCIEIOBAHUE,
CeMEWHbII aHAMHE3, BU3YAJIU3UPYIOLIUE
METObI OOCIENOBAHUS ITOYEK 1 JaHHBIE MOP-
¢onornueckoro MccieaoBaHus, B TOM YuUCJIe
BJICKTPOHHOI MUKpocKkomuu [156].

*  He umeercs yoeauTeIbHBIX JaHHBIX B TTOIIEPXK-
KY TEHETUYECKOTO TECTUPOBAHUS Y B3POCIbIX
naureHToB ¢ ®CI'C, maxe B cIyJyasx CTepOMI-
pe3ucteHTHOCTHU. [Ipu OTCYTCTBUY CEMEITHOTO
aHamHe3a ®CI'C, myrauuu reHoB NPHS1
(redppuna), NPHS2 (mmomoumnna), anbda-
aktuHuHa-4, CD2AP, TRPC-6 BbIABIAIOTCH
Tos1bKO y 0—3% B3pocibix nauueHToB ¢ ®CI'C
[105, 157—163]. KpoMme TOro, HEKOTOpPbIE
MalMEeHThl ¢ TEHETUYECKUMHU HapyLIeHUSIMU
OTBEYAIOT Ha Teparuio, TO3TOMY Pe3yJIbTaThl
TeHETUYECKOTO aHaIM3a He MOJIKHbBI BIUSTH Ha
MPUHSTUE PELICHUs O JICYCHNMN.

* Yadppoamepukanies ¢c DCI'C Benunka BeposiT-
HOCTb HAJIMYUS MYyTalluW T'eHa alloJIUIIONpPO-
teuHa L1 (APOL1) [164]. ¥ GoapliMHCTBA
MMaLMEeHTOB MMPOTEUHYPUS HE NOCTUTAeT He-
dpotrueckoro ypoBHs. TepaneBTudecKast pojib
5TOI MyTallMK B HACTOSIILIEE BPEMsI HEU3BECTHA,
IMO3TOMY HACTOSIIIINE PEKOMEHIALIMU HEe TIPe-
JIaTaroT MPOBOAUTH PYTMHHOE MCCIEI0BaHNE
myTtaiuu reHa APOLI.

6.2. MHuuuuaavnas mepanus @CIC

6.2.1. Ml peKOMeH/1yeM NPUMEHSITH KOPTHKOCTEPOUIbI
¥ MMMYHOCYNIPECCAHTBI TOJBKO NMPH MINONATH-
yeckoM OCI'C ¢ KIMHMYECKUMH NPU3HAKAMH
He(poTuueckoro curapoma (1C).

6.2.2. Mbl npenjiaraemM Ha3HAYaTh MPEIHNU30H eXKeTHEB-
HO B OJMH npueM B 103e 1 Mr/kr (MaKCHMaJIbHO
80 mr), uim B pexxumMe B OJIVH NMPUEM Yepe3 IeHb B
no3e 2 mr/kr (Makcumassio 120 mr) (2C).

6.2.3. Mbl npeajiaraeM B KauecTBe MHUIMAJILHOI Tepa-
MU HA3HAYATH BLICOKHE 1031 KOPTHKOCTEPOUIOB
B TeyeHHe KaK MUHUMYM 4 HeJleJIb; MPOI0JIKATD
KOPTHKOCTEPOU/IbI B BLICOKHMX 032X NMPH YAOBJIET-
BOPUTEJIbHOI MEPEHOCMMOCTH MAKCHUMAJIBHO 10
16 Heeb MM 10 IOCTHZKEHHUS TIOJTHOM PEMUCCHH,
ecJiM oHa pa3oBbeTcs panee 16 Hexenn (2D).

6.2.4. Mpl nmpeajiaraeM NOCTENEHHO CHHXKATh 03y
KOPTHKOCTEPOHIOB B TeueHne 6 MecsieB mocJje
JOCTHKEHUS NoJHOi pemuccun (2D).

6.2.5. Mbl npeanaraem ucnoiab3oBarb KHU B kauecTBe
TepanuM NepBoii JUHUN y MANMEHTOB C OTHOCH-
TeJbHBIMH NMPOTUBOMOKA3AHUSIMU WJIM Hemepe-
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HOCHMOCTBIO BBICOKHX 03 KOPTHKOCTepouaoB  rpeccupoBanus XBI1 1 conmyTcTByloleil cepaeuHo-

(HampuMep, HEKOHTPOJIMPYEMbIii THaleT, mCu-  COCYIMCTOU 3a00J71€BaeMOCTU U CMEPTHOCTU. Puck

XHYECKHe 3200/IeBAHNUS, TAKEJIBIA 0CTEONOpPo3)  3ABUCUT OT YPOBHS IIPOTEUHYPUU U OT COCTOSHUS
(2D). (GYHKLUMU MTOYEK.

[ToreHIMAaBbHEBIC TTPEUMYIIECTBA JCYCHUS BKITIO-

NPEANOCHIJIKK YaloT U3JIeUeHUE OT 3a00JIeBaHUs 1/UJIN 3aMeIJICHUE

nporpeccupoBanHus B HanpaBieHuu TXITH. ITpu
V manuenro ¢ ®CI'C u nepcuctupymomeit  PCI'C nmapameTpbl UICXOJOB MOTYT ObITh pa3leeHbl

npOTeMHpreﬁ UMEETCS MOBBIILIECHHBIN PHUCK IIpO- Ha MOYE€YHbIC U ITPOTECUHYPNUYCCKUE coObITud. Jleue-

Ta6nuua 9. NpuyunHel PCrc

Viouonarnyeckuii (nepsuyHblin) @CIC
BropuyHbii ©CIC

1.

4.
(0]

CeMmeliHblit

a) myTauuu a-actinin 4

6) myTaumn NPHST (HecbpuH)

B) myTauuu NPHS2 (nofoumH)

r) mytauuu WT-

n) mytauun TRPC6

e) myTtauun SCARB2 (LIMP2)

X) myTauun INF2 ((popmuH)

3) myTauuu CD2-accounnpoBaHHOro 6enka

11) MUTOXOHAPUAIBbHbIE LIUTONATAN

Bupyc-accounnpoBaHHbiii

a) B4-accoumnposarHas Hedhponatus

6) napsosmpyc B19

JleKkapCTBeHHbIN

a) reponHoBas Hedoponatus

6) MHTEpPdePOH-aL

B) NUTMIA

r) naMmuapoHar/anexnapoHar

1) aHabonm4eckume cteponzpsl

AnanTuBHbINA CTPYKTYPHO-COYHKLIMOHASTbHBIV OTBET, BEPOATHO, MEAUNPYEMbIA TUNepTpomren Kyobo4KoB Ui runep-
nbTpaumnen

4.1. CHKeHHas Macca noYe4Hon TKaHm

a) oniuromeraHedopoHus

0) eaNHCTBEHHAA NoyKa (areHesuns)

B) AWCNIA3nsA NOYEYHON TKaHU

I) KOPTUKATbHBIN HEKPO3

1) pedpnitokc-Hedponatus

e) HedhpakTomus

X) XpPOHUYECKas TpaHCNNaHTaLnoHHas Hepponatus

3) No3aHAs cTafus n60oro 3a60/eBaHNA NOYEK CO CHKEHNEM MACChl LeNCTBYIOLLMX HE(POHOB
4.2. l3Ha4anbHO HopMasibHas Macca NoYevHON TKaHm

a) caxapHblii anabet

6) runepTeHsmns

B) OXXMPEHNe

r) BPOXEHHbIE «CUHUE» NOPOKN cepaLa

1) CeprnoBUAHO-KIIETOYHAS aHEMUS

3110Ka4eCTBEHHbIE HOBOOGPa30BaHUs (MM oMa)

Hecneundmyeckne ®CIrC-nogo6HbIe N3MEHEHUS, BbI3BaHHbIE CMOPLLMBAHUEM MOYEK NPU rIOMEPYNAPHbIX 3260/1eBaHNAX
a) 04aroBblil nponudepaTnBHblin rnovepynoHedput (MFAH, BH, ManoMMMyHHbI 04aroBblil HEKPOTUSUPYHOLLMIA 1 NO-
NyNyHHbIA [H)

6) HacneACTBEeHHbIN HedhpuT (CMHAPOM AnbnopTa); MeMOPAHO3HAS rTIOMepynonaTus
B) TPOMOOTHNYECKAs MUKPOAHrMonaTus

®CIC - chokanbHbI cermeHTapHbIi rnomepynocknepos, ' — rnomepynonedput, BUY — Bupyc nummyHogeduumuta Henoseka, TAH —
UMMYHOrnobynuH-A-Hedponatus, BH — BonyaHouHbIn Hedpput. AgantuposaHo 13 Deegens JK et al. [155].
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HUE Y KOHTPOJIb HAJl 3a00JIeBaHUEM OTIPENIEIISTIOTCS, B
MePBYI0 04Yepeib, UBMEHEHUSIMU YPOBHSI ITPOTEMHY UM
(cM. Tabm. 10).

B 6onpimHCTBE cirydaeB uanonatndeckoro GCI'C
€CTeCTBEHHOE TeueHUe 3a00JieBaHUs JJIUTEIbHOE,
Jaxe MpU pa3BUTUM MOJIHON peMUCCUM 000CTpEeHUS
BO3HUKAIOT y 40% OTBETUBIINX Ha TEPAITUIO OOJIbHBIX.
Y mauueHTOB, JOCTUTIIMX YaCTUYHON pEeMUCCHUM,
COXPAaHSETCs PUCK MOCTEIIEHHOM yTpaThbl ITOYEYHON
yHkumuy. JIuime Majas 9acTh HallMEHTOB HE OTBEYaeT
HE Teparuio, Tak YTO MOTeHIIMaTbHAs TT0JIb3a OT Jieue-
HUSI JOJDKHA ITOCTOSTHHO OLIEHUBAThCS B COOTHOIICHUN
C PMCKOM M30paHHOTO METO/1a UMMYHOCYTIPECCUBHOM
Tepanuu [13].

IIporHo3 y nauueHToB ¢ uauonaruyeckum OCI'C
OIIpeesIIeTCS TSDKECThIO M IEPCUCTUPOBAHUEM TTPO-
terHypuu. [TaneHTs ¢ He-He(PPOTUIECKUM YPOBHEM
MPOTEUHYPUM UMEIOT JIYYIIHii TTIPOTHO3, C ITOYEYHOM
BBIKMBAEMOCTBIO 00jiee 95% 1ipu cpenHel IInTelb-
HOCTHU HabmoAeHus oT 6,5 10 9,3 roga [165—167] naxe
B paHHMX KUCCJCAOBAHUSIX, T1¢ JINIIb Y HEOOIBIION
YacTU MalMEeHTOB MpuMeHsiiach oiokaga PAC. Otu
BBIBOABI BCE €IIIE OCTAIOTCSA B CHUJIE, IPUYEM caMble
MOoCJIeNHNE UCCIIEIOBaHMSI MOKa3alMl, YTO Jaxe Ja-
CTUYHAS peMHUCCHS (CHIUKEHUE IIPOTEMHYPUM 10 CYO-
HeDPOTUYECKOTO YPOBHST) aCCOLIMMPOBAHA CO 3HAYM -
TEJIbHBIM YIy4IIeHUEeM MTOYSCYHOM BEDKMBAECMOCTH 110
CPaBHEHMIO C MEPCUCTUPOBAaHMEM HE(DPOTUUECKOIO
cunapoMa (80 u 40% coorBeTcTBeHHO) [103].

MHOXeCTBO HaOII0IaTeIbHBIX MCCAeI0BaHUMI
MIPOAEMOHCTPUPOBAJIN, YTO PEMUCCUS TPOTECUHYPUH,
Kak CIIOHTaHHasl, TaK ¥ MHAYLIMPOBaHHAsI TepaItmei,
accourpoBaHa ¢ OJaronpusITHBIM ucxomoM [103,

172—174]. MHorue ucciaenoBaHusl ¢ IPOBEICHUEM
0HO(aKTOPHOI'O M MHOTO(DaKTOPHOTI0 aHaJIM3a TAKXKe
MOKa3aJiv, YTO Pa3BUTHE PEMUCCUU aCCOLIMUPOBAHO C
Tepanueit mpeqHusoHoMm [103, 172—174].

EcrectBenHoe Teuenue nepsuuHoro ®CI'C ¢ He-
(GpOTUUECKUM CUHIPOMOM BeCchbMa BapuadbeabHO. Baxk-
HBIMU TIPEIMKTOPAMM UCXOMOB SIBJISTIOTCSI BeJIMUMHA
MPOTEMHYPUHU, COCTOSTHME (PYHKIIUM MOYEK U BhIpa-
>KEHHOCTb TyOYJTOMHTEPCTUIIMATBLHOTO TTOBPEXKICHUS
[101, 165, 175]. Pe3ucTeHTHOCTD K KOPTUKOCTEPOU/I -
HOI Y THO UMMYHOCYIIPECCUBHOM T€PAIMU B HACTOSI-
1ee BpeMsl pacCMaTpUBaeTCsI KaK MOILIHEHIINIA TIpe-
nukTop pasputust TXITH [166, 176]. Y nauueHToB, He
JIOCTUTIIIMX PEMUCCUHM, IIPOTHO3 HEOJIATOMPUSITHBINA, C
5-J1eTHel MOYeYHOM BbIKMBAEMOCTBIO B cpeaHeM 65%
(60—99%) n 10-1eTHEl TTOYeYHOI BBIKMBAEMOCTHIO
30% (25—56%) [165—167, 177].

OBOCHOBAHME

*  BOJIbLIIMHCTBO MAallMEHTOB C MPOTrpeccrupoBa-
HUEeM 3a00JIeBaHUSI UMEIOT MEPCUCTUPYIOIIYIO
He@POTUYECKYIO MPOTEUHYPUIO; MALIMEHTHI C
He-HePOTUUECKNM YPOBHEM MPOTEMHYPUU
XapaKTepU3yI0TCsI HU3KUM PUCKOM TIpOrpec-
CUPOBAHUS MOYEUYHON HEAOCTATOYHOCTHU U
pa3Butust TXITH.

* ¥V manmeHTOB ¢ YCTOWYMBOI CyOHe(dpoTHUUec-
KOW MPOTEUHYPUEN TTOBBILLIEH PUCK CEPAECYHO-
COCYIMCTOM 3a00JI€BAEMOCTU U CMEPTHOCTH.
DTOT pUCK clieayeT MOAU(UIIMPOBAThH, B TOM
qlciie KOppeKiyeil IpoTeuHYPUHU C IIOMOIIbIO
omokatopoB PAC u koHntponem AJl.

Ta6nuua 10. OnpepeneHnsa HeppoOTUUECKOro CUHAPOMA Y B3POCibiX nauueHToB ¢ ®CIC

Knaccudmkauus

Onpepenenue

MonHas pemuccus

CHuxeHmne npoTtenHypun o <0,3 r/cytku unu <300 mr/r (<30 Mr/MMOIb) K KpeaTUHUHY MOYM, HOp-

MaJibHble NoKa3aTeni CbIBOPOTOYHOIO KPeaTuHIHA, ChIBOPOTOYHbIN anbbymMuH >3,5 r/an (35 r/n)

YactuyHas pemucena ™

CHuxeHune npoTeuHypun 8o 0,3-3,5 r/cyTkn (300-3500 mr/r [30-350 Mr/MMOSIb]) K KpeaTuHNUHY

MO4M, CTAOUNM3aLMA NOKA3aTeNeil CbiIBOPOTOHHOIO KPeaThHUHA (M3MEHeHUs KpeaTuHuHa <25%)

nnn

CHuxeHune npoteuHypun 8o 0,3-3,5 r/cyTkn (300-3500 mr/r [30-350 Mr/MMOSIb]) K KpeaTuHNHY
MOYM, CHUKEHNE YPOBHS CbIBOPOTOYHOIO KpeaTuHMHA KpoBM >50% OT MCXOAHOMO 1 CTabUIbHbINA
YPOBEHb CbIBOPOTOYHOIO KPEATUHUHA (MSMEHEHNS KpeaTUHINHA <25%)

Peunans
)KEHNS NOTHOW PeMUccum

MpoTeuHypus >3,5 r/cytku unu >3500 mr/r (>350Mr/MMONb) K KpeaTUHUHY MOYM NOCe A0CTU-

HacTble peyyamBbl Het onpefeneHus y B3pOChbIX

CTepona-3aBncUMoCTb
nun crteponaamm

[lBa peunansa BO BpeMs Tepanuii CTepoMaamMu Unu B Te4eHue 2 Hefienb Nocne OKOHYaHus Tepa-

Ctepona-
PE3UCTEHTHOCTb

MepcucTUpOBaHMe NPOTEUHYPUM, HECMOTPSA Ha Tepaniio NPeaHU30HOM B 4036 1 MI/KI/CYTKI Uni
2 MI/Kr 4epes JieHb B Te4eHue >4 MecaLes

®CIC — hokanbHbIil CerMeHTapHbIil MOMepynoCcKIepo3
*B nuTeparype ucnonbaytotcs 06a onpefenequs YP.
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* HWmMeercst HU3Kas cTeNeHb 10KAa3aTeIbHOCTH,
4YTOOBI PEKOMEHI0BATh MPUMEHEHUE KOPTU-
KOCTEPOUJOB WJIM UMMYHOCYIIPECCAHTOB MPU
neppuaHoM @ CI'C ¢ HepOTUUECKUM CUHIPO-
MOM.

* He umeercst noka3aTeabCTB, YTOOHI ITpeajiaraTb
MPUMEHEHUE KOPTUKOCTEPOUIOB MJIM UMMYHO-
cynpeccaHnToB 1ipu BropuaHoM OCI'C.

baoxamopot PAC u konmpoav apmepuaibnozo
dasaenus

OnrumanbHOE KOHCEPBAaTUBHOE BEACHNE TALIMEH -
T0B ¢ ®CI'C 10IKHO COOTBETCTBOBAThH PEKOMEHIALIM -
SIM JIJIS1 TTALTUEHTOB C ITIePCUCTUPYIONIEH ITPOTENHYpUE
(cM. tnaBy 2). Haznauenue 61okatopoB PAC nomkHO
SIBIISITHCSI PYTUHHBIM; OTHAKO OHO MOXET OBITh OT-
JIOKEHO IIpU He(pOTUUYECKOM CHUHIPOME B IEPUOL
MpOBeIeHNs MHULIMAIbHOM Tepalliu, B pacueTe Ha ee
ycrex. DTo 0COOEHHO BaXKHO MPU TSKeJI0M He(pOoTH-
YECKOM CHUHAPOME, MOCKOIbKY pUcK pa3Butus OIIII
BCJICJICTBUE TUITONIEPDY3UM U OCTPOTO KaHAJbIEBO-
ro Hekposa (OKH) B maHHOII cCUTyallMy TTOBBILICH
[148, 178].

Kopmuxocmepoudot

Tepanusi KOPTUKOCTEPOUIAMU MOXKET paccMa-
TPUBATHCS TOJIBKO Y MALMEHTOB C UIMOIATUYECKUM
DCIC ¢ HedporrueckuM cuHapomoM. He umeercs
JAHHbBIX B I0JIb3Y IPUMEHEHMSI KOPTUKOCTEPOUIOB
y MalMeHTOB 03 He(POTUUECKON MPOTCUHYPUH, U
HaTNpoTuB, HecMoTps Ha otcyTcTBUe PKU, nmeercs
MHOECTBO HaOJI0JaTeIbHBIX NCCIeN0OBaHUI, CBU-
IeTeTLCTBYIOIINX B TTOJIb3Y MMPUMEHEHUST KOPTUKO-
crepounoB nmpu OCI'C ¢ HePppOTHIECKUM YPOBHEM
MIPOTEUHYPUU.

Jo 1985 r. unnonatuueckuit ®CI'C cuurancs
CTEpPOU/I-PE3UCTEHTHBIM 3a00JieBaHNEM C HeOJiaro-
MPUSITHBIM IMPOTHO30M [165]. OnHako HabIOaaTe b-
HbIe MCCJIeI0BaHus, IIpoBeaeHHbIe mocie 1985 1.,
MPOIEMOHCTPUPOBAIIM O0Jiee 6J1arONPUSITHBIE UCXOJIbI,
COIJIACHO 3TUM UCCJIEIOBAHUSM, JIYYIINE PE3YJIbTaTh
ObLIM ACCOLIMMPOBAHBI ¢ 00J1e€ BHICOKUMU MHULIMATIb-
HBIMU J03aMU U 0oJjiee IJIMTEIbHBIM IIPUMEHEHUEM
KOPTUKOCTEPOUIOB.

JIuTeTbHOCTh Tepallui BapbupoBaia oT 4 1o
24 mecseB, n03a IpeaHU30Ha cocTapisiia oT 0,3 no
1,5 MI/KT/CyTKH, 4aCTOTAa MOJHBIX PEMUCCHI KoJieOa-
Jach ot 28 1o 74%, yacTUYHBIX peMuccuii — ot 0 10
50%. CpenHee BpeMsl 10 Pa3BUTHSI TTOJIHOM PEMUCCUN
cocTaBJIsuIo 3—4 Mecsilia, ¢ MaKCUMYMOM JI0 8 MeCSILICB
[166, 168, 169, 171].

Bpemst Hauaa JiedeHUs] MPEeIHU30HOM ILIMPOKO
obocyxmanochk. [Ipu ®CI'C BO3MOXHO pa3BUTHE
CIOHTAHHBIX PEMUCCUI, UX YacToTa KojebJieTcs
oT 5 10 23%. CnoHTaHHbIE peMHUCCUM Haubosee

BEpOSITHBI y TIAIIMEHTOB C BapuaHTOM tip-lesion, co-
XpaHHOM (DyHKLIMEN MOoYeK U C MEHbIIEH TSIXKECThIO
nporeunypuu [179]. ¥ Takux maimeHTOB JieueHUE
MPETHU30HOM MOXET OBITh OTJIOXKEHO, M TPeOyeTCs Ha-
OsroieHre, YTOOBI OLIEHUTh BO3MOXKHOE HACTYTIICHUE
CIIOHTAHHOI PEMMCCUU ITPU ITPUMEHEHUHU OJIOKATOPOB
PAC wiu nHoro KoHcepBaTUBHOTO JieueHust. O HaKO
HCCIIeOBAHUIA, TTOCBSIIIEHHBIX JAHHOMY MOIXOIY UJIN
CUCTEMATUYECKU aHAJTU3UPOBABIIUX COOTHOIIEHNUE
«PUCK/BBITO/Ia», IPU TAKOM ITOAXOJIE HET.

IIpu OTCYTCTBUM IOKA3aTEIbCTB, CIIEIM(UIHBIX
st DCI'C, MBI TIpeiaraeM UCIOIb30BaTh PeKOMEH -
Jauuy aist B3pociabix ¢ BMU B nedyeHuu crepous-
qyyBcTBUTENBHOTO TIepBUYHOTO @CI'C (CM. raBy ).

Het nokasatenbCTB B 10JIb3Y MPUMEHEHUSI KOPTU-
KocteponoB Tipu BTopuayHoM PCI'C, u B Tekyiei
KJIMHUYECKOM MTpaKTUKE TaKK1e MAallMeHTHI He IMoJTyJa-
10T UMMYHOCYyTIpeccuBHOM Tepanuu [180].

Jlpyeue ummynocynpeccuenole npenapanot

B3pocabie manueHThl MOTYT TJIOXO TePEeHOCUTD
JUTUTEIbHOE TPUMEHEHUE KOPTUKOCTEPOUIOB, PEKO-
MeHayemoe Tipu nieppuuHoM @ CI'C, Ho B HacTosIIee
BpeMs1 He umeeTcss PKU, nonaep:kuBaiouxX UCIOJb-
30BaHUE AJBTEPHATUBHBIX UMMYHOCYITPECCUBHBIX
MpernapaToB B KaUeCTBE Teparnuu MepBoii TUHUM.

PerpocniekTuBHbIE HabIIOMATENbHBIE UCCIEI0BA-
HUSI CPAaBHUBAJIM BHICOKHE J03bI PEHU30HA BHYTPb
(1 Mr/Kr/cyTK1) B TeUEHUE KaK MUHUMYM 4 MecslieB
C JaJIbHEUIIUM CHUXXKEHUEM J103bl, C HUBKMMHU J0-
3amu nipeaHusoHa (0,5 Mr/Kr/cyTku) B COUETaHUU C
LIMKJIOCTIOPUHOM (B HaYaJIbHOM 1103e 3 MTI/KT/CyTKU
u cHuxxeHueM 50 MT/CYyTKM) MM a3aTMONPUHOM
(HavyasibHas 03a 2 MT/KI/CYTKM CO CHUXXEHUEM 10
0,5 mr/kr/cytku). CpenHsis IIUTEIbHOCTD JIEUYCHUS
coctanisiia 20 MecsineB. Huzkue 103bl penHU30Ha
Ha3HaYaINCh 16 MareHTaM ¢ OSKUPEHNEeM, OCTEOTTO-
PO30M WJIM caxapHbIM Auaderom. YacTora pemuccuii
ObL1a conoctaBuma; 63% Ha ¢oHe npeaHu3oHa (n=9),
80% Ha boHe mpeaHM30Ha 1 azaTHoNprHa (n = 6), 86%
(n=10) Ha (poHE MpeTHU30HA U LIMKJIOCIIopyHa [172].
B npyrom ucciieoBaHUM B Ka4eCTBE MWHUIIMATbHOM
Tepanuu y 6 00JIbHBIX UCTIOIb30BAJICSI TAKPOJIUMYC, BO
BCEX CIyJasx pa3Bujiach pemuccus [181].

B paHa0MU3MPOBAaHHOM HCCIIEIOBAHUN Y B3pOC-
JneiX manumeHToB ¢ ®CI'C u mepcuCcTUPYIOIIUM
nmociie 6 MecsaueB Tepanuu Ginokaropamu PAC He-
dpornueckum cuHapOMOM cpaBHUBaM MM® (2 r/
CYTKH B TeUeHUe 6 MeCSIIeB) B COUYETAHUN C MAJTBIMK
no3zamu npeaHusoHa (0,5 Mr/Kr/cyTku B Te4eHUE
8—12 Henpenb), ¢ BBICOKMMU J03aMU MpeJHU30Ha
(1 mr/kr/cytku B TeueHue 12—24 Henmesb C Tocie-
NIYIOIIMM CHUDKEHMEM B TedeHue 8 Heaenb). YacToTa
peMHCCcHii ObliIa CXOIHOM IpU 060ouX pexxumax, 71%
(12/17 nauumenTtoB) u 69% (11/16 marmeHTOB) CO-
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oTBeTCTBeHHO [111]. DTN orpaHuyYeHHbIE TaHHbIE
Jal0T OCHOBAHUS MoJiaraTh, YTO MalMEHTHI C He-
MePEHOCUMOCTBIO JUIMTEJILHOTO MpueMa BbICOKMX
J103 MIPeIHU30HA MOTYT BBIMIPATh OT MPUMEHEHUs
aJIbTEPHATUBHBIX UMMYHOCYIIPECCUBHBIX TpeTapa-
TOB, KaK B BUJe MOHOTEpAIUM, TaK U B KOMOMHAIIUN
¢ ManeiMu go3amu npemHusoHa. KHU sBasioTcs
0oJiee MPeANOUYTUTEbHBIMU B CBETE JAHHbBIX, MTOJIY-
YEHHBIX B MCCJIEIOBAHUSIX Y TMMALIUEHTOB CO CTEPOU/I -
pe3ucteHTHBIM OCI'C (cM. HIXKe).

6.3. Jleuenue peuyuoueoe

6.3.1. MbI npenjaraeM nmpoBOAMTD JieYeHHE PeUINBA
He()POTHYECKOr0 CHHIPOMA, COIIACHO PEKOMEH-
Janusim 11 penuausupyomeid BMUA y B3pociibix
(cm. miassl 5.1 1 5.2) (2D).

OBOCHOBAHMUE

+ HMmMeeTrca oueHb HU3KAs CTEIIEHb TOKA3aTelb-
HOCTHU B OTHOIIEHUM JICYCHUSI PELUIUBOB
npu crepoug-yyscreutesibHoM PCI'C. Mbl
MperoiaraeM MCITOJb30BaTh peKOMeHAAIINI
IJTS peunauBHUpylomero TedeHuss bMU (cM.
r1aBy 5.2) .

6.4. Jleuenue cmepouo-pesucmenmnozo OCIC

6.4.1. Jlna crepona-pesucrentoro @CI'C mbl npeia-
raeM UCIoJIb30BaTh HUKJIOCIOPHH B 03¢ 3—5 mr/
KI/CYTKHM B /IBa pHeMa B TeYyeHne KAaK MUHUMYM
4—6 mecsmmes (2B).

6.4.2. I1pu no0CTHXKEHNH YACTUYHOI TV IOJTHOM peMuc-
CHH MblI TIpeJIaraeM NpoI0JKUTD JieYeHHe KO-
CIIOPUHOM B TeYeHHe KaK MUHUMYM 12 mecsues,
C TOCJIEYIOINUM NOCTENEHHbIM CHIZKEHHEM J103bI
(2D).

6.4.3. Y naimenToB co crepoun-pesuctedTHbiM ®CI'C
W HEeNepeHOCHMOCTBI0 NUKJIOCTOPHUHA MBI TIPe-
Jaraem npuMeHenre KOMOMHAIMN MUKo(eHo1aTa
Mo(eTHIa ¥ BBICOKHX 103 1eKkcameTa3ona (2C).

NPEAMNOCHIJIKK

B nurepatype HeT enMHOrO MHEHUS B OTHOIIIEHUU
JUIMTEIbHOCTU TIPUMEHEHMS IPEeIHN30HA JUIST yCTa-
HOBJIEHUS CTEpOUI-pe3ncTeHTHOCTU. HekoToprie
aBTOPHI COBETYIOT MCIIOJb30BaTh aJlbTepHATUBHBIC
MMMYHOCYIIPECCAHTBI YKe TTocie 4—8 HeIeIb Teparn
MPEeIHU30HOM, B TO BpeMsl KaK IPYrHe ONpeaessTioT
PE3UCTEHTHOCTh NIPU MEPCUCTUPOBAHUU HEDPOTU-
YeCcKOro CMHApoMa I1ocje 4 MecsleB Tepanuu Ipe-
HU30HOM B no3e | mr/kr/cytku [144, 170, 182, 183].
MbI ipearioaaraeM IpUMEHSITh IPEIHU30H B TeUCHUE
4 Mecs1eB, MpexXae 4eM KOHCTaTUPOBATh PE3UCTEHT-
HocTb K Tepanuu KC.

OBOCHOBAHME

LHuknocnopuH 3G GEeKTUBEH A UHAYKLUU
peMucCCUr MPOTEMHYPUU y MALIMEHTOB CO CTEPOU/I -
pesucteHTHEIM DCI'C. Pemuccust MOXXET pa3BUBaTHCS
MeJIEHHO, U BO3MOXHO, UTO IMOTpeOyeTcsl JIeueHUe B
TedyeHrne 3—6 MecsIeB, YTOOBI OHA OblJIa JOCTUTHYTA.

* YacTuuHas peMuccus obecrnevyuBaeT cylie-
CTBEHHOE YJIy4IlIeHHUE NCXOI0B.

* [locne oTMEHBI LIMKJIOCTIOPMHA OYEHBb 4aCTO
BO3HUKAIOT pelluauBbI. bojee anuTtenbHoe Jie-
YEeHME MOXXET 00ECIIeunBaTh 00JIee YCTOMINBYIO
pemuccuio. PeriuanBbl 4acTo pa3BUBaIOTCS MPU
WCTOJb30BaHUM LIMKJIOCIIOPMHA B TCUCHME
6 MecstieB. JlmuTenpHast Teparus U MeIJIeHHOE
CHIXEHUE 03Bl TIperapara y [MUKIOCITOPHH-
YYBCTBUTEIbHBIX MAIIUEHTOB MOXET OBITh MC-
nosrb3oBaHo pu GCI'C (Tab:. 11) Tak ke, Kak
9TO PEKOMEHIYETCSl Y B3POCIbIX MAllMEHTOB C
bMMU.

* HNwmeercs orpaHnueHHas 1oKa3aTejabHas 6a3a B
1M0J1b3y 29 (HEKTUBHOCTHU IPYTUX CXEM JICUSHUST
y MAalKEeHTOB CO CTEPOUI-PE3UCTEHTHOM MPO-
TEUHYPUECH.

KHH

B aByx PKH 65110 TOKa3aHO, YTO LIUKJIOCTIOPUH 00-
Jiee 3¢ PeKTUBEH, YeM OTCYTCTBUE JICUSHNS, JUTT MHITYK-
LMW PEMUCCUHN TTPOTeUHYpUH y TTarmeHToB ¢ ®CI'C n
CPHC|[110, 184, 185]. B omHOM 13 3THX CCIEIOBaHUIA
LIMKJIOCTIOPUH TIPUMEHSUICSI B KOMOMHALIMY C MaJIbIMU
JI03aMM IpeIHM30Ha. PeMyccuu B 3THUX IBYX UCCIEI0-
BaHUsIX pa3BuBaInCh y 60 1 69% GOIbHBIX, HO ITOCTIE
OTMEHBI LIMKJIOCIIOPMHA YaCTOTa PELIMIMBOB COCTaBUIA
69 1 61% cooTBeTCTBEHHO. B Mmonb3y Tepanuu UKI0-
CTIOPUHOM CBUJETEJILCTBYET MEHbIIIee HapyllleHue
(yHKIIMM TTOYEeK Ha (DOHE Tepary B OMHOM 13 UCCIIE0-
BaHuii, ¢ ynBoeHueM CKpy 25% jie4eHHBIX TALIUEHTOB
Uy 52% manmeHTOB U3 KOHTPOJIbHOI rpymmbel. Kpome
TOIO, XOTSI M C HU3KMM YPOBHEM J0KA3aTeIbHOCTH, B
OIHOM KOHTPOJIMPYEMOM UCCJIEI0BAHUU, TAKXKE KaK
U B Pa3IMYHBIX HEKOHTPOJIUPYEMbIX UCCIEI0BAHUSIX,
OBLTO MOATBEPXKIEHO, UTO JIEYEHUE IIUKIOCTIOPMHOM
CHIMKaeT npoTerHypuio y nauueHtoB ¢ ®CI'C [141,
186—189]. DT HabGMOMATEIBHBIC UCCIECIOBAHUS e~
MOHCTPUPOBAJIM YacToTy pemuccuii 10—75%. Paznuuus
BYaCTOTE PEMUCCUI MOTYT OBITH O0YCIOBJICHBI HEOTHO-
POOHOCTBIO Ae(UHULIMUA CTEPOUI-PE3UCTEHTHOCTH,
MPEIIEeCTBYIOIIMM MCIIOJIb30BaHUEM aJKWJIUPYIOIINX
MpEerapaToB U COIYTCTBYIOLLEH Tepanyeil MaabIMU 10-
3aMU TpeaHu30Ha. Pemuccuu oOBIYHO pa3BUBAIOTCS
B TeueHue 2—3 MecslieB, HO MOXET MOTpeOoBaThbCs U
boJiee umnTeaIbHOE BpeMs (4—6 MecsieB). Bo Bcex uc-
CJIeIOBAaHMSIX OTMEYeHa BbICOKASl YAaCTOTa PELUIMBOB
(60—80%). ¥ nmauueHTOB, OTBETUBILKNX Ha JICUCHUE
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Ta6nuua 11. Pexxumsbl Tepanun

Mpenapatbl U peXuMbl 403UPOBaHUA

lpegHn3ox

1 Mr/Kr /cyTKn (MakcumanbHo 80 Mr/CyTKuW) UK B anbTePHUPYIOLLEM PeXxuMe 2 MI/Kr (MakcumanbHo 120 Mr) Kak MuHmu-
MyM 4 Hefienu B TeYeHNe Kak MUHUMYM 4 MecsiLieB; B CNy4ae MoSHOW PEMUCCUM NOCTeNeHHas 0TMeHa NPeaHN30Ha, T. €.
CHWKeHne Ha 10 mr kaxnble 2 Heaenu A0 [03bl 0,15 MI/KF/CyTKI, Aanee CHIDKEHME Ha 2,5 Mr Kaxable 2—4 Hepenu. MMpu CP
OCIC — oTMeHa NpeaHU30Ha B TEYEHNE 6 Heaenb.

Tepanus CP ®CI'C

UnknocnopnH

3-5 MI/KI/CyTKu: B IBYX paBHOpa3feNieHHbIX A03aX (MHNLUMANbHbIN Lenesoi yposeHb 125—175 Hr/mn [104-146 umonb/n));
B Cny4ae LOCTVKEHMS PEMUCCIY NPOLOMKUTD NieYeHne B TedeHre 1 roga, ganee ¢ nomnbITKon MeAneHHOM 0TMEHbI: CHUKE-
HUE J03bl LNKIOCNOPUHA Ha 25% Kaxzble 2 Mecaua. Mpu 0TCYTCTBUM PEMUCCIY B TeYEHNE 6 MECALIEB JIEYeHNE LIMKIOCTO-

PUHOM CliefyeT NPeKkpaTuTb.
unm
Takponumyc

0,1-0,2 Mr/Kr/CyTKM B ABYX PaBHOPA3LENEHHbIX [03aX (MHULMANbHbIA Lienesoil ypoBeHb 5—10 Hr/mn [6-12 Hmonb/n]);
B Cny4ae JOCTVKEHNS PEMUCCII CM. PEKOMEHJALIN, KACaOLLMECH LIMKIIOCNOpUHA.

"
lpegHn3ox

0,15 mr/Kr/cyTkn 4—6 MecaLeB CO CHIKEHNEM [103bl B Te4eHne 4-8 Hefienb 40 NOSTHOM OTMEHbI.

®CIC - hokanbHbIn CermeHTapHbIi raomepynocknepos, CP — cTepona-pesncTeHTHOCTb.

LIMKJIOCIIOPUHOM B TeUeHUE 6 MECSLIEB, MO PXKUBAIO-
11as1 Tepartsi MOXKET ObITh IMTPOIOJIKEHA IO HECKOJIBKUX
JieT 06e3 HebIaronpUsITHOTO BO3AEUCTBUS Ha (DYHKLIMIO
MOoYeK; OMHAKO HapylieHue (YHKIIMU IMOYEK MOXKET
BO3HUKHYTb JaXe B TEX CIy4asx, KOTIa MMEeTCsI PEMUC-
cus npoteunypuu [188]. Yxyaienue GyHKInm noyex
0oJiee BEpOSITHO y MALIMEHTOB, MOJIYyYalolIX BHICOKHE
JIO3bI IIMKJIOCTIOpUHA (>5,5 MI/KI/CyTKH), a TakKkKe y
MALMEHTOB C IIPEAIIeCTBYIOIINM CHIDKEHHBIM YPOBHEM
CK® (<60 mi/MuH Ha 1,73 M?) 1 npeaecTByOMNM
TYOYJIOMHTEPCTULIMAIBHBIM (pUOpo3oM [144].

PKMW ¢ ucronb3oBaHreM TaKpoJnMyca He TPOBO-
Iuvch. HekoHTpompyeMbie UCClIe0BaHMS TTOKa3a-
JIA, 9YTO TAaKPOJUMYC MOXET CIYKUTb aJIbTEePHATUBOI
mukiocropuny [181, 190]. B uccnenoBanuu Segarra et
al. [190] Habmr0aa10Ch 25 MALIMEHTOB C IIUKJIOCTIOPUH -
PE3UCTEHTHBIM WM HMKJIOCIOPUH-3aBUCUMBIM
®OCI'C. Takponumyc uctoibzoBanu B go3e 0,15 mr/xr/
CYTKM C 1LIeJIeBOI KOHILIEHTpALMell HaTOIIaK Ha YPOBHE
5—10 mxr/m; yactora pemuccuii coctasuia 100% y
LIMKJIOCTIOPUH-3aBUCUMBIX MalieHToB, 100% — y ma-
LIMEHTOB C MO3IHEN [TUKIOCTIOPUH-PE3UCTEHTHOCTHIO
1 62% — y NallMeHTOB, Pe3UCTEHTHBIX K MHUIUATBHOM
Teparnuy IUKIOCTIOPUHOM. DTU OTpaHUYECHHbBIE Ha-
OJIoIaTeIbHBIE MCCIIEA0BAHMS ITO3BOJISIIOT IIPEIIIOJI0-
JKUTB, YTO TAKPOJTMMYC MOXKET SIBJISITHCS aJIBTEPHATUBOM
JUTSI TTALIMEHTOB C HEIePEHOCUMOCTBIO LIMKJIOCIIOPHMHA.

Jlpyeue ummynocynpeccugHvle npenapamot

HenaBHo npoBeneHo PKU, cpaBHuBalolee Lu-
KJIOCIIOpUH ¢ KomMOuHaureit MM® u BBICOKHX 103

JeKcaMeTa30Ha y JIeTeil U MOJIOABIX IAaIlUeHTOB CO
crepoua-pe3ucteHTHBIM OCI'C [111]. Cratuctu-
YeCKM 3HAYMMBbIX Pa3IMuMil B 4aCTOTE PEMMCCUIL He
nosryaeHo. MccaenoBaHue He 00J1agaao JOCTaTOYHOM
CTaTUCTUYECKOI CUIION, TO3TOMY He MCKITIOUEHO IIpe-
umyiiectBo MM®. MImeroTcst eIMHUYHbBIE COOOLLIEHUS
1 HeOOoJIbIIIME HAaOII0aTeIbHbIC UCCIIEI0OBAHMSI, COO0-
maorue 00 3(phHeKTUBHOCTU AIKUIMPYIOIIMX TTpeTa-
paToB, CUPOJIMMYCa U PUTYKCHMMa0a, HO B HACTOsIIIee
BpeMsI He MMeeTCsl JOCTATOYHBIX JI0Ka3aTeJbCTB B
IOJIb3Y MMPUMEHEHUS 3TUX IIperapaToB y MalMeHTOB
co crepou-pe3rcteHTHBIM PCIC.

PEKOMEHAALMU NO NPOBEAEHUIO
UCCJIEQOBAHUA

* Heobxonumo nposenenune PKU mist cpaBHe-
HUSI HA3HAYEHUS KOPTUKOCTEPOUIOB B 1e00TE
3a00J1€BaHUS C OTCPOYEHHBIM Ha3HAaUYEHUEM
KOPTUKOCTEPOWIOB.

* Heobxonumo nposeaeHue PKU nis oueHku
CpaBHUTENbHOU 9((PEKTUBHOCTU LIMKIIOCTIOPU-
Ha, aTKWIMPYIOIINX MpernapatoB © MM® nipu
crepoun-pesnucteHTHOM OCI'C.

* HeoOxonuMel uccaenoBaHUs 17151 BATUIAIIAN
mochenHeit knaccupukauun OCIrC [152],
JUJTSI OLIEHKHW BOCTIPOM3BOAMMOCTH pe3yjbTa-
TOB, €€ BJIUSTHUS Ha UCXOJIbl U CIIOCOOHOCTHU
CJIyXXUTh MPEIUKTOPOM OTBETA HAa KOPTUKO-
CTEpOUIbl U APYTMe UMMYHOCYIIPECCUBHbBIE
npernaparsl.
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IJIABA 7. NINOIIATUYECKAA MEMBPAHO3HAA
HE®POIIATUA

BBEAEHUE

Dra r1aBa rnpejjiaraeT peKOMeHIaluu 1S allueH -
TOB ¢ MOP(}OJIOrMYeCcKH T0Ka3aHHO MEMOpPaHO3HO
Hedponatueit (MH) 6e3 ycTaHOBIEHHOI MPUYNHBI
(UMH). B nanHoi1 rj1aBe HEe paccMaTpUBAETCsI Jieue-
Hue BTOpuYHBIX (popm MH, 3a uckmouenunem MH,
accolMupoBaHHoI ¢ renatutoM B 1 C. ®uHaHCOBbIE
MOCJEeACTBHYSI IIUPOKOTO NMPUMEHeHHsI JaHHbIX Peko-
MEeHIAlMI pacCMOTPEHBI B I1aBe 2.

7.1. Ouenxa MH

7.1.1. IIpoBecTH COOTBETCTBYIOIEE 0OCIEIOBAHNE LIS
HCK/IIOYCHUA BTOPAYHBIX IPUYHH BO BCEX CIy4Yasax
mMopdoornueckn 1okazanHoii MH (ner crenenu).

NPEAMNOCDHIJIKK

Hwnarno3 MH BrIcTaBiIsIeTCSI HA OCHOBaHMU OMO-
ICUM MOYKM. JmarHocTUYecKue 3HaYMMble MOD-
(honornueckue NMposBIEHUS BKIIOYAIOT YTOJIIEHUE
CTEHOK KaIMJUISIPOB 0€3 TMIIepKJIETOYHOCTH, HAIMUKE
nerno3utoB UT'-G u C3 BAoJib KaMMJUISIPHBIX CTEHOK
MIpY UMMYHOMIIOOPECLEHINY U CYyO3IIUTEINaIbHbIC
JNeTIO3UThI MPU 3JEKTPOHHOU MuUKpockonuu. MH
4acTo HAOJIIOJAETCSI IPY HAJTMIMU psifia 3a00JIeBaHMA,
JIexXallux B OCHOBe ee pa3Butus (BropuuHas MH)
[191—193]. Bropuunass MH 06onee pacnpocTpaHeHa
y nereit (75%), yuem y B3pociabix (25%) (taba. 12).
Huarno3 UMH ycTtaHaBiuMBaeTcsl Ipu UCKIIIOYE-
HUW BTOPUYHBIX NIPUYMH, HA OCHOBAaHUM aHAMHe3a,
(bu3uKanbHOrO OOCAEAOBAHUS U COOTBETCTBYIOIINX
JTabOpaTOPHBIX METOAOB (B T. Y. CEPOTOTUUECKUX U
BU3YaJIU3UPYIOLINX), TIIATEIbHOTO MCCIeI0BAHUS
MOYEYHbIX OMOTITATOB ITPY MTOMOIIIY CBETOBOI, UMMY-
HO(DJIIOOPECLIEHTHOM 1 3JIEKTPOHHO MUKPOCKOIIMH.

ITpu UMH npesanupyrotT neno3utsl UI'-G4 cyokiac-
ca UT-G, torma kak 1mpu BTOpUYHBEIX ¢opmax MH
npeobaanaior apyrue cyokinaccel UI-G [194, 195].
HuddepeHimanbHblii 1MarHO3 MeX1y BTOPUYHBIMU
¢opmamu MH u UMH oueHb BaxeH, Tak KakK Tepa-
nusi pu BTopuuHoii MH onpenensieTcss OCHOBHBIM
3ab0jieBaHMEM, a HEKOTOpbIe BUAbl JeyeHust UMH
MOTYT ObITh MOTEHIIMAIBHO TOKCUYHBI JIS TALlMEeHTa
WIN He(POTOKCUYHBI.

OBOCHOBAHME

MH nipu KTMHUYECKHM paciio3HaBAEMbIX OCHOBHBIX
3a00JIeBaHUSX BCTpEYaeTcsl C pa3jIMuHOM 4acTOTO! B
3aBUCUMOCTH OT BO3pacTa O0JIbHBIX U TeorpamuecKux
rnapameTpoB. JluarHocTHKa OCHOBHOTO 3a00JIeBaHUS,
SIBJISTIOLIETOCS MPpUYMHON pa3Butusg MH, numeet Bax-
HOE 3HAYeHHUe IS IPOTHO3a U OIpeAeIeHUS XapaKTepa
JIeYEHMUSI.

MH xapakTtepHa [1i7151 B3pOcJIoro HaceJieHus (MeHee
yeMm 3% ciydyaeB BBISIBISIIOTCS y AeTeit). YacTora u
STUOJIOTUSI BTOPUYHBIX BADUAHTOB Pa3IMyaeTcs B 3a-
BUCHMOCTH OT perroHa npoxusaHus [191—193, 196,
197, 199—203]. UMH yacTo sIBISeTCS «IMAarHO30M
uckiawdeHust». HemaBHee ucciaengopanue [200] mo-
Kazayio, 4yTo npumepHo y 70—80% GoubHbix ¢ UMH
00HapPY>KMBAIOT LIMPKYIUPYIOIIME aHTUTENa cyOKiacca
NT'-G4 mpotuB KOHGOPMAIITMOHHO-3aBUCUMBIX SITH -
TOMOB pelienTopoB M-tuna docdonunassl A2. Dt
ayTOAHTUTEa OTCYTCTBYIOT WJIM BCTPEUaloTCs KpaiiHe
penxo y nauueHtoB ¢ BropuuHoit MH. Eciu orcyt-
CTBUE ayTOAHTUTEN K pelientopaM (ocdonunasbt A2
npu BTopuuHbiX hopmax MH Oyner BaiuaupoBaHo, u
9TOT YyBCTBUTEbHbIN 1 cTIelM(UYHBIA METO M CClle-
JIOBAHMS AyTOAHTUTEJ CTAHET JOCTYITHBIM, OH MOXET
CITy>KUTb 3HAYMMbIM MapKePOM JIJ1sl TO3UTUBHOMN UIIEH-

Ta6nuua 12. UsBecTHble npudnHbl MH (% y B3pocnbix)

Kuaii finonua ®panyus DuHnaHans CLUA
Mpuyuna Zeng et al. [196] Abe etal.[191] Cahenetal. [139] Honkanen [197] Ehrenreich et al. [198)
(n=390) (n=137) (n=82) (n=82) (n=167)

WNVH 318 65,0 793 69,8 62,3
Bropuytbie MH 68,2 350 20,7 30,2 317
AyTOUMMYHHbIE 50,0 255 6,1 17,7 7.2
3200/1eBaHMS
ViHdbekumn 12,0 51 25 24
Onyxonu 3,1 15 49 2,1 1,8
JlekapcTBa 1 TOKCUHbI 3,1 2,2 6,1 10,4 4,2

VIMH — ngnonatnyeckas membpaHo3Has Hedhponarus.
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tudukauuu UMH no npuHiumy «He MCKITIOYEHO».
ITpu UMH cpeay UMMYHHBIX JETTO3UTOB TIOMUHUPYIOT
cyoknaccel UT-G4, Torna Kkak mpu BTOpUYHBIX (hopMax
MH npeo6aanator UT'-G1, UT-G2 u/umm UT-G3
[194, 195].

HanbGonee BaxkxHble NpuYMHbI BTopudyHoii MH
BKJTIOUAIOT CUCTEMHYIO KPACHYIO BOTUYAHKY (Y MOJIOIBIX
JKEHIIMH), XpOHUYeCcKU i renatut B (ocobeHnHo B Boc-
TouHoi A3uu [196]), nekapctBa (Takue kak HBITC,
COCIMHEHMS 30JI0Ta U PTYTH) M 3JI0KAYeCTBEHHBIC
HOBOOOpa3oBaHUs (OCOOEHHO y MAlIMEHTOB CTapiiie
65 ner). Jlo Havana crenuduIecKoil MUMMYHOCYITpeC-
CUBHOW Teparuu JOJKHO ObITh MPOBEJAEHO lieJieHa-
MpaBjieHHOe 00CJef0BaHNe IS MCKIIOYEHUS TIpH -
yuH BTopnuHoit MH. [letanmpbHOoe Mopdosorniueckoe
KUCCJIeAOBaHNE BBISIBIISICT HAJIMYME ME3aHTHATbHBIX
JIETIO3UTOB TIPU DJIEKTPOHHOW MUKPOCKOMUU U pac-
npoctpaHeHHbie neno3utsl UT-G1, UT-G2 u/unu
WT'-G3 npu umMmyHODII00pECLIeHITNN TTPY BTOPUYHBIX
dopmax MH. DTu HaxoaKu MO3BOJISIIOT 3aM10I03PUTh
BropuuHbie hopmbl MH (cM. Takxke Tab:. 13, roe nmoa-
poOHO nepevyrciaeHbl npuuuHbl MH).

PEKOMEHAALWU NO NPOBEAEHUIO
UCCNEQOBAHUNA

+ Heobxoaumo npoBefieHUe UCCIeAOBaHUIN sl
BaJIUJALIMY MIPAKTUYECKOW IIEHHOCTH OTpesie-
JIEHUS aHTUTeJ K pelientopam M-tumna ¢ocdo-
Junasbl A2, B acrieKTe TOYHOCTH 3TOTO MeToAa
JUISl pa3rpaHUYeHUs IEPBUYHBIX 1 BTOPUYHBIX
¢dopm MH.

+ HeobOxoaumo npoBefeHue UCCIeAOBaHUN s
onpenenaeHust Hanbosee 3(hheKTUBHOM C TOUKU
3pEeHUsI CTOMMOCTH MaHeJIu 00CIeI0BaHNN TSt
CKpUHUHTA JIexXamux B ocHoBe M H (CKpBITHIX)
3JI0KaUYeCTBEHHBIX 3a00JIeBAHUM Y MOXUIIbIX
MaIMeHTOB.

7.2.  Omoop e3pocavix nayuenmos ¢ UMH oas aeue-
HUSL UMMYHOCYRPECCUGHbIMU npenapamamu (cm.
Pexomendauuu das demeii c UMH 7.8).

7.2.1. Mpl peKOMeHAyeM HAYMHATh MHULIHAJIbHYIO
TEPanui0 TOJbKO MAIMEHTAM C He(POTHYECKUM
CHH/IPOMOM U NP HAJIMYMH OTHOTO U3 CJIEAYIOINX
YCJIOBMIA:

* 3KCKpelus 0eJIKa mpeBblIaeT 4 r/CyTKH U coxpa-
HseTcs Ha ypoBHe 0osiee 50% oT ucxoaHoro, u

* He MMeeT TEHIEHIIMH K CHUXKEeHHI0 Ha (oHe
AHTHIUNEPTEH3MBHOW ¥ AHTUNPOTEMHYPHYECKOI
Tepanuu B TeueHHe Mmepuoaa HaOGJI0JeHHs Kak
MunuMyYM 6 mecsieB (1B);

* UMEIOTCS TsKeJible, MHBAIMAUUPYIOIHE U K13~
Heyrpoxkalouiye CHMITOMBI, CBSI3aHHbIE C Hed)po-
THaeckuM cunzpomom (1C);

+ CKp nosbimaercs Ha 30% uium 0osiee B TeyeHune
6—12 mMecsmeB 0T MOMEHTA YCTAHOBKH THATHO3A
(10 pCK® ne menee 25—30 mi/mun Ha 1,73 m?),
¥ 9TH U3MEHEHUSI He MOTYT ObITh 00'bSICHEHBI JIPY-
rumu ocoxkHenusvu (2C).

7.2.2. He npumMeHsTh MMMYHOCYNIPECCHBHYIO TePANUI0
y namueHToB co craduiabhbiM CKp >3,5 mr/ma
(>309 mxmoab/a) (mmm pCK® <30 ma/Mun Ha
1,73 m?) U yMeHbIIEHHEM PA3MEPOB MOYEK MO
JAHHBIM YJIBTPA3BYKOBOTO MCCJIE0BAHUS (JJIMHA
noYKH <8 CM), HJIH y TAIIUEHTOB C TSXKEIbIMU HJTH
MOTEHIHUAIBHO JKU3HEYTPOKAIOIMMH UHGeKIus-
MU (HET CTeneHu).

NPEANOCDLIJIKHN

Hawnb6onee yacteim nposiBnenueM MMH sBnsiercst
He@pOTHUIECKUIA CUHAPOM C COXpaHHOU (DYHKIIMEH
rouek. Okojio 50% MalKreHTOB ¢ MePCUCTUPYIOLIEi
BBICOKOUW MPOTEUMHYpPHEN B KOHEYHOM CUETEe IPO-
rpeccupytoT no TXITH, Hepenko mocjie MHOTUX JIET
HabmoneHus. [TonHas pemuccuss HePOTUUECKOTO
CUHApOMA SIBJISIETCSI TIPEIUKTOPOM XOpOIllei oTaa-
JICHHOI MOYE€YHON BBKMBAEMOCTU U BBKMBAEMOCTH
manreHToB. YacTuuHas peMuccus Takke 3HAaYMMO
YMEHbIIIaeT PUCK Pa3BUTUSI TTPOTPECCUPOBAHUS 3a-
oosieBanust 1o TXITH (cm. tabu. 14 nis onpeneneHuin
MOJHOW U YaCTUYHOU PEMUCCUU, UCIIOIb3YEMBIX B
naHHoI riaBe). [1o3ToMy OCHOBHOII LIe/IbIO JICUCHUS
SIBJSICTCSl UHAYKLUS AJIUTEIbHOU peMUCCUU MPO-
TeuHypuu. Bce ncrob3yeMble Ha CETOMHSIIITHUI IEHb
BapUaHThI TepANMU XapaKTePU3YIOTCS 3HAUUTEIbHOMU
TOKCUYHOCTbIO, IO3TOMY, YTOOBI CBSI3aHHbIE C JIeue-
HUEM 1T000YHbIe 3(hGEKTH ObUIM MUHUMAaJIbHBIMMU,
OYEHb BaxXe€H OTOOp IMALlMEHTOB C BBICOKAM PUCKOM
nporpeccupoBaHusi. CTerneHb MPOTEeUHYPUN U TN~
TEJLHOCTH €€ MEePCUCTUPOBAHUS B TEUCHHUE TIeproaa
HaOJI0IeHUS TTOMOTraeT OTOOpy MAllMEHTOB I Te-
panuu. B otHomenuu treuenuss UMH He umeercs
COIJIACOBAHHOTO OTPE/EIEHUsT «TOUKN HEBO3BpaTa»,
MOCJIe JOCTUKEHUSI KOTOPOU PUCK JICUeHUSI UMMYHO-
cylpeccaHTaMU CTAaHOBUJICS Obl HEIIPUEMJIEMbIM U
O6ecnone3HbIM. OIHAKO HaJIW4YUe TSDKEJIOro TyOyJ1o-
MHTepCTULIMAIbHOTO (prbdbpo3a, aTpouu KaHAIbLEB
U TJIOMEPYJISIPHOTO CKJIepo3a Mo JaHHBIM OMOTICUH, B
COYETaHUM C TepcucTupyromum nosbimenrueM CKp
>3,5 mr/mn (>309 mxmonb/n) (mnu pCK® <30 mut/
MUH Ha 1,73 M?) U yMEHBILICHUEM Pa3MEpPOB MTOYEK MpU
VY3U MOryT CIykKUTh KPUTEPUSIMU OLIEHKU.

OBOCHOBAHME

* HMmMeercsa HU3Kast U cpemHssl CTENEHb J0Ka3a-
TEJIbHOCTU B MOAJEPXKKY TOTO, UTO MALIMEHTHI CO
cpemHuM ypoBHeM TpotenHypun <4,0 r/cyTku
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Ta6nuua 13. UsBecTHble NnpuuuHbl MH

AyTOMMMYHHbIE

AyTOUMMYHHbIe 3a60neBaHmns

CuctemHas KpacHas BONYaHka
PeBmatomnaHblii apTput

CmeluanHoe 3a60neBaHne COeANHUTENbHON TKaHK
[epmartommosunt

AHKMNO3WPYHOLLMIA CMIOHANAUT
CuctemHas cknepogepmus

Mwactenus gravis

bynnesHblii nemdgurons

AyTOMMMYHHBIN TUpEONANUT

Cungpowm WerpeHa

BucouyHblii apTepumt

bonesHb KpoHa

Peakuns «TpaHcnnaHTar npoTuB X03sanHa»

Wndbexkuun

lenatut B

lenatut C

Bupyc ummyHogeduumta Yyenoseka
Mansipus

LLnctocomos

dunapuos

Cucpunuc

OHA0KAPAUT (BbI3BAHHbIN 3HTEPOKOKKOM)
IXNHOKOKKO3

Nenpa

3noka4ecTBeHHbIe HOBOOOPa30BaHUA

KapumHombi
Jlerkux
Mnwesopa
ToncTon Knwkn

He-kapunHomei
XOMKKNHCKas numcoma
He-xomKKknHekas numdoma
XpOoHU4ecKuin nuMoneiikos

Mono4Ho xenesbl MesoTenuoma
Kenynka MenaHoma
Moukn Onyxonb Bunbmca
SANYHNKOB AfeHoma neyenu
lMpocTartbl AxrnoonnukynspHasa numdgoma
[TonocTn pTa 1 roptaxm LlIBaHHOMa

Heipo6nactoma

[aHrnnoHenpoma Haano4e4HNKoB
JlekapcTBa/TOKCHHDI Penkue
3osnoTo CaxapHbIii AnabeT (accoumauus Unu npuynHa?)
MeHnumnnaMmmH Capkoauno3s
byuunnnammH CepnoBMAHO-KNETO4YHAS aHeMUs
PTyTHbIE Npenaparsl MonmkucTos
KanTtonpun Hednunt a1-aHTUTPUNCUHA
[Mpo6exnung bonesHb Bebepa—Kpucrmana
TpumeTaanoH [MepBUYHBIA 6UMAPHBIA LUPPO3

HecTeponaHble NpoTMBOBOCNANINTENbHBIE Npenaparsl

VIHrmouTopsl LMKNOOKCUIeHasbl-2
Knonugorpens

JTntnn

dopmanbaerung

YrneBoaopOHbIE COEANHEHNS

CnCTEMHbIN MacToLMTO3

Cunpapowm MmiteHa—bappe
YpTUKapHbIiA BaCKynuT
[eMOSIMTUKO-YPEMUYECKUI CUHAPOM
lepneTnopmHbIN fJepmaTut
Mwenogucnnasus

VIV T€, KTO JOCTUT TOJIHOW MJIM YaCTUYHOM pe-
MMCCUU, UMEIOT XOPOILMI OTHaIeHHbINA TPOTHO3.
Hab6onarenbHble UCCEN0BaHMS €CTECTBEHHO-
ro reueHust UM H nokazanu, 4To My>KCKOi 1oJ1,
MepCUCTUPYIOIIAs TsKeIast POTCUHYPHS 1 T10-
BbIlIEHHBII ypoBeHb CKp Ha MOMEHT yCTaHOB-
KI AWaTHO3a SBJISIOTCS MPEAUKTOPaMU prcKa
JaJIbHEHUIIEro MPOrpecCUpyrolIero CHUXKeHUs
(GYyHKIMK TTOYEK, XOTS HEe BCe 3TU (PAKTOPHI
SIBJISIFOTCSI HE3aBUCUMBIMU (DaKTOpaMU PUCKA.

[Mpumepro y 30—35% nanvientos ¢ UMH moxet
Pa3BUTLCS CITOHTAHHASI PEMUCCHUS He(hpOTHUIEC-

CKOTO CMHIPOMA, ITO3TOMY pallMOHaIbHO OTJIO-
SKUThH CEU(PUIECKYIO TEPAnio KaK MUHUMYM
Ha 6 MeCsLEB, UCIIO0/Ib3YsI IIPU TOM IMOAAEPXKU~
BaIOLIYIO TeParuio, BKIIOYAIOLIYIO GJI0KATOPHI
PAC (meranu cMm. B 171aBe 1), €C/IM TOJIBKO Y T1a-
LIMEHTA HE BBISIBIISIETCS HEOOBSICHMMOE OBICTPO-
pa3BHUBalolIeecsT HapyleHne QYHKIIUU TTOYeK
U HET OCTIOXKHEHUM, CBI3aHHBIX C TSKEJIBIM He-
KOHTPOJIMPYEMbIM HE(POTUUECKUM CUHAPOMOM.
O[HaKo YacTOTa CIIOHTAHHBIX PEMUCCHIT MeHee
BEPOATHA, €CJIM HA MOMEHT YCTAHOBKM JMAarHO3a
MMEETCS BBICOKUIA YPOBEHb MPOTEUHYPUU.
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Ta6nuua 14. OnpepeneHns NOJIHOW U YacTUYHOU pemuccumn npu UMH

Monxas pemucens: axckpeuns 6enka ¢ modoil <0,3 r/cytkn (06/K < 300 mr/r unu <30 Mr/mMmMonb), ABaX[bl C UHTEPBANIOM
He MeHee HefleNin, NPy HOPMasbHOM YPOBHE CbIBOPOTOYHOM0 aNnbOyMIHA U KpeaTUHIHA

YacTuyHas pemuccus: akckpeLns 6enka ¢ Mo4oit <3,5 r/cytkn (0b/K < 3500 mr/r unn <350 Mr/MMOnb) 1 CHKEHME NPo-
TeuHypumn 0 50% unu 601ee 0T MaKCUMITbHOT0 YPOBHS, BX[bI C UHTEPBANOM He MEHee Heflesin, NPy NOBbILLEHNN
UM HOpPMannu3aLumm YPoBHA CbIBOPOTOYHOTO allbBYMUHA 11 CTaBUIIbHOM CbIBOPOTOYHOM KpeaTUHIHE

MH — mem6paHo3Has Hedpponatus, 0b/K — 0THOLLEHME «6enoK/KpeaTuHuH MoYu» (CM. TaKkxe rnasy 1).

* TouyHO ompeneauTh BpeMsI BOSHUKHOBEHUS
YAaCTUYHOU PEeMUCCUN MOXKET ObITh 3aTPYIHU -
TEJbHO, TTOCKOJIbKY Y HEKOTOPHIX ITallIeHTOB
OTMEUaeTCsl MEUIEHHOE, B TEUEHNE HECKOJTbKUX
JIET CHIDKEHUE TIPOTEMHYPUM 10 CYyOHEe(hPOTH -
YECKOT0 YPOBHSI Jaxke B OTCYTCTBUE CieMpU-
YECKOTO JICUYCHMSI.

* EcTp maHHbIe B MOJB3Y MPUMEHEHUS TTPOTHO-
CTUYECKMX MOJEJIEH UIsl OIpeAe/IieHUs] pUCcKa
nporpeccun UMH (Hampumep, mepcuctupo-
BaHWE MPOTEUHYPUU >4 T/CYTKU W/AIU CHU-
KeHUe (QYHKIUU TTOYeK B TeueHHue 6 MecsieB
HaOIIOACHMS).

* HMMeeTcsa HU3KaAs CTEIEHb JH0Ka3aTeJbHOCTH
B T0JIb3Y PEKOMEHIAIUU MPOIUTH TTePUOT
HaAOIIOACHMST Y TIAIIMEHTOB C IIPOrPEeCCUPYIO-
UM CHIKEHUEM MPOTEUHYPUU, CTAOMIHHOM
(byHKIIMEIT TTOYEeK M OTCYTCTBUEM OCIOXKHEHMI
HEe(POTUYECKOTO CUHIpOMA.

Okono 80% B3pocnbix ¢ UMH umeror B nebroTe
3a0o0seBaHus HedppoTuueckuit cuuapom [206], y
OCTaJbHBIX BBISIBISIETCS CyOHehpoTUUecKast Impo-
TeuHypus (cMm. ompeneieHus B riaase 1). TeueHue
00JIe3HN MOXET COIIPOBOXKIATHCS CIIOHTAHHBIMU
pemuccusiMu u petuauBamu [197, 207—-214]. Tlpu-
MepHO y 20% pa3BUBAIOTCSI CITOHTAHHbBIE TTOJHbBIE
peMuccuu HedpPOoTUUecKoro CUHApOMa, U elle y
15—20% — cmOHTaHHBIC YAaCTUYHBIC PEMUCCUMU.
Pa3zBuTue pemuccum MoXeT ObITh OTCPOYCHHBIM Ha
IJTUTETBHBIN IEpUoI BpeMeH! — 110 18—24 Mecsies.
B onHoM u3 mocienHuX ucCleA0BaHUM cpenHee
BpeMsI 10 JOCTIKEHUST pEMUCCUN cocTaBmiio 14,7 +
11,4 mecsua mocie nebioTa 3aboneBanusa [215].
Oxoso 15—30% GOJabHBIX MEPEXUBAIOT OAUH WU
GoJiee peLIAMBOB, 1 6osiee ueM y 50% maieHTOB He-
(bpoTyeckmit cuHIpoM nepcucTupyer. I1o aHHBIM
HCCJIeIOBAaHU €CTEeCTBEHHOTO TeUeHUs 00JIe3HU, U
MIpY OIleHKe TPYMII I1aneb0 B MHTEPBEHIIMOHHBIX
uccienoBaHusix y 30—40% mauueHTOB ¢ IEPCUCTH-
pYIOIIUM He(PPOTHIECCKUM CHMHIPOMOM B TeUCHUE
10 et paszBuBaetcs TXITH [208, 216]. ITauueHTHI
C MEPCUCTUPYIOIIUM HE(PPOTUUYECKUM CUHIPOMOM
TOJBEP>KEHBI OCTTOXKHEHUSIM, TAKUM KaK UH(DEKIIUH,
TPOMOOIMOOINYECKUE OCITOXHEHUS U YCKOPEH-
HOE pa3BUTHE aTEPOCKIEPOTUYECKUX CEPIEUYHO-
COCYIMCTHIX 3a00JIeBaHUIA.

BeposiTHOCTh BOBHMKHOBEHUSI CIIOHTAHHBIX pe-
MUCCUI 1 TTpOTrpeccUpoBaHus 3a00eBaHUsI 3aBUCUT
OT BO3pacTa, 1noJja, CTereHu MPOTenHYPUU U (PYyHKIIMU
IOYEeK B MOMEHT YCTAHOBKM auarHo3a [216, 217]. Puck
MporpeccupoBaHus 3a00JeBaHUsI HauboJiee BhICOK
MpU IPOTEUHYpUU >8 T/11, IepcUcTUpytoleii oonee
6 MecsteB. BammanpoBaHHBIN allTOPUTM TTO3BOJISIET
co3aaTh MOJiejib, OCHOBAaHHYIO Ha CpellHEel TpoTe-
WHYPUH B TeUeHHE 6 MecsIIIeB, KIIMPeHCe KpeaTHHUHA
(KnKp) Ha MOMEHT yCTaHOBKM JMarHo3a U HaKJIOHE
kpuBoit KimKp B TeueHue 6 MecsiieB. DTa MOIETb
MOXET TTOMOYb MAEHTU(HUIIMPOBATDH MALIMEHTOB C
PMCKOM MPOIPECCUU C TOYHOCThIO 85—90% [218].
CoracHO 2TOl MOJe U, ¥ MAlIMEHTOB ¢ HU3KUM pU-
CKOM TIporpeccupoBaHusl 3a001eBaH1e MPOSIBISIETCS
npotenuHypuein <4 r/cyTku, HOpMaJbHBIM YPOBHEM
KnKp u crabunbHolt (pyHKIMEH MOUeK B TeUeHUE
6 MecsilieB repuoa HaboneHus. [TalMeHThI co cpe-
HUM pUCKOM Tporpeccuu (50—55%-Hast BepOSITHOCTb
pazButus mporpeccupyolieit XbI1 B reuenue 10 ne)
MMEIOT HOpMaJbHYI0 (PYHKIIMIO MMOYEK, KOTOpas
ocTaeTcss HeM3MEHHOI B TeueHue 6 MecsIIeB reproa
HaOJIIOEHUSI, HO C TIOCTOSIHHBIM BBICOKMM YPOBHEM
npotenHypuu 4—8 r/cyTku. Beicokuii prck mporpec-
cupoBaHus (65—80%-Hast BEpOSITHOCTD ITPOTPECCHPO-
BaHuUs 0 Aajneko 3ameniieit cranuu XbIT B TeueHue
10 sieT ¢ MOMEHTa YCTAaHOBKM JIMarHO3a) XapaKTepeH
JIUISI TAMEHTOB, UMEIOIINX TTEPCUCTUPYIOLILYIO TTPO-
TEUMHYPUIO >8 T/CYTKHU, He3aBUCUMO OT CTEIICHM I10-
yeuHoit auchyHkuuu [219, 220]. UnayuupoBaHHas
JIeYeHUEM PEMUCCHS aCCOLIMMPOBaHa C yJaydllleHueM
nporHosza [221, 222]. JlecATuieTHsisl BBIXKMBAeMOCTh
0e3 pa3BUTHS TOYEUHOI HEIOCTATOYHOCTU COCTABIISIET
okosio 100% nipu pa3BUTUM MONHON pemuccuu, 90%
TIPY Pa3BUTHUN YaCTUIHOM pemuccr 1 50% Tipu OTCyT-
CcTBUM peMuccuu. [TarmeHThl ¢ MOJTHON WU YacTUY-
HOW peMUCcCuel UMEIOT CXOAHYI0 CKOPOCTh CHUXKEHUS
KnKp: —1,5 Mi1/MUH/TOI P TIOJTHON pEeMUCCUM, U
— 2 MJI/MUH/TOA TIpU YacTUYHOM. HecMmoTps Ha To
YTO CIIOHTAHHBIE PEMUCCUN MEHEE PaCIIPOCTPAHEHBI
y MalMeHTOB C UCXOJHO BBICOKMM YPOBHEM IpO-
TEWHYPUU, OHU BCE XK€ MOTYT Pa3BUBAThCS; HEMABHO
coobmaochk [215] 0 yacToTe CITOHTAHHBIX pEMUCCHIA
no 26% cpeny ManyMeHTOB C MUCXOJHBIM YPOBHEM
npotenHypuu 8—12 r/cytku, u g0 22% cpeayv mamu-
EHTOB ¢ mpoteuHypueit >12 r/cyrku. bnokamga PAC
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n 50%-Hoe CHUXEHME MPOTEUHYPUU OT MCXOIHOTO
YPOBHS B T€UeHHUE II€PBOro roga HaOIIoAeHUs ObLIN
3HAYMMBIMHU HE3aBUCUMBIMU TIPEAUKTOPAMU pa3-
BUTHUSI PEMUCCUU. BOJBIIMHCTBO OITyOJIMKOBAaHHBIX
HCCJIeOBAaHU I €CTECTBEHHOTO TeUeHUS 3a00JIeBaHUS
ObLIY BBITTOJIHEHBI B 3110XY, Koraa ookana PAC elie He
ObLTa TOCTYITHA. BiusiHue 1M TeIbHOTO MPUMEHEHMS
610karopoB PAC npu UMH 65b110 o11eHEeHO B OCHOB-
HOM B Ha0JTI0IaTeTbHBIX MCCIIEOBAHMSIX M OTMEYAIOCh
TOJIBKO Y IMAIIMEHTOB C mpoTenHypueii <10 /1 B Hauase
HabmoaeHus. B HemaBHO MPOBEeIEHHOM HEOOJIbIIOM
PKMU (n = 27) cpaBHuau MAITI® (TU3UHOIIPUI B 03¢
1o 10 mr/cytkmn) u BPA (1o3apran B mo3e go 100 mr/
cyTku) y nauuveHtoB ¢ UMH u BapuabenbHO# mpo-
teunypuei (2,5—7 r/cyrku). Oba mpemnapara ObLIH
COITOCTaBUMBI 110 3(D(EKTUBHOCTU U CHUKAIU IIPO-
TEUHYPHUIO B cpeaHeM 10 2,5 r/cyTku 3a 12 mecsues.
OTcyTcTBUE MIale00-KOHTPOJSI U HEBO3MOXKXHOCTh
BKJIIOYUTH MALIMEHTOB C 00Jiee BHICOKMM YPOBHEM
npotenHypuu (>8—10/cyTKu) ocaaduiIv 3HAYMMOCTh
aTOTO NccaenoBanus [223]. UMeeTcst HU3Kast CTeTIeHb
JI0KAa3aTeJIbHOCTH 3HAYMMOCTH APYTUX ITPEAUKTOPOB,
TaKWX KaK TUTIEPTEH3MsI, TUCTOJIOTUYECKUE TTPU3HAKU
MHTEePCTULIMAIbHOIO (prOpo3a 1 aTpopum KaHaIbLEB,
TOCTOSTHHBIN TTOBBIIIEHHBIN ypoBeHb C5b-9 B Moue
U TIOBBIIIEHHAs 3KCKPELUSd HU3KO- MJIN BBICOKO-
MOJIEKYISIpHBIX 0eJKOB (B2-MUKpPOTrJ00yIMHA U
NTI'-G) ¢ mouoii [224, 225]. Beinenenue craguiit MH
Ha OCHOBAaHWU TUCTOJOTMYECKUX KPUTEPUEB UMEET
OrpaHMYEeHHOE 3HAUYCHUE ISl TIPOrHO3MPOBAHUS UC-
XOI0B WJIM OTBeTa Ha Tepanuio npu MMH.

7.3.  Huuuuaavnas mepanus UMH

7.3.1. Mbl peKOMeHyeM NMPOBOJAUTbh WHUIHAJIbHYIO
Tepanuw 6-MecIYHbIM KYpPCOM C YepedoBaHHEM
IUKJIOB KOPTUKOCTEPOUIOB BHYTPb M BHYTPUBEHHO
M AJKHIMPYIOIIHX npenaparos (cM. Tao.1. 15) (1B).

7.3.2. Mbl npejiaraeM UCIO/b30BaTh 1151 HHUIIMAIbHOM
Tepanuu cKopee IUKJI0(pochaMui, YeM XJaopam-
oyuua (2B).

7.3.3. IIpn OTCYTCTBUH ITOCTHKEHHS PEMHCCHH MBI
PEKOMeH/IyeM BeCTH MAIMEeHTOB KOHCEPBATHBHO
B TeYeHHE KaK MUHUMYM 6 MecsIeB nociie 3aBep-

HIEHUS 3TOii Tepanuu, Npexkiae 4eM KOHCTATHPO-
BaTh 0e3yCHEeIHOCTb JieYeHUsl, €CJM TOJbKO He
OTMeYaeTCsl Pe3KOro CHIKeHUs1 (yHKIUM MoYeK
WK Pa3BUTHS KU3HEYTPOXKAIOIIUX CMMITOMOB,
CBSI3AHHBIX C HE(DPOTHYECKHM CHHAPOMOM (CM.
Takxke pekomengamuio 7.2.1) (1C).

7.3.4. BbINOJHATb NOBTOPHYIO OMOIICHIO TIOYKH, TOJILKO
€CJIM Y MAIMEeHTa 0TMEeYaeTcs1 ObICTPOe CHUXKe-
e gynkmyu novek (ynsoenue CKp B Teuenme
1-2 mecsineB Ha0JI0IeHNs]) TPH OTCYTCTBHH
MaccuBHO# nporeunypuu (>15 r/cyrku) (Her
CTelNeHu).

7.3.5. Moaudunuposath 103y mukiaodochamuaa wim
XJOpaMOynujIa B COOTBETCTBHH C BO3PACTOM
0oabnoro u pCK® (Her crenenu).

7.3.6. Mbl npenjiaraeM nocTOSIHHOE eXeaHeBHOe (He
IUKJIMYECKOe) MCNOIb30BAHNE AJKHUIHPYIOINX
npenapaTroB, KOTOPOE TAKKe MOXKET ObITh (-
(hekTHBHO, HO ACCONMMPOBAHO C OOJIBIIAM PUCKOM
TOKCHYHOCTH, 0COOEHHO IPH JJIUTETbHOCTH IPHU-
MeHeHus B Teuenue >6 mecsmuen (2C).

NMPEANOCDLIJIKHN

B tpex PKM 06bu10 mokazaHO, YTO MOHOTEpamusi
KOPTUKOCTEPOUAAMHU BHYTPb He OoJiee a3hdheKkTuB-
Ha, 4yeM cUMIIToMartuueckas tepanus npu MMH.
Askunuvpyloiye npenaparbl (ukiaodochaMmun win
XJIOpaMOYLIWI), Ha3HaYaeMble BHYTPb, OOBIYHO B CO-
YeTaHUU CO cTepouiaMu, 3(OGHEKTUBHBI B OTHOLIEHUM
MHAYKIUU peMuccuu u npenotspaiieHus TXITH.
[Mpoduab TOKCUMYHOCTU TO3BOJIIET MPEATIONIO0XKUTD,
4TO LHUKJI0(ocdaMuI MOXKET ObITh ITPEANIOUTUTEIbHEE,
YeM XJIOpaMOYILIHI.

OBOCHOBAHME

* Hwmeercd cpemHss CTeTieHb TOKA3aTeJbHOCTH,
YTOOBI PEKOMEHIOBATh HMKIMYSCKUI PeXUM
NpUMEeHEHUS aJKWINPYIOIINX MpernapaToB
(nuknodochamuga uim xaopobamoOyluia) u
KOPTUKOCTEPOUIOB B/B IMyJIbCaMHU W BHYTPb B
TeueHue 6 MecsieB (cM. TabJ1. 15 a1 onucaHus

Ta6nuua 15. Linknnyeckas KOpTUKOCTEPOUAHO-LMTOCTaTU4eckas Tepanua npu UMH («cxema MoHTUuyennn»)

Mecau 1. B/B metunnpeHn30mnoH (1 1) exxeJHEBHO TPUXK[bI, 3aTeM BHYTPb METUNNPeAHN30M0H (0,5 Mr/Kr/cyTKin) B Teye-

Hue 27 OHen

Mecay 2. Xnopam6yuun BHYTpb (0,15-0,2 Mr/Kr/cyTku) unu uuknogocdamug sHyTpb (2,0 mr/kr/cyT) B Tedenue 30 gHen™

Mecsuy 3. MosTopuTb Mecal 1
Mecsu 4. MoBTopUTb MecsL, 2
Mecsuy 5. MosTopuTb Mecal 1
Mecsu, 6. MNoBTOPUTL MecsL, 2

"KOHTPONMpOoBaTh KpeaTUHUH CbIBOPOTKM, anbOYMUH, NENKOLMTbLI NEPUCEPUYECKON KPOBU 1 3KCKPELMO 6efika C MOYOIA KaX/ble 2 HEAeN B Te4EHIe
nepBbIX 2 MECALEB, 3aTeM eXemMeca4HO 10 6 MecsaLeB. ECnn KonnyecTBo NENKoLNTOB B Nepudepuyeckoi KpoBi CHKaeTes fo <3500/Mm?, 0TMEHUTb
XnopamoeyLun uam uuknodocthamig 40 BOCCTAHOBNEHNS NeNKoLnToB 10 >4000/MMm3.
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PEXMMOB) JJISI UHUIIMATIBHOM Tepanuu y 60J1b-
Hbix ¢ UMH, cooTBeTCTBYIOIIUX KPUTEPUSIM,
MU3JI0KEHHBIM BbIlIe, B peKoMmeHaauu 7.2.1.
HokazaTtenbHasi 6a3a CBUIETEIbCTBYET, UTO
3TOT PEXUM JIeUeHUST TTPEBOCXOJAUT TOAIEP-
>KMBAIOIIYIO TEPAMUIO B OTHOIIEHUY MHAYKIIUN
peMUCCUIl U TIPEAOTBPAICHUS OTIAJIEHHOTO
yxyameHus: GyHKIMU MOYeK, BKIKYas Mmo-
TpeOHOCTH B Auanuse, y nauueHtoB ¢ UMH u
MEePCUCTUPYIOIIUM HE(PPOTUUECKUM CUHAPO-
MoM. Puck pa3BuTus HexXeaaTelbHbIX SIBJIE-
HUi, aCCOLIMMPOBAHHBIX C UCIMOJIb30BAHUEM
nukinodochamuna mpu UMH, nipencrasieH B
tabnure 16.

W cnonb30BanCh U IpYTe KOMOMHUPOBAHHbBIC
peXUMBI MPUMEHEHUs HuKIodochamuaa u
KOpTHUKOCcTepouaoB. HekoTtopble nccienoBa-
TEJIN He MPUMEHSITU TYJIbChl METUINPEAHU30-
JIOHa, Ipyrue 0oJee JUTMTEIbHO UCITOIb30BaIN
ANKWIMPYIIUE ITpernapaTbl U KOPTUKOCTEPOUIbI,
TpUYEM OJHOBPEMEHHO, a HE B IIUKINIECKOM
pexume [226—228]. OgHako oTgajgeHHas
3¢ (GEKTUBHOCTD M 0€30MAaCHOCTh TAKUX PEXU-
MOB YCTAHOBJICHA MEHee OTYETIIMBO, YeM TPU
MMPUMEHEHUN ITUKJINYECKUX PeXUMOB [229].
besomnacHocTh ¥ 3 PeKTUBHOCTL TPUMEHEHUS
PEXMMOB C MCIOJIb30BaHUEM IuKJodocda-
Muaa B/B nipu jgeueHun MMH usy4yeHbl Heno-
CTaTOYHO, YTOOBI MOXKHO OBbLIO J1aBaTh PEKO-
MEH/JAIMK 1o UX MpUMeHeHuo. EnnHCTBeHHOE
HeOoJTbIIOe (C HEMOCTATOYHOM CTATUCTUIECKOM
CUJIOI) KOHTPOJUpPYEMOe UCCleI0oBaHre TTPO-
rpeccupytoiieii MMH okazanoch HeraTUBHbIM
[230]. TakuMm ob6pa3om, foKa3aTeabHas 0a3a He-
JIOCTaTOYHA, YTOOBI (hOPMUPOBATH KAKKE-TUO0
PEKOMEHIAlINU, KaCaIOIIUECs] UCTIONb30BaHUS
nukiodocdamuaa B/B 1o CpaBHEHUIO C TIEPO-
pPaJIbHBIM MTPUEMOM.

[TonHas uau yactuuHasi peMuccusi HeppoTu-
YeCKOro CMHApPOMA accollMupoBaHa ¢ 0Jiaro-
MPUSTHBIM OTAAJIEHHBIM ITPOTHO30M, [TO3TOMY
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YCTOMYMBAsT peMUCCUST HE(POTUIECKOTO CUH-
IpoMa SIBJISIETCS] TPUEMIIEMON CyppOTaTHOM
KOHEUYHOM TOUKOM TSI OLIEHKU 001eit a(pdek-
TUBHOCTH JICUECHUS.

Y mauueHToB, MOJIyYaBIIMX JeUYeHUe, IMOJTHAs
WM 4aCTUYHAsl PEMUCCUSI MOXET Pa3BUTHCS
ciycTsa 12—18 MecsieB mocje 3aBeplIeHus
Kypca Teparnuu, o3TOMY €CTb OCHOBAHUSI BbI-
KIaTh B TEUEHNE 9TOTO BPEMEHM, TIPEKIIE YeM
MPUATHU K BBIBOY, YTO UHUIMATIbHAS TEPATIUS
He Obu1a ycremHou (cM. Pekomenmanvu 7.6.1
u 7.6.2), pU YCJIOBUU UTO MOKA3ATENU ChIBO-
POTOYHOTO aJIbOYMMHA WK (YHKITUM TIOUYEK He
YXYIIIAIOTCSl U HE Pa3BUBAIOTCSI OCIOXKHEHUS
3a0oJieBaHMs. B TeueHue neprona HabIIONeHUS
MaleHThI JOKHBI mojiydaTs MATI® nnu BPA
W JPYTYIO TUTIOTEH3UBHYIO M/WJIM TIOMIEPXKM-
BAIOIIYIO Teparnuio B COOTBETCTBUU C KIMHU-
YeCKMMU TTOKa3aHUSIMU. B cpaBHUTEIbHBIX
HUCCeI0OBaHUAX HUKIodochamMun oTandaics
JIYYIIUM TIpoduieM 0e30MacHOCTH IO CpaB-
HeHUIo ¢ xjaopamoyuwioM. Mmeetcss Hu3Kas
CTeTieHb J0Ka3aTeIbHOCTH, UTO HUKITo(ocha-
MU 00ecreunBaeT 00Jiee YacTble U JUTUTEIbHbIE
peMuccuu, 4yeM xsiopamoyuwi. KymynsaTuBHas
TOKCUYHOCTb aJKUJIUPYIOUIUX MPEenapaToB
MOXKET ObITh 3HAYMTEIBHOM 1 TPEOYeT TIIaTe b~
HOTO MOHUTOPVPOBAHMUSI CO CTOPOHbI JIEUAIEro
Bpaua. HemaBHee nccienoBaHue pekMMOB Ha
OoCHOBe LuKJIodochamuaa U xaopaMoOyLmIa
npu MMH BeI3Basio 00€CTTIOKOEHHOCTb 110 IO~
BOJly X 0€30MacHOCTU, MOCKOJIbKY BbISIBUIO
YaCTOTY TOOOYHBIX siBJIeHUI cBbIle 80% [231].
DTO NPOTUBOPEUYUT AAHHBIM MPEAIIECTBYIONIETO
nutenbHoro PKW ¢ nukinyeckum npumeHe-
HUEM aJIKUJIUPYIOIIUX MPENnapaToB U CTEPOU-
JTOB, TIPOJIEMOHCTPHUPOBABIIIET0 XOPOIIIYIO TIepe-
HOCUMOCTb U MPUEMJIEMO HU3KOE KOJUUYECTBO
Ccepbe3HbIX MO00UYHBIX addekToB [229, 232,
233]. B HacTosl11ee BpeMsl U3BECTHO, UTO PUCK
MPUMEHEHMSI TAKMX PEKMMOB BO3PACTaET, ECTU

Ta6nuua 16. Pucku v npeMmyLecTBa peXxmma LUKIN4eCcKoil KOpTUKOCTEPOULAHO-
umtoctaTtuyeckoi repanuu npu UMH

Pucku

Mpeumywiectsa

[TOBbILLEHHbIA PUCK OMMOPTYHUCTUHECKUX NHADEKLUN
PeakTuBaums BUPYCHbIX renaTutoB
Anoneumnsi

[OHaJOTOKCMYHOCTb (a300CMEPMUS, HAPYLLEHUS OBYNALMK)
emopparuyecknin LUCTUT (TONLKO Ha Lnknodocdamnie)

HoBoo6pa3oBaHus (MUeNoLMCMIACTUYECKNIA CUHAPOM,

OCTPbIil MUESIONENKO3, Pak MOYEBOro Ny3blps, paK MaTKu)

Tokcnyeckuii renatut

MpepotepateHne XbIT u TXMH

MpodhunakTika 0CNOXHEHUA HEPPOTUYECKOTO CUHAPOMA
(TPOM603bI, NPOrPeCcCUpOBaHIE aTePOCKNep03a)
YBenuyeHne npooSKUTESIbHOCTY XNU3HW, YIyHLLIEHNE
Ka4eCcTBa XNU3HN

XBIM - xpoHu4eckas 60ne3Hb novek, TXMH — TepMUHanbHas CTafns XpOHUYECKON NoYe4HON HegocTatoqHocTh, MH — Mem6paHo3Has Hedbponatus.
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AJIKUJIMPYIOUINAE TIpernaparbl UCTIONb3YIOTCS Y
MaIMEeHTOB CO CHIDKEHHOM (PYHKIIME IoYeK,
MAaIlMEeHTOB CTaplleld BO3PACTHOW TPYIIbI 1/
WJIU C COITYTCTBYIOIIMMU 3a00JIeBAHUSIMU, YTO
SIBCTBYET U3 MOCJIEAHUX COOOIICHUA.

* TMockonbky cHrxenue CK® npu UMH uacro
TIPOMCXOJIUT MOCTETIEHHO, OCOOEHHO TP OT-
CYTCTBUM MAaCCUBHOI MPOTEUHYPUHU, JIIOOOE
yckopeHue TemmoB cHInkeHnst CK® ykasbiBaet
Ha BEpOSTHOCTb HACJIOEHUSI APYTOTo MaTOJIOT U~
YeCKOro mpoiiecca (Takoro Kak TMOTyJTyHHbIA
[JIOMEPYJIOHE(PPUT UM OCTPHIA MHTEPCTU-
LMaJbHBIM He(PPUT, 4aCTO JeKapCTBEHHO-
ACCOLIMMPOBAHHBIN), UTO MOXET AUKTOBAThb
M3MEHEHMSI B TTOXO/1axX K JiedeHuto. JIist uaeH-
TU(UKALIMYA TOAO0OHBIX COCTOSIHUI MTOKa3aHO
BBITIOTHEHME TTIOBTOPHOI OMOTICUM TTOUKH.

* V¥V maumMeHTOB, JCYSCHHBIX IO «cxeme IToHTu-
qeJUTH», TTIPUMEPHO B 25% cilydaeB BOZHUKAIOT
peuuanuBbl He(POTUUECKOTO CUHApOMa. AHa-
JIOTUYHAs YacToTa PeLMAMBOB XapaKTepHa 1
JIJISI TALIMEHTOB CO CIIOHTAHHBIMU PEMUCCUSIMU
(cMm. neyenue peunauboB npu UMH B pasne-
ne 7.7)

Otkpbeitoe PKU, ucnonb3yoliee 6-MecIYHbINA
KypC XJIOpaMOy1IiJia ¥ CTEPOUIOB AJIBTEPHUPYIOIIMMU
MECSYHbIMU KypcaMu, Obl1o HayaTo B 1980-x ro-
nax (cM. tabn. 15 ¢ onucanuem pexuma) [229, 232,
233]. INocne 10-neTHero nepuoaa HaodaoneHus 92%
JIeYeHBIX MaueHToB (n = 42) n 60% nauueHToB 13
KOHTPOJIbHOU TpynIibl (n = 39) ObLUIM XXUBbI U UMEJIU
coxpaHHyo ¢yHkiuio mouyek (p = 0,0038). B pemuc-
cum Haxoauiuch 61% (40% noaHbIX pemuccuit) u 33%
(5% moaHbBIX pEMUCCHIT) TALIMEHTOB COOTBETCTBEHHO.
B npyrom PKU TOT e pexXum Teparuu CpaBHUBAIU C
MOHOTepanuei CTeponiaMmu, KOTOpbie TPUMEHSUTUCH
B TeUeHME BceX 6 MecsILieB (BMECTO XJIOpaMOyLIMIa Ha-
3Havaau npeaHn3oH 0,5 Mr/Kr/cyTkn). 3HaYUTETbHO
0oJIblIIee YMCIIO MALIMEHTOB M3 TPYIIIBI XJI0paMOyILIMIa
HAXOAUJNCh B PEMUCCUM B TE€UEHUE TIEPBBIX 3 JIET.
OaHaKo 3TU pa3InyuKs HUBEJIMPOBAINUCH Ha 4-M romy
MCClIeOBaHMsI, BO3MOXKHO, U3-3a TOTO, YTO B 1IEJIOM B
KCCIIeI0BaHME BOIILIO JIUIIb HEOOIbIII0E YMCIIO TaLlM -
€HTOB, OTHOCSIIIIMXCS K IpymIie pucka. [[mmre1bHOCTh
peMHCcCHUM TakKe Oblaa 0oJice MPOIOJIKUTEIbHOM
cpeau OONBHBIX, TTOJyYaBIINX XJI0paMoymui. Jpyroe
PKM [235] cpaBHMBaJI0O KOMOMHALIUIO XJIOpaMOyLIM-
Jla U CTepOUA0B ¢ KoMOWHaImel mukiodochamuaa
BHYTPb (2,5 MIr/Kr/cyTkm) u crepounoB. Pemuccun
HEeDPOTUUYECKOTO CUHAPOMA OBIIU OTMEUYEHBI C
OJMHAKOBOI 4acToTOi B 0b6eux rpymmnax (82% mpo-
B 93%, p = 0,116). OgHaKo TsKeyble TOOOUHBIE
3¢ deKThI, MPUBOALIINAE K MPEeKpallleHUIO TepaIuu,
yalle HaOIIoAaIMCh B TPYIIIIE XJIOpaMOyIInJIa o CpaB-
HEHUIO ¢ rpynmnoi nukinodochamuaa (12 v 4% coort-

BETCTBEHHO). B Apyrux HeOONBIINX UCCACTOBAHUIX
U HECKOJIbKMX MeTaaHajlu3ax U CUCTEeMaTUYECKUX
0030pax ObUIO MOKA3aHO, YTO AIKWIMPYIOIIUE Tpe-
napaThbl aCCOLIMMPOBAHbI ¢ 00JIee BHICOKOI YaCTOTOM
Pa3BUTHS PEMUCCHIA, XOTSI OTHAJICHHBIX IIPEUMYILECTB
B OTHOIIEHWY BIVSHMS Ha (PYHKIIMIO ITOYEK ITOKa3aHO
He 6bu10 [204, 236—240].

Bonee no3nHee oTKpbITOE NccienoBanme [204] namo
pe3yJIbTaThl, CXOXME C IMEPBBIMU MCCICIOBAHUSIMU
cxembl [TonTrnuemmm. KagecTBo X1M3HU, OlLIEHEHHOE
10 BU3YaJIbHOW aHAJIOTOBOM IKaje, ObLIO 3HAYNMO
JIy4llie B IpyMIie JISYeHUS B TeUeHUE TTeproja Habo-
neHus. YacTora OCOXHEHUI B TPYIITIE JICUEHUS U B
KOHTPOJIbHOI TPYIINE HE pa3invaiach.

B onHoMm otkpeitom PKU (n = 29) uccnenosanach
3 HEeKTUBHOCTL MPUMEHEHUS IINKI0(pochaMuaa B
COYeTaHWU CO CPENHUMM J03aMU CTEPOUIOB B TEUCHUE
12 mecsueB y mammeHToB ¢ UM H 1 BBICOKMM prCKOM
MpOrpeccupoBaHus (PUCK OIPEAEIISUICS IO YPOBHIO
NTI'-G u B2-mMuxporinodynrHa B Moue). PaHee ObU10
MOKAa3aHo, YTO y TAKUX MALIMEHTOB BO3MOXHO MOBbI-
menue ypoBHsI CKp >25% ot ucxomHoro ypoBH (¢
JIOCTHKEHUEM ypoBHs > 1,5 mr/mi [>133 mkmoib/1]),
WJIY TTOBBIIIeHUE >50% OT MCXOAHOTO ypoBHS. B aTOM
UCCJIeNOBAHNY CPAaBHUBAJIU I'PYTITy PaHHETro Havajia
JiedeHust (0OJIbHBIE C MOUEBBIM CMHAPOMOM) U IPYIIILY,
/e JieYeHe HauMHAJIU JIILb [TOCJIe TOTO, KaK YPOBEHb
CKp moBbiuancs >25—50% ot ucxomHoro. beiio oT-
MeueHO 0oJjiee ObICTPOE Pa3BUTHE PEMUCCUU TTPOTEU-
HYpMU B TPYIIIE paHHETO Havyasla JeUeHus, HO He ObLIO
paznuuuii B oO1ei yactore pemuccuii, yposHe CKp,
CpeHeM YPOBHE MPOTEMHYPUU U B YACTOTE PELIVIM-
BOB U ITOOOYHBIX 3(PHEeKTOB MEXK Iy rpynamMu yepes 6
Jer [241]. DTu maHHBIE COMIACYIOTCS C pe3yJbTaTaMu
0oJiee paHHUX HAOIIOJATEIbHBIX NCCIeIOBAHU, BbI-
ITOJTHEHHBIX TEMU K€ aBTOpaMU, M CBUIETEILCTBYIOT B
MOJIb3Y IEPBOHAYATBLHOTO KOHCEPBATUBHOTO MOIX0/1a
K JieyeHuto nauueHToB ¢ UMH. BMecte ¢ Tem ObL10
MOKAa3aHo, YTO MPU TAKOM MOJX0/Ie TOKCUUYHOCTD Jie-
YeHMSI CYIIECTBEHHO BO3pacTalia Kak B CBSI3U C YIJIU-
HEHUEM Tepuoja JIEUeHUsI, TaK U B CBSI3U C OTOOPOM
JIJIST JIeYeHUs] TIallMeHTOB C HapyIIEHHON IMOYeYHO
dyukuumeit (CKp >1,5 mr/an [>133 mkmonb/i]).
OO611as cTeneHb J0Ka3aTeJIbHOCTHU B ITOJIb3Y JaHHOTO
noaxona cpeaHss [241—243]. ITo6ouHble 3hDEeKThI
ATTKUJTUPYIOIINX IIUTOCTATUYECKUX TIPErapaToB 3Ha-
YUMBI ¥ BKTIOYAIOT TOHATOTOKCUYHOCTh, KAPIIMHOMY
MOYEBOTO ITy3bIPsI, TUTIOTIa31I0 KOCTHOTO MO3Ta, pa3-
BUTHE JIEWKO30B U CEPHE3HBIX OMMOPTYHUCTUUECKUX
nHbekunii (tabia. 16). CooTHOILIEHHUE «PUCK/TIOIb3a»
MOXKET MEHSIThCS B 3aBUCMMOCTH OT TaKUX (DAKTOPOB,
KaK BO3pacT IallMeHTa U COITyTCTBYIOLINE 3a00ieBa-
Husl. B tabnuiie 17 nmepeunciieHbl TPOTUBOIIOKA3aHUS
K IMKJIMYECKOMY IPUMEHEHMIO aJIKMIMPYIOLIMX IIPe-
napaTtoB/crepounoB. Llukiopochamun umeeT 6osee
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Ta6nuua 17. MpoTuBONokKkasaHUa K UCMOJIb30OBAHUIO PEXNMA LUK/IMYECKOM KOPTUKOCTEPOUHO-
umtoctaTunyeckoin repanumu npu UMH

HenaneyeHHble nHdekunu (BUY, renatutsl B n G, Ty6epkynes, rpnbkoBble MHAEKLAN U T. 1.)
3110Ka4eCTBEHHbIE HOBOOOPA30BaHUS (ErKNX, KOXN [3a UCKHOYEHNEM CKBAMO3HbIX], TONCTON KULIKW U T. 4.)

HapyLieHus ypoguHamuki

HekomniaeHTHOCTb NauneHTa

MpencywecTsytoLan nekonenus (<4000 J1/mmd)
CbIBOPOTOYHBIN KPeaTuHWH >3,5 mr/an (>309 MKMOosib/n)

BUY - Bupyc ummyHogeduunta Henoseka, MH — mem6paHosHas Hedoponatus.

OJs1aronpusITHBIN TTpoduIb MOOOUYHBIX 3(D(HEKTOB MO
CpaBHEHUIO ¢ xjopamOyuwiomM. JlocTymnHas nokasa-
TeJabHasi 0a3a He CBUICTEILCTBYET O OJarornpusiTHOM
BO3IEHCTBUU TIpUMEeHEeHUs 1uKiIodochamuna B/B
npu nedyeHun MUMH, u oHo He pekomeHayercsi. Ha
OCHOBAaHUHU OTPAaHUYEHHBIX (hapMaKOKMHETUUECKUX
MaHHBIX 1032 ATKWJIMPYIOLIMX MpenapaToB AOJXKHa
OBITH penynupoBaHa npu cHkeHnn CK® Bo n36e-
JKaHME TOKCUYECKOTO BO3AEUCTBUSI Ha KOCTHBII MO3L
A3aTHOIIPUH HE OKa3bIBaeT 01aronpusiTHOro agpgexra
Ha TeueHue UMH Hu npu MoHOTepanuu, HU B cove-
TaHUU CO cTepouaamu [244—246].

JokazaTeabCTBa, MOJyYeHHbIE MPU MPOBEICHUN
MMMYHOCYTIPECCUBHOM TEparuu Mpu JIpyrux 3adoe-
BaHMUSIX, TTIOKA3bIBAIOT, YTO MALIMEHTAM, TTOTYJar0IM
KOPTUKOCTEPOUIHYIO TEpaMuio, CIeayeT MPOBO-
IUTh MPOoMGUIaKTUKY TIPOTUB Prneumocystis jiroveci
TPUMETONPUMOM-CYJIb(haMeToKca300M. ITareHThI ¢
PHCKOM Pa3BUTUSI OCTEOITOP03a (T. €. TIOKMJIbIE Tally -
€HTbI U >KeHIIMHBI B TOCTMEHOIay3aJIbHOM ITEpUOJIE)
JOJIKHBI TIPU OTCYTCTBUM MTPOTUBOIIOKA3aHUM, TAKMX
Kkak pCK® <30 m1/mun Ha 1,73 M2, monydath 6udoc-
¢oHathel (cM. T1aBYy 1).

Vxynmenue ¢pyHkuu nodyek npu MMH o6b1yHO
MeJIJIEHHOE, U BbIpaXkeHHasl MovyeyHasi HeJ10CTaTou -
HOCTb Yallle BCEro pa3BUBAETCS JIMIIb ITOCIIE HECKOJIb-
KUX JIET TIEPCUCTUPOBAHUST MIPOTEUHYPUU BBICOKOTO
ypoBHs. BricTpoe paszBuTHe MOYEeUHON HEIOCTATOU-
HOCTHM B OTCYTCTBUE MAacCCHUBHOM MPOTEMHYpuUH (T. €.
>151/1) 00BIYHO YKa3bIBACT HAa HACTIOCHUE IPYTHUX I1a-
TOJOTMYECKUX POLIECCOB, TAKMX KaK OCTPBIiA ABYCTO-
POHHUI TPOMOO3 IMOYEUYHBIX BEH, TPUCOEAMHUBLIMIACS
noJyayHHbI I'H unu ocTpblit MHTepCTULIMATbHbBIN
Hedput. [ToBTOpHAas OMOIICUS MOYKU — HauboJiee
aJeKBaTHbII MeTOl MACHTU(GUKALIUU MaTOJOTUHU,
TpeOytolel KoppeKiuu tepanuu. OgHako y maiueH-
TOB C TsiKesoi mporeunypueit (>10—15 r/m) octpoe
yxyaeHue GyHkimu nmovek (cHxkenne CK® <50%)
MOKET Ha0II01aThCsl BCIEACTBUE TEMOIMHAMUYECKIX
n3MeHeHnit. OOBIYHO TaKWe M3MEHEHUs ToaBepra-
IOTCSI 0OpaTHOMY Pa3BUTHIO TIPU peMUCCUU Hehpo-
TUYECKOTO CUHIPOMA, U CIeI0BaTEIbHO, HE TPEOYIOT
KOPPEKIIMK TepareBTUYECKOro MOaX0a.

ITpocrnekTHBHbBIE KOHTPOJIUPYEMbIE UCCIIETOBAHNS
WCIIOJIb30BAaHUSI UMMYHOCYIIPECCUBHBIX MpernapaToB

st nedeHus nainueHToB ¢ MMH u HapyuieHuem
dynkum novek (1. e. pCKD 30—60 My/MUH Ha
1,73 M?) KpaitHe HEeMHOTOUYMCIEHHBI. B HacTosiee
BpeMsl loKaszaTesibHasl 0a3a HelIO0CTaTOYHaA JIJIST TOTO,
YTOOBI TIPEIJI0XKNTH KaK1e-I1100 crien@uieckKne pe-
KOMEHIALIWH [IJ15T AAHHOU TPYTITIBI TAalIMEHTOB. ToKCH -
YecKO€e BO3IENCTBUE ATKUIUPYIOIIUX MTPEMNapaToB HA
KOCTHBI MO3T y MAalIMEHTOB C HAPYILIEHHON (DYHKIIMEH
TOYEK MOXET OBITh MMOBBIIIEHO, U HE(POTOKCUYHOCTh
KHMW y 601bHBIX C YK€ CHMXKEHHOM (DYHKIIMEl mouyeK
TaK:Ke SIBJISIETCSI BaXKHOI MPo0JIeMoiil. DTU MpenapaThl
y nauueHToB ¢ UMH ¢ XpoHHYecKoil mouyeuyHoi He-
JIOCTaTOYHOCTBIO JOJIKHBI UCIIOJb30BAThCSI C OCTO-
POXHOCTBIO.

PEKOMEHAALLAU NO NPOBEAEHUIO
UCCNEQOBAHUA

*  C IOMOIIbIO KIIMHUYECKUX, MOPMOJIOTUYECKIX
1 OMOJIOTMYECKUX MApPKEPOB CJIeIyeT UISHTU-
¢unmpoBaTh MalIMEHTOB, KOTOPbIe OOJIbIIIE
JIPYTUX «BBIMTPAIOT» OT MPOBEIEHUS TEPATTUU, C
TeM 9TOOBI N30eKaTh HEHY>KHOTO prCcKa JieKap-
CTBEHHOTO BO3/IEMCTBUS y OCTaIbHBIX. Jlokasa-
TeJbHasl 0a3a HETOCTAaTOYHA JJIT TOTO, YTOOBI
PEKOMEHIOBaTh UcaIbHbIE JO3bI IPEnapaToB
JIJIST MUHUMU3AIMY TOKCUIYHOCTH, OCOOEHHO B
OTHOIIIEHUU BO3IEMCTBUS LMKIOhochamMuna
Ha rOHaAbl I MOYEBOI ITy3bIPb.

* Heoboxonumo nipoeneHne PKM mist cpaBHe-
Hus ankwiupytouux npenapatoB i KHU ¢
MM®, putykcumMaboM UM agpeHOKOPTUKO-
TpornHbiM ropMoHOM (AKTT') B kauecTBe MHU-
muanbHoi Teparmuu MMH ¢ Hedporrnueckum
CHUHAPOMOM (C HapyllleHreM (DYHKIIMHY TToYeK Ha
MOMEHT YCTaHOBKM JMarHo3a Winu 6e3 OHOTO).

*  HeoOxonuMBbl Mcciie1OBaHUS IJIST OIIPEACICHUS
poiu MOpGOJIOTUYECKUX JaHHBIX U MOYEBBIX
OMOMapKePOB B KAYECTBE MPEAUKTOPOB IIPO-
TrHO3a U/WJIK OTBETA Ha Teparuio.

» [loBTOpHOE MCCleTOBaHUE YPOBHS aHTUTEI
K peuenTopam (ochonumassl A2 1 MoUe-
BbIX OMoMapkepoB (Takux kak UI'-G u P2-
MUKPOTJIOOYJIMH B MOUY€) HEOOXOAUMO TIPU
MPOBENECHUM UCCIIETOBAHUIN €CTECTBEHHOTO
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TeYeHUs 3a00JIeBaHUS U BO BCEX OYMYIIMX UC-
clienoBaHusIx 1o tepanuu MMH, ¢ TeM 4To0Obl
OLIEHUTh X BKJIAJ] B OTIPEIEIEHNE BEPOSITHOCTH
CIIOHTaHHBIX PEMUCCHI1, OTBETA Ha JieYeHUE 1
MPOTrHO3a.

7.4. Aavmepnamuenvle pexcumol 045 UHUUUAABHOU
mepanuu UMH: mepanua KHH

7.4.1. Mbl peKOMeHIyeM HCIIO.Ib30BATD IUKJIOCTIOPHH HJIH
TAKPOJMMYC B TedeHHe KAaK MHHUMYM 6 MecsIeB y
NAIMEHTOB, 0TBEYAIONIMX KPUTEPHSIM MPOBEAECHUS
WHUIUATbHOM Tepanuu (KaK 3TO ONMMCAHO B PEKO-
MeHgamuu 7.2.1), KOTopbie IGO0 0TKA3bIBAIOTCS OT
UKJINYECKOTO PUMEHEHNS] KOPTHKOCTEPOUI0B/
AJKWIMPYIOUIMX NPenaparoB, JU00 UMEIOT Mpo-
THBOIOKA3aHUS K 3THM npenaparam (cM. Ta0.. 18
JUIS CIeNUANTBHBIX PEKOMEHIAIMIA 10 103UPOBKE)
(10).

7.4.2. Mpbi1 npeniaraem otmenats KHU y nanuenTos,
KOTOpbIEe He JOCTUIIM MOJHON WM YACTHUYHOWM
pemuccun B Tedenne 6 mecsues Jederus (2C).

7.4.3. Mbl npeaiaraem cHizkath 103y KHU ¢ untepBa-
Jamu B 4—8 nenenb 10 50% ot HAYAJIBLHOI 03B,
€CJI PeMHUCCHS COXPAHSAETCS M HEeT MPU3HAKOB
KHU-ToKcHYHOCTH, OrpaHUYUBAIONIEI JieueHue,
U MPOJIOJIKATD TEPANHUIO B TeYeHHE KAK MUHUMYM
12 mecsues (2C).

7.4.4. Mbl npenjaraeM peryjisipHo MOHUTOPHPOBATH
ypoBeir KHU B kpoBu B nepuoj MHUIMAIBHOM
Tepanuu, a TAKXKe MPHU BbISIBJIEHUN HEOObSICHUMOTO
nosbinienns CKp (>20%) B mooom nepuoze Jeye-
Hust (HeT crenenn) (cM. Taour. 18 misa cnenmaibHbIX
pekomennanuii no no3uposanuio KHN).

OBOCHOBAHMUE

WmMeeTcss HU3KUI WM CpeaHUI YPOBEHDb T0Ka3a-
TEJIbHOCTHU [IJISI TOTO, YTOOBI PEKOMEHI0BATh TEPATIUIO
KHMHM (LHuKJIOCIOPpUHOM WM TaKpOJIMMYCOM) B Ka-
YECTBE aJbTEPHATUBBI HUKIMYECKOMY IMTPUMEHEHUIO
KOPTUKOCTEPOMI0B/AIKWIUPYIOIIMX IIPeriapaToB Py
MMH. MmMeeTrcst HU3KUI ypOBEHb 10KA3aTEJIbHOCTH,
yTOOBI MpenjaraTh ucnoiab3oBaHue MKH B TeueHue

KaK MUHUMYM 6 MecsilieB, U TIPOJOKEHUE JIeUeHUS
elle KaK MUHUMYM 6—12 Mecsi1ieB mpu 0J1arorpusTHOM
BO3JICMICTBUU HA MPOTEUHYPUIO, C YYETOM BBICOKOI
YacTOTHI PELUUINBOB MPU PaHHEW OTMEHE TEeparuu.
IMpennaraemsie no3st KHU mpu UM H npencrasieHbl
B Tabinie 18.

Hukaocnopun

B paHHMX HEKOHTPOJIUPYEMBIX MCCIEAOBAHUSIX
MOKa3aH MepBOHAYAIbHBIN OJ1aronpusiTHbIN 3 hEKT,
HO U BBICOKAsl 4acTOTa PEeLUIMBOB IIPU IIPUMEHE-
HUM LUMKJIOCIIopuHa y 6oabHbIX ¢ UMH [247, 248].
B ciienoM paHAOMM3UPOBAHHOM KOHTPOJIMPYEMOM
ucciaenoBaHuu 51 00JbHOM CO CTEPOUI-PE3UCTEHTHOM
MH nonyyan redeHrne HU3KMMHM 103aMHU TIPETHN30HA
U LMKJIOCHOPUHOM 10O MPEeaHU30HOM U Mjanebo
[249]. Y 69% nauyeHTOB pa3BUIaCh MOJTHAS U YaCTHY -
Hasl peMMCCHSI, HO YaCTOTa PEeIIUANBOB MOCJIe OTMEHBI
LIMKJIOCTIOpMHA Oblj1a 3HAYUTEIbHOM, Topsiaka 45% k
KoHIy | roga HabmoaeHMS. JlaHHbBIC HAOTIOAATeIBHBIX
vcciiefoBaHU M HeMelKoi [pyTibl Mo nccie10BaHUIO
LIMKJIOCIIOPUHA MPU He(POTUUECKOM CUHAPOME T10-
Kazaju, 4YTO yIJIMHEHME CPOKA JICYEHUS LIMKIOCIIO-
puHOM 110 1 roga u 6ojiee IPUBOAUT K YBEIMYCHUIO
KOJIMYeCTBa IOJHBIX pemuccuii (34%) u OoJbleii
yCTOHUMBOCTU pemuccuii [144]. B HacTosiiee BpeMsi
pPeKOMEHIaIMy IS TalleHTOB, OTBEYAIOIINX Ha Te-
panuio UMKJIOCIIOPUHOM, IIpeiIarailoT IpoaoJLKaTh
JIEYEHWE ITUKJIOCITOPMHOM B TeUeHHE KaK MUHUMYM
1 roga [182]. InuTtenbHOE TPpUMEHEHWE HU3KUX 03
LIMKJIOCTIOpUHA (IMTPpUOAU3UTEbHO 1,5 MT/KT/CyTK1)
MOXET paccMaTpMBaThCS KaK BapWaHT TOIIEPKU-
BaIOILIEW Tepanuu y MalUeHTOB, JOCTUTIINUX TTOJTHOM
WIA YaCTUYHOM PEMUCCUM, OCOOEHHO IIPU BHICOKOM
pucke pa3BuTusl peunauBoB [250]. PekomeHnyeTcs
peTyJISIpHBII KOHTPOJIb KOHILEHTpAallMX Ipernapara
B KPOBH, a TakxKe (DYHKLMU IT0YEK, B COOTBETCTBUU
C JaHHBIMU OITbITa HAOJIONEHUS MALMEHTOB I10CIIE
TpaHCTUTaHTalMM TTOUKM. He cyiiecTByeT nokaszaresnb-
Hoii 6a3bl 11t 60apHEIX UM H, KoTopast mo3BoJiuia Obl
OTpEACINTh ONTUMAJIbHBIN YPOBEHb IIMKJIOCTIOPUHA
B KpOBH. YPOBEHb LIMKJIOCIIOPHHA, OOBIYHO CUUTAIO-
IIWICS HETOKCUYHBIM, coCTaBisgeT 125—175 Hr/mna

Ta6nuua 18. Pexxumbl npumeHeHus KHU npu UMH

Uuknocnopur: 3,5-5,0 MI/Kr/CyTKN BHYTPb B [1Ba NPKUEMa B PaBHbIX 403ax C MHTEpBanom B 12 4acos, B KOMOUHALNK C
npefHu3oHom 0,15 Mr/kr/cyTku, B Te4eHne 6 mecaues. Mbl npefnaraem Ha4MHaTh Tepanuio ¢ HaUMeHbLLEN PeKOMeHI0-
BaHHOW [103bl 1 MOCTENEHHO MOBbILIATL €6 NPK HE06XOANMOCTH, BO U36€XKaHIe 0CTPOIA HedhpOTOKCUYHOCTN (CaHAMMMYH®,
Heopan® u reHepuKu LMKNOCNOPUHA CYATAIOTCS 3KBUBANIEHTHBIMN)

Takponumyc: 0,05-0,075 Mr/Kr/CyTK BHYTPb B 1Ba NpueMa ¢ UHTepBanom B 12 yacos, 663 NpeaHN30/0Ha, B Te4YEHME
6-12 mecaues. Mbl npeanaraeM Ha4HaTb TP ¢ HaUMEHbLLEA PEKOMEHA0BAHHOM A03bl U MOCTENEHHO NOBbILLATbL €6
npu He06X0AMMOCTU, BO N36eXKaHNe 0CTPOil HEDPOTOKCUYHOCTH

Mpumeyanme. Heobxo41MMo MOHUTOPUPOBATL KOHLIEHTPALWIO NPenaparos B KPOBM.
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[104—146 umonb/n] (CO, KOHIIEHTpaLUsSI HATOIIIAK)
i 400—600 Hr/mi [333—500 Hmonb/n| (C2, KOHLEH-
Tpaius 4epe3 2 yaca rmocJjie mpuema rpemnapara) [ 182].

HNmeetcs Tonbko onHo Hebosbmoe PKU, kacaro-
1eecs UCTI0JIb30BaHMsI IMKJIOCTIOPUHA TTPU BEBICOKOM
YPOBHE MPOTEMHYPUM 1 TIPOTPECCUPYIOIIEH TOYEUHOM
HepocTaTouHocTH [251]. B Havame neuennsa KnKp B
CpelHEeM COCTaBJIsI 55 MJI/MUH, a CpEIHUIA YPOBEHD
nporerHypuu — 11 r/cyrku. ITocne 12 mecsieB Te-
panuu UMKJIOCTIOPUHOM OTMEUalIoCh 3HAYUTEIbHOE
CHIXKEHUE MTPOTEUHYPUU, U CKOPOCTh YTPaThl TOYeY-
HOI (pyHKUMU yMeHbIuaach ¢ —2,4 1o —0,7 Mj1/MUH B
MecsI1l, TIPY 3TOM Y TOJTYYaBIIUX TUI1a1ie00 U3BMEeHEeHU I
He ObL10: — 2,2 1 — 2,1 Mi/MuH B Mecal (p < 0,02).
Takast mojoxXuTesibHasE ITMHAMMUKA OblJIa yCTONYMBOMA
mpuoau3uTesbHO Y 50% OGONMBHBIX B TEUEHHUE 2 JIET
TocJIe MpeKpalieHus Je4eHUs HMKJIocmopuHoM [208,
247,251-253].

Takpoaumyc

B PKHU ¢ ucnonp3oBanueM npu MMH Ttakpomnu-
Myca B BUJIE MOHOTEPAIUU MalUeHThl C HOPMATbHOM
dyHKUMeN mouek (n = 25) u cpeaHelt IpOoTenHypUuei
okoJio 8 r/cyTku, nojy4asiuue Takpoaumyc (0,05 mr/
KT/CyTKW) B Te4eHue 12 Mecs1ieB C TOCTETIEHHOM OT-
MEHOI1 B TeueHHe 6 MecsIlieB, ObUIM CPAaBHEHBI C KOH-
TPOJILHOW TPYIIIION, MOJYYaBIlIE KOHCEPBATUBHYIO
tepanuo (n = 23) [254]. ITocne 18 Mecs1ieB yacToTa
pemuccuii coctapisiia 94% B Tpymie TakpoIrmmyca
" ToJbKO 35% B KOHTpOibHOU Tpymme. Lllects ma-
IIUEHTOB B KOHTPOJIBHOW TPYIIe U TOJBKO OIWH B
rpymIie TaKpOJIUMyca JOCTUTIN BTOPUYHOU KOHEUHOM
touku — 50%-nHoro nosbinennss CKp [254]. [Toutn y
MOJIOBUHBI MAIMEHTOB MOCJIEe OTMEHbI TaKpOJIuMyca
BO3HUKAJIU PELIMAUBHI, TaK Xe, KaK 3T0 OTMEYaIoCh
y OOJIbHBIX, JJEYEHHBIX UKIOCIIOpuHOM. UMeeTcs
HU3Kas CTeTIeHb JJ0Ka3aTeJIbHOCTHU B TI0JIb3Y TTPOJIOH-
TMPOBAHHOTO MCTIOH30BaHMS MAJIBIX 103 TAKPOJIMMYCa
TUTST TIOIepKaHUST pEMUCCUH, 0€30TTaCHOCTh JaHHOTO
MoAXoJa He ycTaHoBJIeHa [226, 227,229, 230, 233—233,
238,240, 242, 243, 255-258].

Cpaenenue npumenenusa KHH u aaxuaupyrowux
npenapamoe

B PKM MMH y nanyeHTOB a3MaTCKOrO MPOMUCXOXK-
JIEHWsT CpaBHUBAIM TakpoiuMmyc (n = 39) B TeueHue
6—9 mecsieB U HuKiIodochamun BHYTph (n = 34) B
TeueHne 4 MecsieB (00 TPYIIIBI TTOJTyJaIn TIPeaIHN -
30H C IIOCTEIIEHHOI OTMEHOI B TeYeHUE 8 MeCsIIEeB)
[259]. B pesynbrare He OBIIIO BBHISIBICHO Pa3IAdMiA
MEXIy TPYIIIIaMU JICUEHUs B YaCTOTE YaCTUYHBIX WIIK
MOJHBIX peMuccuil mpoteuHypuu (79 npotus 69%),
WIX B OTHOLIEHUU MOOOYHBIX 3(D(HEKTOB B TEUCHUE
12 MecsieB mieprona HabmoneHns. PeunnnuBer BO3-
HUKaJIW TpUOJU3UTENbHO B 15% ciiyyaeB B 00eux

rpynmnax. OTU JaHHbIE TOBOPSIT B MOJIb3Y TPUMEHEHMUSI
TaKpoJIMMyca KOPOTKMMHU KypcaMM (B COYETaHUU CO
CTEepOUIaMU UM U30JIMPOBAHHO), B KAYECTBE abTep-
HATUBBI MPUMEHEHUIO aJIKWIMPYIOIIUX MIPerapaToB
BHYTpPb [254]. OnHako otnaneHHast 3¢hGheKTUBHOCTD
PEXXMMOB Ha ocHOBe Takpoumyca nmpu UMH ocraercs
HesicHO [259].

Hcnoavzoeanue KHH y nayuenmoe co CHUMCeHHOU
dynkuueii nouex

Hedporokcnmunocts KHU moxkeT ycmnnBaTbes
MpU yXe CYIIECTBYIOIEM HapyllleHU GYHKIUU T10-
yek. Pexxmbl Ha ocHoBe 1nKItoochamuaa B JTaHHOMN
CUTyallUM MOTYT OBITh MPEAINOUTUTEIbHEE, OTHAKO
PEKOMEHIYETCS PeIyIINPOBATh TO3bI AIKWINPYIOITNX
npenapatoB. MMeeTcst cnabast mokasaTesbHasl 6a3a
KacaTeJbHO BBIOOpA MEXIY peXKMMaMM Ha OCHOBE
KHW vnu ankunupyromux npenapaToB y 3TOH TpyIi-
bl 00JbHBIX. B HacTost1ee Bpemst mpoBoautcs PKU,
nocasiieHHoe 31oit mpobiaeme (ISRCTN 99959692).
Hcnonap30Banne OpyTUX IperapaToB, B TOM YHCTIE
purykcumaba, MM® u/unmn AKTT y 310t rpyImnst
MAaIMCHTOB 3aCIY:XKWBaeT JaJdbHEHIIIEro N3ydyeHus,
OIHAKO B HACTOsIIIEe BpeMsl 10Ka3aTeIbCTB HEAOCTa-
TOYHO, YTOOBI JaBaTh KaKMWe-JIMOO crielmupruIccKre
pexkoMmeHmanuu. JlokazaTeJbCTB POJIM KOJIUYECTBEH-
HOM OIIEHKY CTeTIEH! MHTEPCTULIMAIBHOTO (hrbpo3a 1,/
WIM aTpo(PUU KaHAIbLIEB I10 JaHHBIM OUOIICUU MTOYEeK
B KauyecTBE OCHOBHI JJIST BBIOOpA peXXMMa JICUCHUS Y
nauveHToB ¢ MUMH B HacTosiiee Bpems TakKe Hell0-
CTaTOYHO, YTOOKI 1aBaTh KAKNE-JIM00 peKOMEHIAIINH.

PEKOMEHAALAU NO NPOBEAEHUIO
UCCJIEQOBAHUA

* Heoboxomumo mpoBenenne PKU misa oueHkm
3(pHeKTUBHOCTU, 0€30MaCHOCTA W PUCKOB
JymTeabHoro npuMmeHeHuss KHUA.

* HeoOxomumo mpoBeaeHWE UCCISIOBAHMIA TS
oIpeie/IeHUST POJIM MOHUTOPUPOBAHMS YPOBHS
KHW B xpoBU B nepuoj JeueHUsT Y OOIbHBIX
MMH.

7.5.  Pexcumbol, ne pexomendyemole u He npedaazaemote
045 unuyuaavroll mepanuu UMH

7.5.1. Mbl peKoMeHAyeM He MPUMEHATb MOHOTEPANHUIO
KOPTUKOCTEPOMIAMHU B KAa4eCTBE MHULIUAILHOTO
nevenuss UM H (1B).

7.5.2. Mbl npenjaraeM He MPUMEHSATb MOHOTEPANUIO
MM® g ununuaabHoro Jeyenns UMH (2C).

NMPEANOCDLIJIKHN

Llebrit psio Ipyrux cxeM MOMUMO KOMOWMHUPOBAH-
HO Tepanuu KOPTUKOCTEPOUIAMU/ATKWIUPYIOIIIUMU
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MpernapaTaMmu MIPUMEHSUTUCH B KAYECTBE MHULIMATbHOM
tepanuu ipu UMH (y 60yibHBIX, OTBEUAIOIIUX KPUTE -
pUSIM, U3JI0XKEHHBIM B peKoMeHaauuu 7.2.1). OnHako
HU OJiHA U3 3TUX cXeM, corjlacHo PKU, npoBeneHHbIM
C aJiecKBaTHBIM KOJIMYECTBOM ITaLIMEHTOB, He ObLIa J0-
CTaTOYHO 3(PHEKTUBHOI 1 OE30IMacHOI, Y TO3TOMY He
PEKOMEHIYETCS B KaUeCTBE TepaIliu «IIePBOM TMHUM»
npu UMH.

OBOCHOBAHME

Monomepanua KC

NmeeTtcs cpenHuii ypoBeHb 10Ka3aTeJIbHOCTH,
YTOOBI PEKOMEH/I0BaTh HE UCIMOJIb30BaTh MOHOTEPA-
110 KOPTUKOCTEPOUAAMU ISl UHAYKLIMU PEMUCCUN
unu 3amenieHus nporpeccupoBanusi XbII mpu
MMH. B paHHeM ucciaeaoBaHUU ObLIO MOKa3aHO,
YTO 2—3-MEeCSYHBII KypC BEICOKMX 03 IIPEIHMN30HA B
aJILTEPHUPYIOIIUM PEXUMeE MPUBOAUI K 3HAYUTE/Ib-
HOMY, 10 CPaBHEHUIO ¢ T1a1e00, 3aMeIJIEHUIO TTPo-
IrpecCUpOBaHMs OYEYHOI HETOCTATOYHOCTH, XOTSI 1
He ObLIO YCTOMYMBOTO BO3JEHCTBUS HA TPOTEUHYPUIO
[260]. ITocnenyromue PKU y manuentoB ¢ UMH ¢
KCITOJIb30BaHUEM MICHTUYHBIX PEXUMOB KOPTHUKO-
CTEPOUIOB WJIM T1J1a11e00 He BBISBUIN YIYUYIIEHUS CO
CTOPOHBI TIpoTenHYyprH Win GyHKIuH mmouek (CKp)
HYW B TIEPUOJ TIpMeMa IIperapaTra, HU B TeUeHUE
3-netHero mepunona HabmoaeHus. Eme omno PKU,
CpaBHUBaOIIEe 6-MeCSIUHBIM KypC MPEIHNU30HA B aJTh-
TepHUpYIolIeM pexxume (n = 18) u Hecnienuduueckoe
jgeyenue (n = 77), nokasaao OTCYTCTBME 3HAYUMBIX
MIPEUMYIIECTB MOHOTEPAIIMA KOPTUKOCTEPOUIAMU
KakK JUISI MHOIYKIIMA PEMUCCHUU, TaK U B OTHOLICHUM
COXpaHeHMUs1 (PYHKILIMU MOYEK, Jaxe MOCae TOro Kak
JNaHHBIE ObUIM CKOPPEKTUPOBAHBI U B aHAJIM3 BOIILIN
TOJIBKO TTALIMEHTHI ¢ IIPOTeMHYpHeit >3,5 r/CyTKu Ha
MOMEHT BKJIIOYEHUs B uccienoBanue [261]. Tem He
MEHee pe3yJbTaThl PETPOCIIEKTUBHBIX MCCIIea0Ba-
HUIA, TIPOBEIEHHBIX CPEIN a3MaTCKOTro HacelaeHUs (B
SImoHuM), O3BOJISIIOT MPEAIOJOXUTH BO3MOXHOE
MPeuMYIIeCTBO MOHOTEpaNuu crepouaaMu [262].
JlaHHBIC aHaAKW3a MOTYT OBITh HETOUYHBIMM H3-3a
HEY4YTeHHOU BaprabebHOCTU TeUeHUsI 3a001eBaHUsI
Y1 HEBO3MOXXHOCTH MPOCJIEAUTD NALIMEHTOB B HA0JIIO-
JaTeJIBHOM IepUOe IO Havajla Tepariiy. YIIOMSHYThIC
HeratuBHble PKU BKITIOUaIM TUIITL MaJ0€ KOJIUYECTBO
MaleHTOB a3MaTCKOIO MPOMCXOXICHUS IJIST IIPOBE-
JleHus cyOaHaIm3a MOArPYIIIL.

MMD

MM® B KayecTBe MHULIMAILHOI Tepanuu Mpu
MMH ne 6511, cormacio PKU, apdexkTrBeH B oTHO-
LIEHUU MHAYKLUY PEMUCCUM WA TOPMOKECHMS pa3-
BuTHs rporpeccupytomieit XBI1. Ipyrma 3 32 mamu-

enroB ¢c UM H u napymenHtoii ynkimeii mouek (CKp
>1,5 mr/mn [>133 MKMOIb/J1]), KOTOpbIE MOJIydaIn
MM® BHyTpb B 103¢€ 1 I IBaXKAbI B I€Hb B KOMOMHALIMI
C KOPTUKOCTEpOMJaMU B TeueHue 12 mecsiuen, ObLia
cpaBHeHa ¢ 32 maluMeHTaMU TPYMIbl UCTOPUYECKOTO
KOHTPOJIS, JICYCHHBIMU B TEYEHHUE TAKOTO K€ BPeMe-
HU 1uKinodochamunom BHYTpb (1,5 Mr/Kr/cyTKun) u
KopTukoctepounamu [263]. KyMmynsaTtuBHas yactora
peMuccuii K 12 Mecsiam coctaBuia 66% B rpyrine
MM®O® u 72% B rpynie unkiodochdamuaa (p = 0,3).
Yactora mo6oYHBIX 3¢ (HEKTOB ObIJIa OMMHAKOBOIA,
00oCTpeHMs vale Habmogamichk B rpynine MMO, B
TOM 4MCJIe AaXKe U BO BpeMsl JieueHus [263].

B 2 manerx PKM cpaBumBaim Teparmmio MM® B
KOMOUMHAIMK co crepouaamMu u cxemy [lontruuemiu ¢
YyepenoBaHUeM aJTKUIMPYIOIIMX MpernapaToB (LIMKIIO-
dochamuga 1 xaopaMOyIIMIa) U CTEPOUIOB.

B onHoMm uccnenoBaHuu ¢ yyactueMm 20 B3pOC/IbIX
naimeHToB ¢ UMH, nedpornueckum cunapomom u
HU3KUM PHUCKOM IIPOrpeCCUpPOBaHUS, paHee He T10-
JIy4aBIIUX UMMYHOCYMPECCAHTOB, 9(D(HEKTUBHOCTD
pexkuma « MM P~+KopTUKOCTEPOU Ib» CpaBHUBAJIACH C
MoaubuIMpoBaHHBIM pexkuMoM [TonTuuemu (¢ mpu-
MeHeHueM xytopamoyLmia) [264]. He orMeyeHo 3Haym-
MBIX Pa3JIMYMil B KOJIMUECTBE MAIIUEHTOB, TOCTUTIIINX
pemuccun: 64% Ha MM® u 67% Ha MomUULIUPO-
BaHHOU cxeme [Tontuuennu. Yacrora peuuanBoB u
MHMEKLIMOHHBIX OCJIOXHEHUI Obl1a CXOAHOM B 00enX
rpymnmnax. JIelikoneHuns BOZHUKaJIA Yaille pu UCTIONb-
30BaHUU MOIUGUIIMPOBAHHOTO pexkruma [ToHTryem,
4yeM npu npuMeHeHun MM®. B npyroMm HeGOJIbIIIOM
PKM [264A] v 21 «"HauBHOTO» nmauueHra ¢ MMH
«MM®+crepounbl» cCpaBHUBAIM ¢ pexXruMoM [ToH-
Tryesui. YacToTa MOJIHBIX MIM YaCTUYHBIX PEMUCCHIA
cocrasuia 64% (7/11) B rpyniie MM® 1 80% (8/10) B
IpyIIe aTKWIMPYIOIIMX IIpernapaToB,/cTepouaoB. B te-
YeHMe KOPOTKOTO Meproa HabJIIOEHUSI HU 'y OJTHOTO
n3maneHToB Ha MM @ He ObUTO PELIMINBOB, M TOJTEKO
Y OIHOTO OOJTLHOTO, MOJYYaBIIETO JICUEHUE IO CXeME
IMontuyennu, pazpuics peuuaus (NS).

W nanpotus, B munotrHom PKW, BkitouaBiiem
B3POCJbIX «<HAUBHBIX» MaLueHToB ¢ UMH, HedpoTu-
YECKMM CUHJIPOMOM U HU3KUM PUCKOM IPOrPeccu-
poBaHusI, cpaBHUBAIM 3(D(HEKTUBHOCTh MOHOTEPAITUM
MM®O® ¢ KoHCcepBaTMBHBIM JiedeHUEM 0e3 MprUMeHe-
HUSI UMMYHOCYIIpeccaHTOB. B aTOoM mccienoBaHuu
36 manuentoB ¢ MMH u HedpoTrueckum cUHIpO-
MOM OBLIM paHIOMM3UPOBAHBI K KOHCEPBAaTUBHOM
tepanuu (61okatopsl PAC, cTaTuHb, HU3KOCOJEBas
U Mayio0eIKOBasl AueTa, JUYPETUKN) B COUETAaHUU C
MM (2 r/cyTKH, 6€3 COITyTCTBYIOLIETO Ha3HAUEHMSI
crepounioB) (n = 19) uau TOAbKO K KOHCEPBAaTUBHOM
teparuu (n = 17) BreueHue 12 mecsities [265]. YactoTa
ITOJTHBIX WJIM YaCTUYHBIX PEMUCCUI1 He pa3inJanach B
JIByX TrpyTiax rmocje 12 MecsitieB HaOJII0IeHUSI.
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Takum 0Opa3zom, XOTS PEKMMBI UCITOJb30BAHUS
MM® coBMECTHO CO CTEPOUAAMH MOTYT OBITh COTIO-
CTaBUMBI 110 3(P(PEKTUBHOCTUA CO CTAHIAPTHBIM IIM-
KJIMYECKUM PEXMMOM MPUMEHEHMST AJIKMIIMPYIOIINIX
TpernapaToB U CTEPOUIOB, CYIIECTBYIOIIAs B HACTOSI -
1Iee BpeMsl ToKa3are/bHas 0a3a IpoTUBOpeYnBa, 00-
JIaJaeT HU3KO# CTeTIeHbIO JOCTOBEPHOCTHU 1 KacaeTcs
KPaTKOCPOYHBIX HA0II0IeHU . 3HAYMTeIbHAs YacTOTa
PELMIMBOB MpPU UCIoNb3oBaHU MM® cyiiecTBeH-
HO OTpaHMYMBAET MEPCIEKTUBHOCTH 3TOrO MOX01a K
neueHnto MUMH [263]. Monotepanust MM® mipen-
craBisieTcs HedhPEKTUBHOM [265].

Pumyxcumao

Ha ceronnsgmnuii neHp He umeercss PKHM ¢ uc-
M0Jib30BaHMEM PUTyKcuUMaba Jjisgd MHULMAJIbHOM
tepanuu UMH, xoTs1 KpynHbie Habn0gaTeIbHbIE
MCCJIe0BaHuUs Jajiu OOHAIEKMBAIOLIKE PE3YJIbTAThI.
B nunotHOM MccenoBaHUM € IPUMEHEHUEM PUTYK-
cumaba (375 Mr/m?) exeHenelbHO B TeueHUe 4 He-
Jesib BoceMb nauueHToB ¢ UMH u HedpoTuueckum
CUHIPOMOM HaOJI0JaINCh 3aTeM B TeueHue 1 roma
[266, 267]. [IpoTeMHYpHs 3HAYUTEIBHO CHU3WIACH K
12 mecsitiam, 1 yHKIIMS TTOYEK OCTaBajach CTaOWIb-
HOM1 y Bcex mauueHToB. I1pu 3ToM coo0I111aeTcs Jnlilh
0 HE3HAYUTEJbHBIX MOOOYHBIX ddhdekTax. JlaHHbIe
HaOJIIOAAaTeJIbHOIO MCCJIeA0BAHMUS, ITPOBEIECHHOIO
TEMM K€ aBTOPAMMU, MO3BOJISIOT MPEAIIOI0XUTh, YTO
puTyKCcuMab MOXeT ObIThb Haubosiee 3(p(HEKTUBEH Y
MalMeHTOB ¢ MUHUMAJIbHOI BbIPaXKEHHOCTBHIO TYOY-
JIOMHTEPCTUIIMATBHOTO MOBpEXAcHUS [268].

B nmpocnextrBHOE HaOIOAATEILHOE UCCIICA0OBAHIE
ObuUTM BKJIIOUeHbI 15 manmeHtoB ¢ UMH u npotenH-
ypueir >4 r/cyTKH, HECMOTpPS. Ha UCIIOJIb30BaHUE
uAII®/BPA >3 MecsiueB, u cuctoandeckKuM AJl
<130 MM pT. cT. [269]. Uepe3s 6 MecsI1IeB MALIMEHTHI, Y KO-
TOPBIX COXPAHSLIACh MPOTEUHYPUSI >3 T/CYyTKHU U Y KOTO-
poix obiiee yncio CD19+ B-numdoimTos cocTasiio
>15 KJIETOK/MKJI, TTOJTyYWJTA BTOPOU KypC pUTYyKCUMaoa,
WICHTUIHBIN TTepBoMy. MlcxomHast mpoTenHypHst COCTaB-
msna 13,0 £ 5,7 v/cytku (muamnason 8,4—23,5), co cHU-
xenrem 10 9,1 £ 7,4 r/cyrkn, 9,3 = 7,9 r/cytku, 7,2 *
6,2r/cytkuu 6,0 = 7,0 r/cyrku (muamnason 0,2—20) k 3,
6, 9 1 12 MecsiLiaM COOTBETCTBEHHO (CpeaHee 3HaUeHHe
1+CO). CpenHee CHYKEHUE ITPOTEUHYPUU C UICXOIHOIO
ypoBHsI K 12 Mecsiiiam coctaBuiio 6,2 & 5,1 r/cyTku u
ObUIO cTaTcTUYecKU 3HaYMMBIM (p = 0,002). Ilepe-
HOCHMOCTb JICUEHHUSI PUTYKCUMAOOM OblIa XOpOoIlleit, 1
Tepanus Obuia ah(eKTUBHA B OTHOIIIEHUN CHUXKECHUS
npoteuHypuu y yactu mnaiueHtoB ¢ MMH. Yactora
TTOJTHBIX M YACTUUHBIX PEMUCCUi cocTaBmia 0KoJ1o 60%,
YTO OKA3aJIOCh BBILLIE OXKMAAEMOM, UCXOIS U3 U3BECTHOM
YaCTOTHI PA3BUTHSI CTIOHTAHHBIX PEMUCCHUIA.

B npyrom HaGmtogaTe IbHOM UCCIEAOBAHUU JJIST
pacueTa 103bl pUTyKCMMaba MCMoJIb30Ball YPOBEHb

LU PKYIUPYIOIINX B-KJIeTOK, B pe3yibraTe 0011as 103a
npenapara Obljla 3HauuTeabHO cHKeHa [270]. Yepes
| rom KOTMYECTBO MAllMEHTOB, JOCTUTIINX PEMUCCUH,
OBLIO TAKKMM XK€, KaK cpeau 24 MalueHTOB U3 TPYIIIIbI
HMCTOPUIECKOTO KOHTPOJIST, TTOTYYaBIINX PUTYKCUMAO
10 CTaHJAPTHOMY IIPOTOKOJY — 4 €XKeHEIeTbHbIX BBE-
JIeHus B 1o3e 375 mr/m2.

Heckonbko mo3xe, B APYTrOM IIPOCIICKTUBHOM
HaOJIrogaTeIbHOM HcciemoBannn, 20 MmalueHToB C
MMH u ucxonHoit nepcucTupyouei mnpoTeuHypu-
el >5,0 r/cyTKH, TToydaau putykcumao (365 mr/m?
eXeHeaeabHo, 4 BBeleHHs ), U 3aTeéM ITOBTOPHO B
TOM X€ pexume uepe3 6 MecsdleB HE3aBUCUMO OT
JUHaMUKU nipoTeuHypuu [271]. UcxoaHblit ypoBeHb
MPOTeUHYpUHU cocTasia 11,9 r/cyTKu U CHU3UICS 10
4,2 v/cytku 1 2,0 I/CyTKH COOTBETCTBEHHO 4epe3 12
u 24 mecsua, Torna Kak KnKp nossicuics ¢ 72,4 no
88,4 mu1/MuH Ha 1,73 M2k 24 mecsiiam. Cpenu 18 ma-
LIMEHTOB, HAOIIOJABIINXCS B TeUeHUE 24 MeCs1LeB, Y
4 MOCTMTHYTA MOJHASA peMuccusi, y 12 — yacTuaHas
peMuccus (JacToTa ITOJHBIX M YAaCTUUIHBIX PEMHC-
cuit coctaBuia 80%). ToabKO y OQHOro GOJILHOIO B
Tepuo HabIoneHUs pa3Buics peunuauB. bosee yem
50% mauMeHTOB B JAaHHOM MUJIOTHOM MCCIIeq0Ba-
HUM HE OTBETWJIM Ha MPEAIISCTBYIONIYIO TepaIuio.
He 6b110 0OTMEUE€HO KPaTKOCPOYHON TOKCUYHOCTHU
putykKcumaba. JlaHHOe ucciieqoBaHue ITOAKPEILIsIeT
HaOJIIOAeHUSI, paHee CclAeJaHHbIe IIPU IPUMEHEHUU
AJKWIMPYIOIIUX IIPenapaToB/KOPTUKOCTEPOUIOB —
MPOTEUHYPUSI CHUXKACTCS MOCTEINEHHO, U MOTYT
MIPONTHU MECSIIBI TTOCIIe JICUSHUSI, TIPEXIE YeM ITPO-
TEeUHYPUSI TOCTUTHET CBOETro Hammpa (T. €. MaKCHU-
MAaJbHOTO CHIKCHMS ).

Heob6xonumbl PKU o1t moaTBepxKaeHUs 3TUX 00-
HaeXXMBAIOIINX PE3yIbTaTOB, HO JaKe MMEIOIINECS
K HaCTOSIIeMY BpeMEHU JaHHbIe CBUACTEIbCTBYIOT O
BBICOKOI1 BEpOSITHOCTH OJIaTOTIPUSTHOTO BO3ACHCTBUS
putryKcuMaba Ha TedeHue 3a00yieBaHMS Y OOJIbHBIX C
MMH. YacToTa oTaageHHbIX pellMAMBOB HEU3BECTHA,
HO IIpXA KPAaTKOCPOYHOM HAOJIIOIEHUM OHA IIPEACTaB-
Jisietcst HebosbImoi [271]. B cBsizu ¢ orcyretBuem PKI
He MOT'YT OBbITh JaHbI CIIeI(bUIECKIE PEKOMEH ALK B
OTHOIIIEHUY MCIIOJIb30BaHUS PUTYKCMAa0a B KAYeCTBE
nHuLManbHo Tepanuu UMH.

AKTr

JIump omHO HabJOmAaTeIbHOE MCCIeAOBaHUE U
onHo Heobosbimoe PKW npenocrasisiioT mpeaBapu-
TeJIbHbIE, HU3KOI CTeTIEHU J0Ka3aTeIbHOCTU JaHHbIE
00 ncnonszoBanuu AKTT miposioHrnpoBaHHOTO JIeii-
CTBUSI JJ11 UHULIMabHOU Tepanuu UMH.

Cunretnuyeckuit AKTT-Ileno (Synacthen), ipu-
MEHSIBIIMIICS B TeueHHe | roma B HaOIIOgaTeIbHOM
WCCIEIOBAaHUY, BBI3bIBAJI CHUXXEHWE TTPOTEUHYPUU
y nauueHtoB ¢ UMH [272, 273]. B HenaBHeM He-
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OosiblioM OTKpbITOM MuiaoTHoM PKW cpaBHuBanu
METWJIPEIHU30JI0H B/B ¥ KOPTUKOCTEPOUILI BHYTPh
B KOMOMHAIIMK C IIUTOCTAaTUUYECKUMMU TIperaparamMmu
(n=16) u cuntetnueckuit AKTT (n=16) B KauecTBe
nHunmaabHoi tepanus npu UMH. OddexkTuBHOCTD
3TUX PEXMMOB OKa3ajlaCh CXOAHOW, MO KpaliHen
Mepe, B TeYeHUEe KOPOTKOTO Mepuoaa HabJoneHUs
[274]. TTo6ouHBIe 3PPEKTHI, aCCOMUPOBAHHEBIE C
ucroyb3oBaHueM cuHtetTndeckoro AKTT, Bkiroua-
JIM TOJIOBOKPYXEHUS, HAPYIIEHUE TOJEPAHTHOCTHU
K TJIIOKO3€, A1uapeio U OPOH30BYI0 OKPACKY KOXHBIX
MOKPOBOB, BCE OHU Pa3pelIMIMCh MOCIe OKOHYaHUS
JeyeHusi. Heooxoammbl Oosiee KPYITHBIE, 1 ¢ OOJIbIIei
cratuctuueckoit cunoit PKM, npexne yem cuHTe-
tnueckuiit AKTI MoXeT ObITh peKOMEHIOBAH IS
uHuLuManbHo Tepanuun UMH. TlpenBaputebHbIe
pe3yabTaThl HEKOHTPOJIMPYEMbIX UCCIIEOBAHUI T10-
Kaszajiy aHaJOTMYHbIN 3(p(eKT HeJaBHO MOSIBUBILIETO-
csl HaTUBHOTO MHTAaKTHOTO (cBMHOT0) AKTT B hopme
TeJisl, HO B HACTOSIIIEe BPeMsI €le He TTPOBEIEHO HU
onHoro PKHU c stum npenapatrom AKTT. IToka 6osee
IIMPOKHUE U cTaTuCcTUUecKU MolHbie PKU He OyayT
TPOBEIEHbI, HUKAKNE PEKOMEHAAIINH 10 UCITOIb30-
BaHu1o AKTT (cMHTeTHYeCKOro Uiy MHTaKTHOTO) IS
nHunmaabHoi Tepanuu UMH He MOryT ObITh TaHBI.

PEKOMEHOALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

* Heobxonumo nposeaenue Kpynuoeix PKU
C IJIUTEIbHBIM TEPUOIOM HAOTIONEHUS JIsI
oueHku appexkrnBHocTE MM® B coueTaHnmn
C KOPTUKOCTEPOUIAMU KaK MHULIMATBHON Te-
panuu MUMH B cpaBHeHUU € OOLLIETTPUHSATHIMU
CXeMaMHU.

* Heobxogumo nposenenue PKW nns cpaBHe-
HUSI pUTYKCHMMa0a ¢ HUKIMYECKON Tepaluei
AJIKWJIMPYIOIIUMU TIpernapaTaMu,/KOPTUKOCTE -
pougamu i KHU B kauecTBe MHULIMAIBHOM
tepanmuu UMH ¢ HedpoTnueckum cuHApO-
MOM.

* Heobxonumo npoBeaeHue PKW mist cpaBHeHUST
CHMHTETUYECKOIO WJIM HATUBHOTO (MHTAKTHOTO
ceuHoro) AKTT B (popMme resist ¢ HUKIMYECKOM
Tepanueil aJKWIMPYIOIIUMU MIpernapaTamMmu,/
kopTukoctepounamu uiu KHHW B kauecTBe
uHunmanbHoit Tepanuu UMH ¢ HedpoTtuue-
CKUM CUHJPOMOM.

7.6.  Jleuenue HMH, pe3ucmenmmoli K pekomeHOyemoil
UHULUAABHOU mepanuu

7.6.1. Mbl npeniaraeM NpoBOAUTD JieUeHHe MAMEHTOB,
PE3NCTEHTHBIX K MHHUIUAIBHOM Tepaniuu ajiKuIm-
PYIOIIMMH NPeNapaTamMu/KOPTHKOCTEPOHIAMH, C
ucnogb3osannem KHU (2C).

7.6.2. Ml npeajiaraeM NpoBOIUTH JieYeHNE NMALNEHTOB,
Pe3UCTEHTHBIX K MHMIMAIbHOI Tepammu KHU, c
HCIO0JIb30BAHUEM AJKWJIMPYIOIMMX NMpenaparoB/
koptuxocrepounos (2C).

NPEAMNOCDLIJIKH

PesynbraThl MCCIeI0OBaHUIA ¢ MCITOIb30BAaHUEM B
Ka4yeCcTBe MHUIIMAJIBHON Teparuy MUKINIECKIX CXEM
Ha OCHOBE CTEPOUI0B U AJIKWJIMPYIOLIMX ITPENapaToB B
yepeayroleMcs pexkume Uin ke cxem Ha ocHose KHUA,
TTOKAa3aJI1 IIPEBOCXOIHYIO, B TOM UHCJIE M OTAAJICHHYIO,
TTOYEUHYIO BBIKMBAEMOCTh M BBICOKYIO YaCTOTY pe-
muccuii [204, 233—235, 249, 254, 275]. Tem He MeHee
9—28% malMeHTOB Pe3UCTeHTHBI (He TOCTUTAIOT pe-
MUCCHHN) K JICUCHUIO CTEPOUAAMU U aJIKUIUPYIOIIUMU
rpernapaTamMmu, 1 OKoJio 25% MaluueHTOB Pe3UCTEHT-
Hbl K Tepanuu KHU. ¥V nmauueHTOB, HE TOCTUTTIINX
IMOJIHOM MJIM YaCTUYHOI peMUCCU He(pOTUIECKOTO
CHHAPOMA, CJIEIYeT pACCMOTPETh BO3MOXKHOCTD ITPO-
BEJICHMS TOTIOJTHUTEJIbHOM Teparu, eCJIM He MMEeeTCs
MMPOTHMBONOKA3aHUI K 9TUM BUAAM JiedeHus . YeTKux
MPEeIUKTOPOB OTBETa Ha aJbTCPHATHUBHBIC CXEMBI
JICUeHUS TIPU PE3UCTEHTHOM TeUeHWHU 3a00JIeBaHUS
B HacTosiee BpeMsT HeT. OTCYTCTBME OTBETa Ha ONMH
BUJI JICUCHUSI HE SIBJISIETCSI TOCTOBEPHBIM MIPEIUKTOPOM
0e3yCHEeIIHOCTU APYTUX PEXUMOB TePAInH.

OBOCHOBAHME

OTcyTCcTBME OTBETA HA MHUIIMAJIBHYIO TePATIUIO
Haomonaercss y 10—30% nanumeHTOB Mmociie 3aBep-
LIEHUs TIOJIHOTO Kypca JedyeHusi. MiMeercst Hu3Kasi
CTereHb J0Ka3aTeJIbHOCTU TOT0, YTO PE3UCTEHTHOCTD
K OJTHOMY PEXUMY Teparuu He SIBSeTCS HaJeKHbIM
MPEAUKTOPOM 0€3yCTIEITHOCTU MPUMEHEHHUSI IPYTOTo
pexuma.

Ecnu nocne npoBefaeHUs LUKJINYECKON Tepanuu
TKWJIMPYIOLIMMU TIperaparaMmu,/KOpTUKOCTEPOUaaMU
peMuccust He HACTYIaeT, aJlbTepHATUBON SIBJISIIOTCS
KHMU. LlukiocnmoprH U3y4yeH Jydlie, XOTsd ObLIO
MOKa3aHo, YTO M TaKPOJIMMYC TakKe O0ecreumBaeT
BBICOKYIO YaCTOTYy PEMUCCUIA, CPABHUMYIO C 00LIEH
YaCTOTOW OTBETOB MPU KOMOMHUPOBAHHON Teparnuu
CTepouIaMu U aTKWJIMPYIOIIMMU MperapaTaMmu, 0Co-
OCHHO IPU €T0 IJIUTEJIbHOM MPUMEHEHUU B KOMOMHA -
LIMY CO CPEAHUMU 103aMU CTEPOUIOB [249].

Y MHOTUX PE3UCTEHTHBIX K TepaIruy IMaiieHTOB
OTMeYaeTcs TakxKe HapyllieHue QYHKIIMU MOYEK.
[TpoBeneHo Bcero ogHo Hebosboe PKU ¢ ucnomnb-
30BaHUEM LMKIJIOCIIOPUHA y MAllMEHTOB C BBHICOKOW
npotennypueir (>10 r/1) u mporpeccupylomiei
MOYEYHO HEeIOCTAaTOYHOCThIO (McxonHblt KinKp
0KO0J10 55 M/MuH). B Hem mmoka3zaHo 3HaUYMTETbLHOE
YMEHbILIEHNE CTeTIEHU MOTePU MOYEeUHON (PyHKIIUU
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Mpu JieueHUU HukKiaocnopuHom [251]. Ins maum-
€HTOB, IMOJIy4aBIIMX LIMKJIOCIIOPUH B KayeCcTBe
WHULIMAITBHON Tepanuy M HE OTBETUBIIMX Ha HETO
nmocje Kak MUHUMYM 6-MeCSITUHOTO JICYECHUS, MBI
npejjiaraemM Tepamnuio Ha OCHOBE aJIKUJIMPYIOIIUX
MperapaToB, ¢ UCIOJIb30BAHUEM TEX XK€ PEXKUMOB,
KakK ¥ Mpy MHULMAJIbHOM Tepanuu 3TUMU TIperapa-
tamu. OQHAKO CeAyeT UMETh B BUY, YTO ITOOOYHBIC
3 HEKTH MOTYT HAOTIOAATHCS C OOJIBIICH YACTOTOM Y
MalMEHTOB CO CTA0OMILHBIM MJIY ITPOTPECCUPYIOITAM
HapyuieHreM (QyHKIINY MoYeK. B HacTosIee BpeMs
B Be1mkoOpuTaHUM IMIPOBOIUTCS pAaHAOMU3MPOBAH -
HOE uCCJIelOBaHUE, TTOCBSIIIIEHHOE CPaBHUTEIbHOM
06e3omacHOCTU U 3(PHEKTUBHOCTU KOHCEPBATUBHOM
Tepanuu, ajJkuiupymomux npenapatos u KHU B
rpymnne mauueHToB ¢ MMH (ISRCTN 99959692),
pe3yJibTaThl 3TOTO UCCAEIOBAHUSI MOTYT TOBIUSITH
Ha peKOMEHIalluy B 3TOI 00J1aCTH.

YV manmeHToB ¢ MOYeYHOM HETOCTATOUHOCTHIO [243,
251] KOCTHBI MO3r 60Jiee BOCIIPUUMUYUB K TOKCUYE-
CKOMY BO3JEHCTBUIO AJIKWIMPYIOLIUX MPEnapaToB, y
HUX TaKKe MOXKET HaOJII0aThCsT OOJIbIAst IIPeapacIio-
JIoXXeHHOCTb K uH(ekusaM. [Toatomy pekomeHayetcst
HE Ha3HayaTh CYTOYHYIO J03Yy XJI0OpaMOYIIMJIa CBBIIIIE
0,1 mr/kr, n no3y uukinodochamuaa cseiiie 1,5 mMr/
kr y nauveHToB ¢ CKp >2,0 mr/mn [>177 MKMoIIb/7]
[276] u orpaHMUMBATD OOIILYIO JJTUTEIBHOCTD TEPATTAM
6 mecauamu win MeHee. ClieyeT oXXuaaTh OOJbIIEH
4acTOThI MTOOOUHBIX 3¢h(heKTOB HA (hOHE ITOI TEparnu.
HcnonbzoBanne KHW y naHHO# rpyIinbl MalyMeHTOB
Takke MOXKET OBbITh aCCOLIMUPOBAHO C YXyIIIEHUEM
(byHKIIMM TTOYEK M3-3a MPUCOCINHEHUS He(hPOTOK-
CUYHOCTH.

Poime MM®, putykcnmada mim AKTT y manm-
€HTOB, PE3UCTEHTHBIX K TEpanuu Kak Ha OCHOBE
AJKWJIMPYIOIIMX ITpenapaToB, Tak 1 Ha ocHoBe KHH,
ocraetcs HeonpeneaeHHoii, PKU B aToit obmactu He
nposoauauce [111, 205, 263, 265, 272, 274, 277].

ITpu ObicTpoMm yxyauieHUU (YHKIIUU TOYEK Y
6osbHBIX ¢ UMH cnenyer npeanoJjarath Haaudue
JMOTIOTHUTEJIBHBIX TIPUIMHHBIX (haKTOpoB. BricTpo-
MpOrpeccupylolas moyeyHasi HeA0CTaTOYHOCTh MO-
JKET SIBUTHCSI PE3YJIBTaTOM OCTPOTO aJIJIEPTUUYECKOTO
MHTEpPCTULIMATbHOTO HedpuTa y nanueHToB ¢ UMH,
MOJyYalouX TUYPETUKU, aHTUOAKTepUAJIbHBIE TIPe-
Mapathl WJIK HECTEPOMIHBIE IPOTUBOBOCITAIUTEIbHBIC
npenapatel. Hacnoenue monynyaHoro 'H, accomum-
poBaHHoro ¢ aHtuteaamMu K 'bM nnun AHIIA, Takxke,
XOTSI M B PEOKHUX CITy4dasix, MOXET pa3BUBAThCS Y Ma-
LIMEHTOB C BBICOKOI MpoTteuHypueit [278, 279]. dns
TOATBEPXKIECHUS TMarHo3a 4acTo TpeOyeTcs BbITIO-
HEHMe OMOIICUY ITOYKH, YTO ONPAaBIaHO, ITOCKOJBKY
BO3MOXHO MOJIHOE BOCCTAHOBJIEHNE (DYHKIIMY TTOUYEK
rmocJie Kypca KOPTUKOCTEPOUI0B BHYTPb B BBICOKUX
J103axX y MallMeHTOB C OCTPHIM aJUIEPTUIECKUM UHTEP-

CTULIMAJTBHBIM He(hPUTOM UM MTHTEHCUBHOW UMMYHO-
CYINPECCHUBHOU Teparnuu y MalMeHTOB C MOJYJTYHHbIM
HedputoM (cM. raBsl 13 u 14).

HakoHell, myJbCbl METUIMPEAHU30JI0HA B/B B
KauyecTBE MOHOTEpAnuu He CJeayeT UCIOIb30BaTh
TSI JIeYeHUsI PE3UCTEHTHBIX BAPMAHTOB 3a00J1eBaH NI,
€CJIM TOJIbKO cTabunbHoe TeueHue UM H He cmensieTcst
OBICTPOINPOTPECCUPYIOIIUM TEUEHUEM U HACJIOEHUE
sKkcTpakanuuisiporo (rmonynynHoro) 'H na UMH
HE I0Ka3aHOo C MIOMOLIbIO OMOIICUU TTOYKH.

PEKOMEHAOALMU NO NPOBEAEHUIO
UCCNIEQOBAHUA

* Heobxonumo nposeaeHne PKU nis oneHKu
pUCKa Y IPEUMYIIECTB IPUMEHEHUSI PUTYKCH -
maba, MM® u AKTT B JleueHn¥ MMaliMeHTOB
¢ UMH, pe3ucTeHTHBIX K Tepalnuu MepBoOi
JIMHUMU.

* HeobOxomumo mpoBenenne PKU misa oueHkm
pUCKa M MIPEUMYIICCTB TTPUMEHEHMS ITNKITN-
YEeCKMX PEXMMOB Ha OCHOBE aJKUJIMPYIOIIUX
MpenapaToB/KOPTUKOCTEPOUIOB UM PEXKMNMOB
Ha ocHoBe KHM y nmanmeHToB ¢ HapylIeHHOM
¢yHKIIMEel moyex.

7.7.  Jleuwenue peuyuousoe neghpomuuecrkozo cundpoma
y 63pocavix ¢ UMH

7.7.1. Mbl npenjiaraeM MpPOBOAMTH JieUYeHHe PElIUBOB
He()pOTHIECKOT0 CHHAPOMA NMOBTOPHBIMH Kypca-
MM TeX XKe MPenapaToB, KOTOPbie PaHee BbI3BAIM
pemuccuio (2D).

7.7.2. B Tex ciyyasx, KOrjaa B KauecTBe HHHIMAIbHOI Te-
Panuy UCNOJIb30BAJUCH IMKINYECKUE 6-MecsTIHbIe
KYPChI KOPTHKOCTEPOMIOB/ AJKMJIMPYIONIX Mpena-
paroB (cM. pekoMenaamuio 7.2.1), Mbl peiaraem
MOBTOPSATH 3Ty CXeMY IS JIeUeHHUs] peliIuBOB He
00.1ee oxHoro pasa (2B).

NPEANOCDLIJIKH

KnuHuyeckue ucciaenoBaHus ¢ UCIIOJIb30BaHUEM
npu UMH nuxindyeckoro JieueHus ¢ YepenoBaHuEM
CTePOUIOB/ATKUINpPYOIINX mpernapaToB uin KHU
MIPOAEMOHCTPHUPOBAJIA MMPEBOCXOIHYIO, B TOM YHCIIC
U OTHAJICHHYIO, TOYEUHYIO BEBDKMBACMOCTh Y TIALIMCH -
TOB C MOJIHOM MM YacTUYHO# pemuccueit. OmHako
peuMANBEI HEPPOTUUECKOTO CUHAPOMA BO3HUKAIOT
y 25—30% maureHTOB B TEUEHUE 5 JIET MOCIEe Mpe-
KpallleHUsT Tepallii aJKIWIMPYIOIIUMU MperapaTaMu
n 'y 40—50% nauueHTOB B TeueHue 1 roga mocJe mnpe-
kpamenus tepanuu KHU. [TauneHTam, 10CTUTTIIIM
MOJIHOM MJIM YaCTUYHOI PEMMCCHUM, TIPU PELIUAUBE
HedPOTUYECKOTO CHHAPOMA MOXET ObITh Ha3HAYeH
BTOpOIi Kypc Teparum [280].
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OBOCHOBAHMUE

Mmeercst oueHb HU3KAS CTENIeHb J0OKA3aTeJIbHO-
CTH, YTOOBI TIPENIoJaraTh, YTo0 OTBET Ha ITOBTOPHOE
JIeUeHHUE TP PeLIUAUBE OyAeT UACHTUYEH HAOII0aaB-
IIeMycsl TIpH JICYEHU U TIEPBOTO 3IM30/a.

WmeeTcs cpenHsisl cTeeHU MT0Ka3aTeJIbHOCTH,
YTOOBI MIPEIIOIaraTh HaJIMI1Me 3HAYUTEIbHOTO pUCKa
pa3BUTHUSI HOBOOOPA30BaHUIA, OMIIOPTYHUCTUYECKUX
WHMEKIINI 1 HapyIIeHUs PeTTPOLYKTUBHOM (PYHKITUN
MpU JUTUTEJIbHOM UCTIOJb30BAHUU AJTKUIUPYIOIIUX
npenapaTosB.

IIpu peuunuBe HEPPOTUUECKOTO CUHIAPOMA Y
06oabHBIX ¢ UMH, paHee JOCTUTIIMX pEMUCCUM, TTO-
BTOPHBII KypC Teparnuu KOPTUKOCTEPOUTAMU /ATKATU -
pytormmMu npenaparamu uiau KHM MoxeT nocratouHo
4acTo, XOTSI M HE BO BCEeX CydasiX, MHIYLHPOBATh
TMOBTOPHYIO PEMUCCHIO.

Bbonblias yacTh JaHHBIX, KACAIOIINXCS TTOBTOPHBIX
KYpPCOB MMMYHOCYIIPECCUBHOM Tepamnuu, KacaeTcs
MalUeHTOB, Y KOTOPBIX PELIUAMBBI HAOTIOAAIUCH T10-
cJie YaCTUYHOM peMHuccHU U (YHKIIMS TTOYeK Oblia
HopmasibHO [281, 282]. He 6bu10 ipoBeieno PKU y
nauveHToB ¢ UMH, peliayBoMm 1ocJie epBoro Kypca
Teparnuu 1 HapylleHrueM (GyHKLIMU mouek [283].

Bo3MoXHOCTh pa3BUTUSI OHKO3a00JIeBaHUN —
[JIaBHas IpobJjieMa MpU JUIMTEIbHOM MPUMEHEHUU
AJIKWJIMPYIOIIMX mpernapaTtoB. KyMynsiTuBHast n1o3a
nukiodochamuaa 6onee 36 r (akBuBageHTHO 100 Mr/
CYTKHM €XeTHEeBHO B TeueHHe | roja) accoummpoBa-
Ha C MOBBIIIEHUEM PUCKa Pa3BUTHUs paka MOYEBOTO
my3bIps B 9,5 pasza y MaiMeHToB ¢ TpaHyJeMaTo30M
Berenepa. [IpomomkureabHOE JIeueHNE aCCOLMUPO-
BaHO C TIOBBIIIIEHHBIM PUCKOM JuMdornpoaudepa-
TUBHbBIX, MUEJIOAUCIUIACTUYECKUX 1 JIEHKEMUYECKUX
3aboneBanuii [284]. Mcxonst u3 3Toro, moBTOPHEIE
(6osiee ABYX) KypcChl aIKUIUPYIOLIUX MIPENapaToB HE
PEKOMEHAYIOTCS.

Hertsxenbie peunauBbl (BOSHUKHOBEHUE CYOHE(h-
POTUYECKOI IIPOTEUHYPUH ITOCJIE TTOJTHOM PEMUCCUH )
He TpeOyloT crieuu@UuIecKoi Tepanuu, Takux 00Jib-
HBIX CJIEIyeT BeCTH KOHCEPBAaTMBHO. ApTepuaIbHOE
JIaBjieHue HeoOXOAMMO MOIAEPKUBATh Ha YPOBHE
<125/75 MM pT. CcT., ¢ ucnonb3zoBanuem MAIID i
BPA B KauecTBe Teparmu mepBoii TUHAY (CM. T71aBy 1).

[Tpu peunausax y 6onsHbix ¢ UMH moryt pac-
CMaTpUBaThCS IpyTHe Tpenaparhl, Takue Kak MM @,
purykcumad wiu AKTT. Mmeetcs psin joka3atenbeTs,
MOJIyYEHHBIX B HAOII0aTeIbHbBIX UCCIEI0BAHUSIX,
0 OJIarONMpUSATHOM BO3IEHCTBUM PUTYKCHMaba y Ia-
LIMEHTOB C PeLUMIMBAMU, BOZHUKAIOIIMMU Ha (poHE
cHuxeHus no3sl KHU (KHM-3aBucumoctp) [2835],
HO T0Ka3aTeJIbCTB B HACTOsIIEe BpeMsl HeIOCTaTOY-
HO, YTOOBI OHM MOTJIM CIIYXKUTb OCHOBaHUEM IJIs
criernpuIeCcKUX peKOMEH AL,

PEKOMEHAALAU NO NPOBEAEHUIO
UCCNIEQOBAHUA

* HeobOxonumo nposeaeHue PKU gnsg uccie-
noBaHus 3¢hGhEKTUBHOCTU U 0€30MaCHOCTU
HazHaueHnsT MM®, putykcnmada i AKTT
Mpu peuuanBax y namueHtos ¢ MMH.

7.8.  Jlewenue HUMH y demeii

7.8.1. Ml npeniaraem npoBoauth jJeuenne UMH y ne-
Teii, COIIACHO peKoMeHIauusm no Jedenuo UMH
y B3pocbix (2C) (cm. pekomengamun 7.2.1u 7.3.1).

7.8.2. Mbl nipejiaraeM He HA3HAYATD JIETM 00Jiee OJJHOTO
Kypca IMKJIMYEeCKOil Tepanii KOPTHKOCTepouIa-
MU/ aJKWIMpYIomvn npenaparamvu (2D).

NPEANOCDLIJIKHN

WNMH y peteit BcTpedaeTcs peiko, U 00bIYHO MPO-
sIBJIsieTCsl He(POTUUECKUM CUHIPOMOM WJTU OECCUMIT-
TOMHOI1 MpoTenHypueit. JIutb MeHee 5% Bcex cirydaeB
He(POTUIECKOTO CMHAPOMA y NeTel IPUXOAUTCS Ha
momo UMH [286, 287]. BonbimHcTBO ciydaes (>75%)
MH y neteit BTopUUHBIE U CBSI3aHBI C XPOHUYECKUMU
BUPYCHBIMU MH(DEKIIUSM (B TOM YUCJIE BUPYCHBIM Tre-
natutoM B), ayroummyHHBIMU 3a001eBaHusIMU (CKB,
TUPEOUIIUT) WJIN JIEKAPCTBEHHBIMU TIpernapaTaMu.

OBOCHOBAHME

HMmeeTcs nuib HU3KAas CTeNeHb J0Ka3aTeIbHOCTU
B I10JIb3Y TOTO, YTOOBI MpeiaraTb IpOBOAUTH JICUCHUE
y neteit c UMH c ucnosb3oBaHUEM TeX K€ PEKMMOB,
YTO M y B3POCJIBIX, C COOTBETCTBYIOIIEH KOpPEeKIIMeil
J103 IperapaToB.

bonbiiast yacTh CBeIeHUI 0 €CTECTBEHHOM TEYEHU U
MUMH y pereii, o BapuaHTax JieueHUSI U OTAAJEHHbIX
HCcXoax IMoTydeHa U3 HeOOIbIINX, HEKOHTPOIMpPYe-
MBIX HaOJTIOJATeIbHBIX UCCIenoBaHmii [288], cBume-
TEJbCTBYIOLINX 00 OTHOCUTEJIbHO BBICOKOI 4acTOTE
CIIOHTAHHBIX PEMUCCUI U O HU3KOU BEPOATHOCTU
pazButust TXITH. detsam ¢ UMH 06b1dHO He TpeOyeTcst
HUKAKOW MHOW Tepanuu, KpoMe KOHCEpBAaTUBHOM, 3a
HUCKJIIOUEHHEM CTy4aeB TSLKEJIOro TeUeHMsI, U 4yacToTa
CMIOHTAHHBIX PEMUCCUI Y TeTeli MpeacTaBisieTcs boee
BBICOKOI1 TTO CPaBHEHHWIO CO B3pPOCJIBIMU. Y AETell C
TSDKEJI0M CUMITTOMATUKOM MpenjaraeTcsl UCIoJIb30-
BaTh T€ )K€ KOMOMHAIIMU JIEKAPCTBEHHBIX IPEIapaToB,
YTO M y B3POCJIBIX, C COOTBETCTBYIOIIEH KOPPEKIIeit
Io3upoBOK [289]. B OOMBIIMHCTBE TTPOTOKOJIOB MC-
nosb3ytoT xnopamoyuui 0,15—0,2 Mr/Kr/cyTku wiu
unkiioocdamuna 2 Mr/Kr/cyTku B Teuenue 8—12 He-
NieJib, B COUETAHUU C TIPEAHU30HOM, Ha3HaYaeMbIM B
aJpTepHUpYIoleM pexume. Puck pa3Butust roHaao-
TOKCMYHOCTM TIPU Ha3HAYEHUHU XJopaMOyLuIa WIn
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mKiogochamMuga y MaTb4YMKOB BBILIE, YEM Y IEBOUCK,
M 3aBUCHUT KaK OT JJIUTEIbHOCTU TepaIivu, TaK U OT
obmeii mo3bl mpemnaparoB [290]. KymynaTuBHast 1o3a
nukinodochamuia He 1o/okHa rpeBbimath 200 Mr/Kr
BO 130eKaHue TOHAJOTOKCUYHOCTH.

He nmeercst zaHHBIX, KacalOIIMXCS UCITOIb30BaAHMS
KHW y nereit c UMH, npumenenne KHU y nereii
OCHOBBIBAETCSI TOJBKO Ha M0OKa3aTeJIbCTBaX, IOJIy-
yeHHbIX B PKHW y B3pocibix naumenTos. [Ipumenenue
MM®, purykcumaba unu AKTT y geteit He M3yd4eHo
(cM. Takke Tabs. 19).

PEKOMEHAALWU NO NPOBEAEHUIO
UCCNEQOBAHUNA

* OrcyrctBue PKU mo neuenuro UMH vy nereit
JieJaeT peKOMEH AU U TIPEITIOXKEHUS TUCKY -
tabenbHbIMU. HeoOxomumo niposenenne PKU ¢
1IeJIbI0 CPAaBHEHUS aJTIKMJIMPYIOIIUX ITPeTiapaToB
n KHH B KauecTBe MHULIMAJIbHOU Tepanuu y
nmereit c UM H n HeppoTHIeCKMM CUHAPOMOM.

7.9. Ilpoghuraxmuneckoe naznauenue aHMuUKoOayAsH-
moe npu UMH

7.9.1. Mbl npeajaraeM NPOBOIUTH MPO(UIAKTUIECKYIO
AHTHKOATY/ISIHTHYIO TEPANMIO C MCHOJIb30BAHUEM
Bapdapuna BayTps nammentam ¢ UM H u nedporn-
YeCKUM CHHIPOMOM NPH 3HAYMTETLHOM CHIDKEHHH
CBIBOPOTOYHOTO aboymuHa (<2,5r/mi [<25r/1])
U HAJMYHMH JOMOJHUTEIbHbIX (aKTOPOB pHCKa

NMPEANOCDLIJIKH

MNMH npeacrabisier 0ocoObIli pUCK pa3BUTHUS Be-
HO3HOI TPOMOO3IMOOINM U CITOHTAHHBIX COCYTMCTBIX
TpoMO030B (TaKMX KaK TpOoMOO3 TJyOOKMX BEH WJIN
TpoM003/3M00JIMST JIETOUHBIX apTepuii), Oojiee BbI-
COKHMI1 IO CPaBHEHUIO C APYTUMU 3a00JIEBAHUSIMU,
MPOTEKAIIIUMU C HEPPOTUUYECKUM CUHIPOMOM
(cM. tnaBy 1) [301—303]. Bo3aM0oxXHO, 3T0 OTHOCUTCS
U K apyrum nepBudHbIM ['H, accoumupoBaHHBIM C
TSKEJIBIM HE(PPOTUYECKUM CUHIPOMOM, HO JTOKa-
3aTesibHas1 6a3a HemoctatouyHa. PKW mo u3ydyeHuio
MpOoMMIAKTUYECKON aHTUKOATYITHTHOM Tepaniy IIpu
MMH ¢ He(ppoTMUECKUM CUHAPOMOM HE IMTPOBOUIIUCH
[301—303].

OBOCHOBAHME

MmMeeTcst oueHb HU3Kas CTETEHb JOKA3aTeTbHOCTH,
YyTOOBI MpeuiaraTb NPOMUIAKTUIECKYIO aHTUKOAry-
JITHTHYIO Tepanuio BapdaprHoM y marneHTos ¢c UM H
U TSCKEJBIM He(pOTUUECKUM CUHApPOMOM. OmHaKo
Ha OCHOBaHMM Mojaeau MapkoBa (MoaeaupoBaHUe
OXMIA€MOT'0 COOTHOILICHUSI «PUCK/BBITOIA»), OCHO-
BAaHHOI Ha HAOIIOJATEbHBIX UCCIEAOBAHUSAX, TPO-
(hunakTUyeckast aHTUKOATYJISTHTHAsI Tepariust J0JKHA
paccMaTpuBaThCsl B CIydasiX, KOrla KOHILEHTpaLus
CBIBOPOTOYHOTO aJIbOyMHUHa cocTaBsieT <2,0—2,5 r/mn
(<20—25 r/n) 1 uMeeTcs ONMH WIK 00Jiee IIPU3HAKOB:
nporeunypust >10 r/cyrku; UMT >35 kr/m?; TpomM60-

Tpom0b030B (2C). 5MOOJIMY B aHAMHE3E y ALMEHTa, CEMEIHbII aHaMHE3
Ta6nuua 19. UccnepoBanunsa npu MH B neguatpum
HC, Creponppl, Lpyras Pemuccun, flepcuctu- XMH, TXMH,
AsTop n o o poBanue o N
Yo Jo UMMYHOCynpeccus Yo Yo
3a6bonesaHus
Habib et al. [291] 50 72 54 44% (mexnopeTamuH 52 38 ? 10
1 Xnopamoyuu)
Olbing et al. [292] 9 78 89 22% umknoocdamug, 33 33 33 0
11% asatuonpuH
Chan and Tsao [293] 10 80 100 Het 50 40 0 10
Tranin et al. [294] 14 79 79 57% «UMTOCTATUKI> 43 29 7 21
Latham et al. [295] 14 100 <93 <93% umknogocamng 29 50 7 14
Ramirez at al. [296] 22 82 50 5% aszatnonpuH + 27 45 23 5
uuknodocamug
5% xnopamoéyuus
Tsukahara etal. [(297] 12 25 42 17% umknodocammp 67 33 0 0
Lee et al. [298] 19 58 84 16% LMKNoCnopuH 68 16 5 11
Chen et al. 1299] 13 38 77 38% KHI ? 61 23 0
23% azatnonpuu unn MM®
Valentini et al. [300] 12 75 83 58 % uuknodgocamug 75 17 8 0

XIMH — xpoHuyeckas noyeyHas HeoCTaTo4HOCTb, TXITH — TepMUHANbHAA XPOHUYECKas NoYeyHas HeflocTaTto4HoCcTb, MM® — mukodheHonara Mogetun
C nrobesHoro paspeluenns ot Springer Science+Business Media: Pediatr Nephrol. Membranous nephropathy in children: clinical presentation and

therapeutic approach. 2010; 25: 1419-1428. Menon S., Valentini R.P. [288].
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TPOMOOAMOOINI C TOKYMEHTUPOBAHHOW TeHEeTUYe-
CKOI1 ITpeIpacIioIOKeHHOCTHIO; 3aCTOIHAsI cepAeuHast
HempocTaTouyHOCTh, kacc 11 mm IV NYHA; HenaBHee
XUPYPrUYECKOe BMEIIATEILCTBO Ha OPIOIITHOM ITOJIOCTH
WJIM OPTOTIEANYECKOE BMEIIATEIbCTBO; MPOIOJIKU-
TeabHast uMmMoouausauus [301—-303].

Jleuenuio BapdapmHOM Bcerma JOJIKHO Mpen-
IIECTBOBATh KPAaTKOBPEMEHHOE IIPUMEHEHUE Te-
napuHa (ppakIMOHUPOBAHHOTO WU Hedpak-
IIMOHMPOBAHHOI'O) B JO3MPOBKE, TOCTATOUHOM IS
YIUIMHEHUSI BpeMEHM CBePThIBAaHUSA. MOXeET ToTpe-
00BaTbCs KOPPEKIMS 103bl (PpaKIIMOHUPOBAHHOIO
remaprHa, €CIM UMeeTcsl HapyleHre (GyHKINHT ITOYeK.
B cBs13u ¢ HEZOCTATOYHBIM OIIBITOM HPUMEHEHUS
HOBBIX OpaJbHBIX WU MTapeHTEePATbHBIX aHTUKOATy-
JISTHTOB ITpU HE(PPOTUUECKOM CUHAPOME HEBO3MOXHO
JIaTh PEKOMEHIAIUU OTHOCUTEJIbHO X UCITOJb30Ba-

HUS JTs1 TPO(GUIaKTUKU TPOMOO030B. JIIUTeIbHOCTD
MpodUIaKTUIECKONW aHTUKOATYJISIHTHOW Teparnuu,
HeoOxoaumasi TSl IOCTUKEHUSI OTITUMAJIbHOTO CO-
OTHOILIEHUSI «PUCK/TI0JIb3a», HEM3BECTHA, IIPEICTaB-
JISIETCST pallMOHAIBHBIM MPOJ0JIKAThH JIEYSHUE 10 TeX
Top, TTOKa y MalMeHTa COXpaHsIeTCs] HEPPOTUIECKUIA
CUHJPOM C YPOBHEM ChIBOPOTOUYHOTO ajibOyMuHa
<3 r/mn (<30 r/m).

PEKOMEHAALXU NO NPOBEAEHUIO
UCCNEQOBAHUA

Heo6xonumo niposenenue PKW s nzydyenus
npoduiiakTUYECKOTro MpuMeHeHus1 BapdapuHa y
naenToB ¢ UMH u HedpoTtnueckum cuHIpoMom
C JIOTIOJIHUTEJbHBIMU (haKTOpaMM PUCKA PA3BUTUS
TpOMOOIMOOINYECKUX OCIOXKHEHUN 1 03 HUX.
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BBEAEHUE

B sr0it rnaBe npeacTaBieHbl peKOMEHAAUUM TSI
MIIT'H npennonoXuTeabHO HEM3BECTHOU MPUYMHBI
(uauomnatuyeckoro MIITH) y neteit 1 B3pOCIbIX.
DuHAHCOBBIE MOCIESACTBUS IIUPOKOTO TTPUMEHEHUS
JMaHHbIX PekoMeHmaiuii paccMOTpeHBHI B T1aBe 2.

8.1. Ouenxa MIITH

8.1.1. O6caenoBaTh MAMEHTOB C TUCTOJIOTHYECKOIA (CBe-
ToonTuueckoii) kKaprunoii MIITH nns BeisBaenust
OCHOBHOT0 3200J1eBaHMs, TIPEXK/IE YeM Perarhb Bo-
MPOC 0 NpUMeHeHUH crneluduyecKoii Tepanuu (cM.
Ta0.1. 20) (HEeT CTeNneHn).

NPEAMNOCDBIJIKA

MIITH — 310 MOphonornyeckuii «mpoduib» Wi
«BapyaHT MOBPEXICHUSI», BBISIBIISIEMbIA METOIOM
CBETOBOM MMKPOCKOITMU ITPU MHOTHX 3a00JICBaHMSIX
(cM. Tabu. 20) [304, 305]. ¥ mauueHTOB, KaK IIpaBUJIO,
Ha0MoAa10TCs He(hPOTUUECKUIT CUHAPOM, apTepUaIb-
Has TUIEPTEH3MSI, KIIyOOUKOBask reMaTypusi U IIPo-
rpeccupylomas rmoueuyHast aucoyakumsa [304, 305].
OOBIYHO, XOTS U HE Bceraa, HaOMoAaeTCsl CHUXKEHUE
KOHIIEHTpALM1 KOMIIOHEHTOB KOMIUIEMEHTA B ChIBO-
potke kposu (C3 u/unu C4) [305, 306].

MIITH nmoapasnensieTcs Ha HECKOJIbKO TUITOB
B 3aBUCHUMOCTHU OT JIOKAJIM3alUM U BBIPAXKEHHOCTH
JIETIO3UTOB, COCTOSIIIUX U3 UMMYHOTJIOOYTUHOB U/
WY KOMILIEMEHTA. TpanulMoHHas Kiaccudukauus,
OCHOBaHHAsI Ha XapakTepe YJABTPACTPYKTYPHBIX M3-
MeHeHui, BeiaensieT Tpu tuna MITTH: 1, I wawm 1I1.
OpaHako B TIocjieIHee BpeMsl Ha CMEHY 3TOMY ITOJXOy
MpUIIUIa HOBasl KjaccuduKaiys, 0a3upyromascs Ha
JTaHHBIX TMMYHOMOP@OJIOTMIECKOT0 UCCICIOBAHUS
[307, 308]. Turr I MIIT'H accounupoBaH ¢ HATM4MeM
CyO3HIOTEIMAIBHBIX M ME3aHTHATIbHBIX 3JICKTPOHHO-
IUIOTHBIX JETO03UTOB, COIEpKAIIUX UMMYHOIJIO0Y-
ymabl n/unu C3 [305, 309, 310], 1 yale BRISIBISICTCS
npu xpoHudeckux renaturax B wiau C (cM. rinaBy 9).

Tum 1T MIIT'H, ¢ 31eKTpOHHO-TIOTHBIMU UHTPaMeM -
OpaHO3HBIMHU NIETIO3UTAMM, COAEPKAIIMMU TOJHKO
KOMIIOHEHTBI KOMIUIEMEHTA 1 HE COAEPXKAILIMMU M-
MyHornooynrHoB [305, 309], n3BecTeH Kak «00JIe3Hb
IUIOTHBIX AeI03UTOB». Ero 3THOJIOrUs B HACTOSIIIIEe
BpeMsI YeTKO YCTaHOBJIEHA U CBsI3aHa C HACJIeICTBEH-
HBIMU WIN IIPUOOPETEHHBIMUA HAPYIICHUSIMU PEry-
JISTOPHBIX 0eJKoB KoMmIuiemMeHTa [305, 311]. Ocranb-
HbIe, ele 6onee peakue BapuaHThl (111 Tunm MIITH),
Tak>Ke TMarHOCTUPYIOTCS Ha OCHOBAaHMM M3MEHEHUI
0a3abHOM MeMOpaHbl KJIYOOUKOB M JOKaJIU3aLUU
3JIEKTPOHHO-TUIOTHBIX AeTI03UTOB. UIMMyHOMOpP(d0J10-
rMYecKre BapUMaHThl BbLIC/ISIOTCS U pa3rpaHUYUBAIOT-
Csl HA OCHOBAaHUH JIETIO3UIIMYA UMMYHOTJIOOYJIMHOB 1/
i C3-KOMIIOHEHTOB KOMILJIEMEHTa B KiIyooukax. Te
W3 HUX, TIPY KOTOPBIX OTKJIAABIBAETCS MCKITIOUUTEIHHO
C3, nonyunnu HazBaHue C3-rimomMepyaoHedpurta [3035,
307, 308, 311].

Jleuenue MIIT'H B 00/b1110i1 CTENEHU 3aBUCUT OT
YETKON MAEHTU(MDUKAIIMU TPUINH, C KOTOPBIMU aCCO-
LIMUPOBAH 3TOT BapUaHT MOBpexkaeHus (cM. Taod. 20).
Y HekoTophix maureHToB B matoreHe3 MIITH (I, IT u
III Tunos, a Takxke C3-I'H) moxeT BoBiekaTbest C3-
HedpuTUIecKUi (hakTop, MPEACTABISIONINI cO00M
ayroaHTuTeaa K C3bBb-KOMIOHEHTY KOMILJIEMEHTa
[312, 313].

WUnnonatuyeckuit MIII'H nuarHocTupyloT npu
HCKJTIOYEHUU BCEX BO3MOXKHBIX ITIPUYMH, BEI3BIBAIOIIINX
MOBPEXKACHUE DTOr0 TUIIA, IpUYeM OOBIYHO TOTAA,
Korma ructosiorndyecku BoisiBasseTrcsas MIITH 1 turma.
Wnuonatuyeckuit MIITH I Tumna peako Habatomaercst
B Pa3BUTHIX CTPaHaX, HO OCTAETCs OTHOCUTEIHHO pac-
MPOCTPAHEHHOM, XOT B ITOCJIEIHEE BPEMSI B MEHbILIECH
CTeNeHU, IPUINHON HEe(POTUUECKOTO CUHAPOMA B
Pa3BUBAIOLIKXCS CTPpaHAX, 0COOEHHO B CTpaHAaX C BH/IEe-
MWYEeCKUMU MH(MEKIIMOHHBIMA 3a001eBaHsIMH [314].

OBOCHOBAHMUE

* YuyurtweiBasg ITeTCPOTr€HHOCTh MPUYUH U Ba-
PHUAHTOB TUCTOJOTNYCCKOI'O IMTOBPCKACHUA

Ta6bnuua 20. 3a6oneBaHus, aCCOLUMMPOBaHHbIE C NTMCTOJIOrMYECKO KapTUHON
memOpaHonponudepaTneHoro NH

XpoHuyeckune nHgekuun (ocobeHHo renatut C)
AyTOMMMYHHbIE 3a60neBaHns (ocobeHHo BH)

MoHoknoHanbHbIe rammanatii (0C06eHHO 60N1e3Hb OTNIOXKEHUA JIErkuX Lienei 1 60N1e3Hb OTNOXKEHNA MOHOKOHabHoro UM'-G)
HapywueHns perynauuu komnnemenTa (0c06eHHO aeduumnt draktopa H)
XPOHWNYECKME TPOMOOTUYECKME MUKPOAHTONATIAN W UX MOCNEACTBNA

H - rnomepynoHedpuT, BH — BON4aHO4HbIA HEPUT.
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mpu MIIT'H, Bce matmenTsr ¢ MITT'H moymkabI
OBITh TIIATEJIFHO OOCJICIOBAHBI TSI NCKITIOUE-
HUST M3BECTHBIX 3a00JIeBAaHUI, BBI3BIBAIOIINX
STOT TUM TTOBPEXKICHMS, TTPEKIAC YeM MOXKET
OBITh TMAaTHOCTUPOBAH MAMOINATUYECKUN
MIITH u npexnae yeM MOXeT ObITb MPUHSITO
peleHue o crielu@uIecKoil Tepanmu.

8.2. Jleuenue uouonamuuecxozo MIITH

8.2.1. B Tex cayyasix, KOriaa y B3pOCJbIX MANMEHTOB U
nereit MIITH nporekaet ¢ He(hpoTHYECKMM CHH-
JIPOMOM H NIPOrPeCCUPYIOIIMM CHIDKEHUEM (DYHKIUH
MOYEK M PACCMATPUBAETCS KAK WIHONATHYECKHIA,
MBI Npe/ijiaraeM B KauyecTBe HHUMAJIBHOM Tepaniu
Ha3Hayath muKJIohochamun BHyTps 1iim MM@ B
COYETAHUM C HU3KMMH J103aMU KOPTHUKOCTEPOUIOB
yepe3 JeHb WM €XeIHEBHO, HA CPOK He Oosiee
6 mecsmes (2D).

OBOCHOBAHME

* HWMeeTcst oueHb HU3Kasl CTENEHb JOKa3aTesb-
HOCTHU, IMO3BOJISIIOIIAS IpenjaraTb MCII0Jb30-
BaHUE UMMYHOCYIIPECCUBHBIX IIperapaToB B
COYETAaHUU C KOPTUKOCTEPOUIAMMU JIJIsI JICUCHUS
unuomnarndeckoro (tum [) MITT'H, nmporekato-
IIEeTO C He(PPOTUICCKUM CUHIPOMOM W/WIIN
HapymeHneM (pyHKIINHT TTOYeK.

MIITH nuarHOCTUPYIOT MPU UCKIIOYEHUU BCEX
W3BECTHBIX TPUYNH, TIPY KOTOPBIX MOXKET BBHISIBIISITHCS
JlaHHasI TUCTOJIOrMYecKasi KapTruHa. B cirydasix Bropuu-
Horo MIII'H, T. e. npu ycTaHOBJIEHUU TPUYUHBI, BbI-
3BaBIIEH TaKO! BapuaHT MoBpexkaeHUs (cM. Tao1. 20),
JICUeHNE IOJIKHO OBITh HAIIpaBJICHO Ha yCTpaHEHME
9To# nMpu4yrHbL. O030p N0KA3aTeIbCTB, KaCAIOLIMXCS
JICUCHUST COCTOSTHUI, TIepeUYNCIICHHBIX B Tadmmiie 20,
He BXOJUT B 3aJadyy HacTosAluX PekoMeHaaluii.
B aTOM pasmene paccMaTpuBaIOTCSI TOJBKO TMAIleH-
Thl, Y KOTOPBIX He Bbls164€H0 U3BECTHBIX IPUUYUH WIN
TMATOTeHETUYECKNX MEXaHN3MOB, KOTOPBIE MOTJIN OBl
BBI3BaTbh TMCTOJOIMYECKUE TIOBPEXKICHHUSI, XapaKTep-
uole wig MITTH. Y OonbmmHCcTBa 13 3TUX ITAlIMEHTOB
MpU 3JEKTPOHHOW MUKPOCKOMMUMU BBISIBIsIETCS | T
MIITH.

B GonbIIMHCTBE paHHUX COOOIIEHUI O JIeUeHUU
«pnonaruyeckoro» MIII'H B ananus, no Bceii Be-
POSITHOCTU, BKJIIOYAIMCh U HEpaclO3HAHHbIC ClTydyau
BropuyHoro MIIT'H. [ToaToMy B HacTosiee Bpems,
C YYETOM COBPEMEHHBIX MPEICTaBACHUI 00 UMMYHO-
TaToTeHe3€e, PE3YIbTAThl 3TUX MCCIIETOBAHMNI JOJKHEI
OBITb MHTEPIIPETUPOBAHBI C OCTOPOKHOCTHIO [304, 305,
307, 308]. Uctuurbii «<ugnonatndeckuii> MITITH B
HacTosI1Iee BpeMsI BCTpeUyaeTcsl 04eHb PEIKO, UCKIIIO-

YeHUEe COCTABJISIIOT JIMIITh HEKOTOPBIE PA3BUBAIOIIINECS
CTpaHBbl, T pacIpOCTpaHeHbl SHAEMUYECKIE MHPEK-
LIMOHHBIE 3a00IeBaHMsI. Pe3ynbraThl HEMHOTOYMCIICH-
Hbeix PKH, nocsseHHbIx geyeHuo MIITH y nereit
1 B3POCJIbIX, HEOMHO3HAYHBI M TPOTUBOpeUnBHI [304,
305]. BOABLIMHCTBO 3TUX UCCIENOBAHUI OTJIUYATNCH
HEKOPPEKTHBIM JU3AaTHOM U MUMEIN HEeJOCTATOYHYIO
CTAaTUCTUYECKYIO CUJIY, TO3TOMY JOKa3aTeJbHasl
0a3za peKoMeHJalui Mo JeUYeHUIO UANOaTUIeCKOTO
MIIT'H ouens cnadasi. CoobuueHus1, peacTaBieHHbIe
paHee 00 ycriexe KOMOMHUPOBAHHOM Teparuy acliipu-
HOM Y IMITUPUIAMOJIOM B JICUEHUU NIUOIATUIECKOTO
MIITH, no3nHee 6bUIM onpoBeprHyTHI [315, 316], u
MPEVMYIIEeCTBA «aHTUTPOMOOIIMTAPHOIT» TEpATU IIPU
MIII'H ocrarorcs comauteabHbiMu [317, 318].

B HaOmtomaTeIbHBIX UCCIENOBAHUSIX U B €IUH-
crBenHoM PKM kxak Oynro Ow1 HaGmogaiacs apdexr
IpY JUTUTEIbHOM Ha3HAaYeHUM KOPTUKOCTEPOUIIOB B
aJITEPHUPYIOIIEM pEXUME y AeTel C «uaromnaTude-
ckum» MITT'H, Ho pe3yabTaThl ObLIM HEOJHO3HAUYHHBI,
a B TocieayooiieM He 010 nmpoBeaeHo PKU, mox-
TBepXKIaromux 3ToT apdekT [319—322].

[IpenmyiecTBa UMMYHOCYIIPECCUBHON Tepanmuu
(mukmodochamuaoMm wim MM®), gacto B KOMOK-
HallMU C BBICOKMMU J103aMU CTEPOUI0B (B/B Wi
BHYTPb) HUKOTIA He ObuTM moka3aHbl B PKU. OnHako
HeOoJbilIe HabM0oaTeIbHbIE MCCIENI0BAHUS C KO-
POTKUM MEePHOI0M HAOIIOAEHUST CBUACTEIbCTBOBAIN
00 3(h(pekTUBHOCTU TAKOTO JieueHUsI, TJTaBHBIM 00-
pa3oM y MallMeHTOB ¢ OBICTPOIIPOTPECCUPYIOIINM
TeUECHUEM IIPU HATUINHU TTOJTYTYHUI, TOO0 y OOJTBHBIX
¢ IIporpeccrupoBaHueM 3a001eBaHusI Ha (DOHE MepCH-
CTUPYIOUIETO TSKEJIOTO He(POTUIECKOTO CUHAPOMA
[145, 317, 323—329]. CucremaTn4ecKue OIIMOKM,
CBSI3aHHbBIE C MPENNMOUYTUTEILHON MyOJInKalue mo-
JIOKUTEJIbHBIX PE3yJIbTaTOB, MOTJIM CKa3aThCsd U Ha
9TUX coobuieHusix. [Iporpeccupyioiiias moyeuyHast He-
JIOCTAaTOYHOCTD OCTAETCS €AMHCTBEHHBIM MIOKa3aHUEM
K UMMYHOCYTIPECCUBHOMY JIEYEHUIO, HO UMEIOIIAsICS
JloKazaTeibHas 6a3a 3(HeKTUBHOCTU U 0€30ITaCHOCTH
aToro jeyeHus ciabas. Jleuenue ciayyaes MIITH ¢
HaCJIOGHUEM pacipOCTPaHEHHBIX MOJIYJYHUN U TIPO-
IPECCUPYIOLIEH MOYSUHOM HETOCTATOYHOCTHIO 00CYX-
Jaercs B riiaBax 13 u 14,

PEKOMEHAALU NO NPOBEAEHUIO
UCCNEQOBAHUA

Heob6xoaumo nposenenrve PKU ¢ 1ienbio BbIsIC-
HEHUsI BJIUSIHUSI KOPTUKOCTEPOUAOB B KOMOMHALIUK
¢ UMMYHOCYTIPECCUBHBIMU TIperapaTaMu, TaKUMA
Kak nukiiopocdamun, MM® uan putykcumadb, Ipu
«pumonatnyeckom» MIII'H y B3pocibix 1 geteit.
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IJIABA 9. INIOMEPYJIOHE®PUTDBI, CBA3AHHDIE
C THOEKIINUAMUNU

9.1. Mobt npedaazaem nposedenue adeKearmnozo ie4e-
HUSA UHDeKUUOHHO020 3a004e6aHUA U CMAHOapMHbLe
nooxo0vl K Ae4eHUI0 NOYeHHbIX NPOAGACHUI 045
cAeOyrouuUx 2a10Mepy10Hepumos, Ceés13aHHbIX C
unghexuusamu (2D):

* mocTcTpenToKOKKOBbI I'H;
* T'H npu un(peKnnoHHOM 3HI0KAPIUTE;
* myHT-HedpuUT.

BBEAEHUE

B ar0i1 r1aBe nipeacTaBieHbl peKOMEHIAIUH I10 Jie-
yeHuto ['H, cBsI3aHHBIX ¢ MTHGEKLIMIMU — OaKTepUalib-
HBIMU, BUPYCHBIMU, TPUOKOBBIMU, IPOTO30MHBIMU 1
reJIbMMHTHBIMU (Ta0J1. 21). DUHAHCOBBIE ITOCIIEICTBUS
IIMPOKOTO IPUMEHEeHHUsI TaHHbIX PekoMeHmaimii pac-
CMOTpEHHI B TJIaBe 2.

MOMEPYJIOHE®DPUTHDI,
OBYCJIOBJIEHHbBIE BAKTEPUAJIbHOW
MHDEKLUUEN.
NPEANOCDLIJIKU U OBOCHOBAHUE

ITpotoTtunom I'H, o6ycioBaeHHOTO GaKTepraib-
HOM MH@eKMel (Ha3pIBaeMOTO TaKXkKe MOCTUH(DEK-
nuoHHbIM I'H), gBasieTcsd mMOCTCTPEeNTOKOKKOBBIMN
I'H, on vamie Bcero BcTpedaeTcs y AeTeil mocie
¢apuHruTa UIM KOXHOW MHMeKUuu (MMMOETUTO),
BBI3BAHHBIX cIleU(pUIECKUM HeDPUTOTeHHBIM
IITAMMOM CTPEINITOKOKKa, U OOBIYHO MMEET OJ1aro-
IIPUSATHBINA IIPOTHO3.

OpHako B MOC/IeTHUE ACCATUIETHS CIIEKTP MOCT-
nHdpekunonaeix 'H 3HaunTenhHO M3MEHUIICS.
YacroTa noctcrpentokokkoBoro I'H, oco6eHHO B
ANUAeMUYECKOl (hopMe, B MHIYCTPUAIbHBIX CTpaHax
CYIIECTBEHHO CHU3MIACh. B ITocietHrx cOOOIIEHUSIX O
CepusIX HaOJIIOIEHUI OTMEUYAETCST, YTO CTPEIITOKOKKO-
Bast UH(MEKLIMS BBIABIISAETCS TOJBKO B 28—47% citydasix
octporo I'H, torma xak Staphylococcus aureus niu
Staphylococcus epidermidis 6bu11 BoiaeneHbl B 12—24%
cJy4aeB, a rpaMOTpMLATeIbHbIE OakTepuu — 10 22%
ciyyaeB [330—332]. MHbEKUMOHHBIN dHIOKAPIUT
U IIYHT-UHAEKINN TaKXKe 4acTO aCCOLUMMPOBAHBI C
nmoctuH@ekunoHHbeIM 'H. Boiee Toro, aTunmmuuHbIiA
noctuHpekimoHHbIi ['H Bo3HMKaeT OoJblieli YacThio
Y UIMMYHOCKOMIIPOMETHPOBAHHBIX B3POCIIBIX, HATIPH-
Mep MPU aJIKOTOJIU3Me, CaXapHOM auadeTe, maryoHoM
MPUCTPACTUU K HEKOTOPBIM MeauKaMeHTaM. 1 eciin
JIETH ¢ TUIIMYHBIM ITOCTCTPENTOKOKKOBBIM I'H, Kak
MIpaBUJIO, CIIOHTAHHO BBI3JIOPABIMBAIOT Yepe3 He-
CKOJIbKO HeJeJib, IPOTHO3 Y MMMYHOCKOMITpOME-

TUPOBAHHBIX B3POCJIbIX C NMOCTUH(eKUMOHHbIM ['H
3HAYUTEIBHO XYK€, ITOJTHBIC PEMUCCHH Pa3BUBAIOTCS
MeHee ueM B 50% ciiyyaeB MpH JJIUTETbHOM MEPUOE
HaomoaeHus [333].

NMOCTCTPENTOKOKKOBbIU lH.
NPEANOCDLIJIKU U OBOCHOBAHUE

JnarHo3 noctcTpenTokKokkoBoro I'H MoxeT ObITh
YCTaHOBJICH, €CJIM Y MallMeHTa C KJIMHUKOU OCTPOro
I'H umerorcs ykazaHus Ha IIPeaIIeCTBYIOUIYIO CTPEI -
TOKOKKOBYI0 MHpeK1uw0. Hedput MmoxkeT BOSHUKHYTh
yepes 5—7 mHel Mmocjie CTpeNTOKOKKOBOTO TOH3UJLIUTA
i uepes3 4—6 Heaeb mociie uMIeTuro [334].

I[Ipupoma HEPUTOTEeHHOTO CTPENITOKOKKOBO-
ro aHTUIEHA BCE €llle OCTAaeTCsl HeYCTaHOBJICHHOM
[334—336]. buorncus moyku rmokasaHa JMILb B CIydasix
COMHMTEIBHOTO IMarHo3a J10o sl yTOUHEeHUS IIPo-
TrHO3a M/MJIM 000CHOBAaHUS HEOOXOAUMOCTH TePaITUU.
IIpu rMCTOJOrMYECKOM MCCICI0BAaHUN BBISIBJISICTCS
KapTuHa ocTporo sHaokanuuisipporo I'H ¢ me3an-
TMajJbHBIMU 1 MHTPAKATIWUISIPHBIMU TPAHYISIPHBIMU
WMMYHHBIMU I€TIO3UTAMMU.

Kinunuyeckue mposiBaeHUS OCTPOro He(pUTU-
YECKOT0 CMHIpPOMa OOBIYHO COXPAHSIOTCS He 0oJjee
2 Henmesb. MeHee ueM y 4% neteil ¢ TOCTCTPENTOKOK-
koBbIM I'H nMeeT MecTo MacCMBHasl MPOTEUHYpPHS, B
PEIKUX Cydasix MOXKET pa3BUTHCS Moy ayHHbI ['H ¢
OBICTPOIIPOrPECCUPYIOIIUM HapylleHueM (YHKIIUN
nouek. YpoBeHb C3-hpakiiuy KOMILJIEMEHTa OObIYHO
HOpMaJn3yeTcs cirycTst 8—10 Hemenb 1mocyie BhIsSIBIIe-
Hus uHdekunu. [Mepcuctupyroiias 6osee 3 mecsies
TUTMIOKOMILIEMEHTEMMST MOXET SIBUTHCS MOKA3aHUEM
K He(ppoOMOIICHUM, €C/IM OHA He ObLIa BBIMOJHEHA 10
storo. [1pu runokomMmuiemeHtemuyeckom I'H 06b19HO
BBISIBJISTFOTCSI TUCTOJIOTMYECKME U3BMEHEHUSI, XapaKTep-
Hele 111 MITTH.

KpaTkocpouHBlil MTpOrHO3 OCTpOii (ha3bl MOCT-
crpentokokkoBoro I'H y geteit oObIuHO Oyiaronpusi-
TEH, B TO BpeMsl KaK Y MOXUJIbIX NAlIMEHTOB JieTalb-
HOCTb, 11O TaHHBIM HEKOTOPBIX COOOIIIEHU, TOCTUTACT
20%. OToaneHHbIA MPOrHO3 MOCTCTPENITOKOKKOBOIO
I'H Bce el1ie ocTaeTcs npeaMeToM OOCYXKIeHUSI, XOTs
cnyvau pazButust TXITH B uccnenosanusix ¢ 15-net-
HUM TeprUoIOM HaOJIOIeHUsT COCTABIISIIOT MeHee 1%
(32 MCKITIOUEHUEM TTOXUJIbIX MAllMeHTOB C MepCu-
CTUPYIOLIEHN TIPOTEUHYPUEN, Y KOTOPBIX OTITAJICHHBIN
MPOTHO3 XyXe) [333, 334].

IIpu 1OKYMEHTUPOBAHHOM ITOATBEPKACHUU
CTPENTOKOKKOBOM MH(MEKIINN CIIeAYeT IMPOBOIUTH
JIeYeHUE MEeHUUMJUIMHOM (MU 3PUTPOMULIMHOM,
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Ta6nuua 21. UHdekuun, accoummpoBaHHbIe C rMoMepyioHedpPUTOM

baktepuanbHbie

Mycobacterium leprae, M. tuberculosis
Treponema pallidum

Salmonella typhi, S. paratyphi, S. typhimurium
Streptococcus pneumoniae, S. viridans, S. pyogenes
Staphylococcus aureus, S. epidermidis, S. albus
PasHoBugHocTn Leptospira?

Yersinia enterocolitica®

Neisseria meningitidis, Neisseria gonorrhoeae?
Corynebacterium diphtheriae?

Coxiella burnettif

Brucella abortus?

Listeria monocytogenes?

BupycHble
lenatut Bu C

Bupyc ummyHogeduLnTa Yenoseka
Bupyc dnwreiHa-bapp
Bupyc Kokcaku B
Bupyc ECHO
Liutomeranosupyc
BeTpsHka

CBuHKa

KpacHyxa

lpunn

I'pubKoBbIE

Histoplasma capsulaturrf
Candida®

Coccidiodes immitis?

lpoTto30iiHble

Plasmodium malariae, P. falciparum
Leishmania donovani

Toxoplasma gondii

Trypanosoma cruzi, T. bruci
Toxocara canis

Strongyloides stercoralis?

[enbMUHTHbIE

Schistosoma mansoni, S. japonicum, S. haematobium
Wuchereria bancrofti

Brugia malayi

Loa loa

Onchocerca volvulus

Trichinella spiralis?

2C0061LeHUs 06 OTAENbHBIX CIy4asx

€CIM y MallMeHTa aJIeprus K NeHULWUIMHY) C 1Ie-
JIbIO KYTTMPOBAaHUS CTPENTOKOKKOBOUW MH(MEKINU 1
npeaynpexneHuss MHOUIMpoBaHUSI He(PPUTOreH-
HBIM CTPENITOKOKKOM POACTBEHHUKOB M WHBIX JIMII,
HaXOMSIIMXCSI B KOHTaKTe ¢ MalreHTOM. [Ipu aTtom
AHTUOMOTUKH HE CTTIOCOOCTBYIOT 00pAaTHOMY Pa3BUTHIO
I'H, Tak Kak BbI3BaHHbIE UMMYHHBIMH KOMILJIEKCAMU
TMOBPEXIEHUS KITyOOUKOB YK€ yCIeBalOT BOSHUKHYTh
K Havajy Jie4eHUsI.

JleyeHne ocTporo He(PPUTUIECKOTO CUHAPOMA,
0COOEHHO y B3pOCJBIX, TPeOyeT rocnuTaan3annu
B CJy4asix, KOrJla MMeeTCs TsoKenas apTepuaabHast
TUTIEPTOHUS WJIM CepieYHasi HeJOCTaTOYHOCTh. [1-
MEPTEeH3UST U OTEKM OOBIYHO pa3peliaroTcs Mociie
BOCCTAHOBJICHUS auype3a. B3pociabiM maimeHTaM
MpU TIEPCUCTUPOBAHUN MOUYEBOTrO CUHJIpOMa OoJjiee
6 MecsilieB, 0COOEHHO eCJTU MTPOTEUHYPUS TTPEBbIIIAeT
1 r/cytku, cienyer HazHauaTh MATI® unu BPA, kak
U TIPU JPYTUX MPOTEUHYPUUECKUX TIIOMEPYISIPHBIX
3a00s1eBaHMIX (cM. T1aBy 2). OTaaJeHHbIN TPOrHO3
XyXe y TeX IMalleHTOB, OCOOEHHO B3pPOCIIbIX, ¥ KOTO
MPOTENHYPUs coXpaHsieTcs bosee 6 Mecstes [337].

ITynscTepanust METUITIPEAHU30JIOHOM B/B MOXET
00CyXIaThCsl y MAIlMEHTOB C PacIpOCTpaHEHHBIMU
MOJNYJIYHUSIMU U ObIcTpoTiporpeccupytomum 'H,
HMCXOMIsI U3 JaHHBIX, KacAIOIIUXCS IPYTUX TUIIOB ObI-
cTpormporpeccupyiomero u noixyiayHHoro I'H, xorsa
JIOKa3aTeabCTB, OCHOBaHHBIX HA PKU, HeT.

PEKOMEHAALXU NO NPOBEAEHUIO
UCCIEQOBAHUA

* Heobxonumo nposeaeHue PKU nis oneHKu
3¢hGEKTUBHOCTH JICUEHUS TTOJTYTYHHOTO TTOCT-
crpentokokkoBoro I'H KopTukocreponmgamu.

*  HeoOxonmMo n3yyeHre IpUpPOIbl CTPEIITOKOK-
KOBOTO aHTUT€HA KaK OCHOBBI JUISI pa3BUTHS
UMMYHOTIPO(WIAKTUYECKOI Teparnu.

N'H, ACCOLUUPOBAHHbIN
C AHOEKUMNOHHbIM 9HAOOKAPAUTOM.
NPEAMNOCHLIJIKU U OBOCHOBAHUE

EctectBenHoe TeueHue I'H, accounupoBaHHOTO
¢ MH(MEKIIMOHHBIM SHI0OKAPAUTOM, 3HAYUTEITHHO U3~
MEHWJIOCH B CBSI3U C M3MEHEHHUEM SIHUASMUOJIOIMU
9TOro 3a00JIeBaHUSI U C UCIIOJIb30BaHUEM aHTUOUO-
TnKOB [337—340].

B CIHA auarHoctupyeTrcs MpUOJIMU3UTEIbHO
40 crmyyaeB MH(EKIIMOHHOTO dHIOKAPANUTA HA MUJI-
JIMOH HAaCeJICHUs €XEerojHo, IIpU 3TOM BO3pacTaeT
3a00J1eBa€MOCTb CPEIU JIIOJeil cTapllero Bo3pacra
U JulL 0e3 TIpeAllecTBYIONIEro 3a001eBaHus cepalla,
(akTOopamMu pucKa SIBJITIOTCS B/B UCIIOIb30BaHUE HAP-
KOTHUKOB, IIPOTe3UPOBaHME KJIAIIAaHOB 1 BPOXKACHHbBIC
MMOPOKM cepalia. Bemyieit npruunHoi BOSHUKHOBEHUS
UH(EKIMOHHOTO HIOKAPAUTA B HACTOSIIEE BpEeMsi
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cTal 3040Mucmolil cma@uaokokk, TIPUILIEANTNNH Ha
CMEHY 3eneHauemy cmpenmokokky. Yactora I'H, ac-
COLIMMPOBAHHOTO CO CTADMIOKOKKOBBIM (BbI3BAHHBIM
Staphylococcus aureus) MHMEKIIMOHHBIM 3HIOKAPIH-
TOM, Bo3pocia ¢ 22 10 78%, caMblii BBICOKMIA PUCK
3a00JieBaHMsI OTMEYaeTcsl Py yNnoTpedIeHU HapKo-
TUKOB BHYTpuMBeHHO. Hanbosnee TunmmnyHbIe TUCTOJIO-
rMYECKUe HaAXOJKM — 0YaroBbIi M cerMeHTapHbIH MTPo-
mmdepatuBHbIii [H, yacTo B coueTaHn ¢ 0UaroBeIMU
MOJYJIYHUSIMU. Y HEKOTOPBIX MAlIMEHTOB MOTYT ObITh
oOHapyxXeHbl TU(dy3HbIE SHIOKATTUIIISIPHBIE TTO-
BPEXIECHUS, C TTIONYIYHUSIMM M 6e3 Hux [337—340].
Bbawxaiimmit nporno3 I'H xopormii 1 Bo MHOTOM
ornpenessieTcs spaaukaieil vHGeKuun Ha GoHe
MpUMEHEeHUs B TeueHue 4—6 Heleslb TPaBUIbHO TI0-
JT0OpaHHOI aHTUOAKTEPUATbHON Teparnuu.

PEKOMEHAALMU NO NPOBEAEHUIO
UCCNEQOBAHUN

*  Heo0xonrMbl MHOTOLIEHTPOBBIE MCCIICIOBAHUS
C LICJIbIO BBISICHEHUS YaCTOThl BOBHUKHOBEHMS,
pacmpoCcTpaHEeHHOCTH U OTIAJICHHOTO ITPOTHO3a
I'H, accouuunpoBaHHBIX ¢ MHPPEKIIMOHHBIM
SHIOKAPAUTOM.

LWYHT-HEDPUT.
NPEANOCHLIJIKU U OBOCHOBAHUE

IyHT-HEeGPUT NpeacTaBsieT cO00 MMMYHO-
komIuieKcHbIi ['H, Bo3HUKaOMIMI KaK OCIOXHEHWe
XPOHUYECKOTO MHDUIIMPOBAHUS BEHTPUKYJIO-
aTpUAIbHBIX WM BEHTPUKYJIO-IOTYJISIPHBIX ITYHTOB,
YCTaHOBJICHHBIX B CBSI3M € rujaponedanueii [341].

JAnarHo3 oCHOBBIBAETCS HAa KIMHUYECKUX TMPU-
3HaKax 3a00sieBaHus oYeK (HanuboJsee 4acTo MUKPO-
remMarypusi, IpOTEMHYPHUsI, HEPEIKO HEPOTUUECKOTO
YpOBHsI, MHOTAA TMoBbIieHUe ypoBHsI CKp u apre-
puanabHasi TUMEPTEH3US) NPU AJIUTETbHOM JTUXO-
pajke WM MPU3HAKAX XpOHUUYECKO MHDeKInu y
MalMEeHTOB C BEHTPUKYJIO-COCYIUCTBIMU IIYHTAMU,
WMIUIAHTUPOBAHHBIMU IS JIeueHUs1 Tupoliedanni.
[Tpu rucrosiornyeckoM McclieOBaHUU TUTTUYHON
Haxonkoi ssBisgerca MIITH I tuna, ¢ rpanyisipHeIMU
nenosutamu UI'-G, UT-M u C3 u s1eKTpOHHO-
TJIOTHBIMY ME3aHTUATbHBIMU U CYOOHIOTETMATbHBI-
MM JETO3UTAMU.

IToyeuHbIi MPOrHO3 LIYHT-HedpUTa OJ1aronpusITeH
B cJTyyae paHHel yCTAaHOBKM IMarHO3a U CBOCBPEMEH-
HOTro JieueHus1 uHpeKIMnu. BeHTpuKyao-cocynucrole
IIYHTBI MOTYT MH(UIIMPOBAThCA NpuMepHO B 30%
caydaeB. 'H moxer pasBuBatbesd B 0,7—2% ciydaeB
MHOULIMPOBAHUS UTYHTOB, U B UHTEpBaJie OT 2 Mecsi-
1IeB JI0 HECKOJIBKHUX JIET MOCJIe YCTAHOBJIEHMUS 1IIyHTA.
Bo3oyoureneM oObIuHO sBasieTcss Staphylococcus

epidermidis wniu Staphylococcus aureus. B mpotuBo-
MMOJIOXKHOCTh BEHTPUKYJIO-COCYAUCTHIM IITyHTaM
BEHTPUKYJIO-TIEPUTOHEAbHBIE LIIYHTHI PEAKO OCI0X-
HstoTcs pazsutuem I'H.

[Mo3aHsIs1 AMAarHOCTUKA, U KaK CJIeICTBUE — MO3/1-
Hee HavyaJlo aHTUOAKTepUaIbHOM Teparviy 1 Mo3IHee
yIaJeHNe IIYHTA IPUBOIST K YXYILIEHUIO TOYEUHOTO
MpOrHo3a.

PEKOMEHAALMU NO NPOBEAEHUIO
UCCNEQOBAHUA

*  HeoOxoamMbl MHOTOLIEHTPOBBIE HAOIIOAATEb-
HbIC UCCIEAOBAHUS [IJISI BBISICHEHUSI YaCTOThI
BO3HUKHOBEHMS, PAaCIIPOCTPAHEHHOCTU U OT-
JTaJIECHHOTO MPOTHO3a IIIYHT-HE(MPUTOB.

9.2. TH, ceazannstii ¢ HCV-ungpexuueii (cM. Takke
omnyommkoBaHHbBIe PekoMmernnammn KDIGO 1o
MPeIO0TBPAILEHUIO, IMATHOCTUKE, OLIEHKE U Jie-
yeHwuto rernatura C rpu XpOHUUECKOI 00JIe3HU
ToYeK)

Jas HCV-undumposannbix namueHToB ¢ XBIT

1-ii 1 2-ii craguu 1 T'H MbI npeasiaraem KomMou-

HUPOBAHHYIO AHTHPETPOBUPYCHYIO TEPAINHIO C HC-

M0JIb30BAHMEM NETHJIMPOBAHHOTO HHTEP(EPOHA

PHOABMPHHA, TAK XKe KAK M /IS 00LIeli MOMy/ TSI

(2C) [ocHoBaHo Ha pekomenaamu KDIGO HCV

2.2.1].

9.2.1.1. /lo3a pubaBupuHa I0KHA ObITH MOIM(H-

HMPOBAHA B 3aBUCHUMOCTH OT NEPEHOCH-
MOCTH NANUEHTOM U COCTOSTHUS (QYHKIMH
noyYeK (HET CTerneHH).

9.2.2. Ina HCV-undummpoBannbix namenTos ¢ XbII
3, 4, u 5-ii cTaauN He HA IUAJIM3€ MBI IpeIaraeM
NPOBOAMTh MOHOTEPANHIO NErHIMPOBAHHBIM MH-
TepdepoHOM B 1I03MPOBKAX, MOAU(DUIIMPOBAHHBIX
B COOTBETCTBHMH C COCTOSIHMEM (DYHKIIMH TMOYEK
(2D) [ocHoBano Ha pekomennanun KDIGO HCV
2.2.2].

9.2.3. Jlna nanuentoB ¢ HCV u cMemaHHoii KproLio-
oynmunemueii (UI'-G/UTI'-M), HedpoTHUECKOI
NPOTEeHHyPHUeii i MPU3HAKAMH NPOTPECCUPYIOLIETO
3200J1eBaHUs NIOYEK WM C SIBHbIM 00OCTpPEHHEM
KPHOLIO0YIMHEMHH MbI MPe1JIaraeM JieueHue 1ia3-
Madepe3om, pUTYKCHMAO0M Wi K0 ochamu-
JIOM B COYETAHMM C METHJI-TIPETHU30JI0HOM B/B H
NpOBe/ieHHE COIMYTCTBYIOIIEi MPOTUBOBUPYCHOI
Tepamun (2D).

9.2.1

NMPEANOCDLIJIKHN

HCV-undexuus saBasercs BaxXHOU mpobe-
MOI1 3ApaBOOXpaHEHMSI, B MUPE HACUMTHIBACTCS IO
130—170 MUIIMOHOB Jtoael, HPULMPOBAHHBIX BU-
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pycom renatura C [343—345]. HCV yacTo BBI3BIBacT
BHEIEYEHOYHBIE TTPOSIBJICHUSI, BKJIIOYasi CMEIIaHHYIO
KPUOTIOOYIMHEMHIO, TUMpOTporrudepaTuBHEIC 3a-
ooneBanust, cunapom llerpeHa u 3ad001eBaHUs TTOYEK.
[naBHOIT TIpOOIEMOIA ABJISIETCSI HEXBAaTKa O€30MMacHBIX
u 3¢ dexkTuBHbIX NpenapaTtoB a1 aeyeHus HCV-
nHbumpoBaHHbIX aneHToB ¢ XBIT [346]. K coxa-
JIEHUIO, HE IPOBOAMINCH KPYITHbIE KIMHUYECKIE UC-
cnenoBaHus y nmaimeHtToB ¢ HCV-accomimmnpoBaHHbIM
MopaxkeHWeM IT0YeK, IT03TOMY JI0Ka3aTeJIbHO 000CHO-
BaHHBIE PEKOMEH ALY TT0 JICUSHUIO JIJIST 9TOM TPYIIIIEI
MalyeHTOB He MOTYT ObITh ITpeIcTaBIeHbL. TeM He Me-
Hee Mbl 9KCTPATOJIMPOBAIU MPUHIUITBI JeueHuss HCV
M3 MacCHBa JAHHbBIX, KACAIOIIMXCSI TTOITYJISIIIAN 1Ly -
€HTOB 0e3 MopaXeHusl MOoYeK, C COOTBETCTBYIOIIEH 1
HeoOxoauMoit MonuduKalreil 1035l pernapaTos.

Bosneuenue nouek npu HCV-unbexkiuu vaiie
BCETO aCCOLMMPOBAHO ¢ KpuoriooyanHemueii 11 Tuma
1 KJIMHUYECKU TTPOSIBIISIETCS TPOTEUHYPUE, MUKPOTE-
MaTypuei, apTepuaibHOU TMIEPTEH3UEN 1 JIETKUM WU
yYMEpeHHbIM HapylieHueM GyHkimu ouek [347, 348].

[Tpu rucTOIOrNIecKOM UCCIeI0BaHUM,, KaK ITpaBy-
JI0, 00HAPYXKMBAIOTCSI U3MEHEHMU ST, COOTBETCTBYIOIINE
MIITH I tuna [349]. KpoMme TOro, MOXEeT HpucCyT-
CTBOBATh BACKYJIUT MEJIKUX WJIN CPEIHUX ITOYCUHBIX
aprepuit. I[Ipy UMMyHOQIIOOPECHEHLIUU OOBIYHO
BBIBIsIETCS OTI0XeHue neno3utos UT-M, UT'-G
1 C3 B ME3aHTUU U BIOJb CTEHOK KanmuuisipoB. [1pu
9JIEKTPOHHOU MUKPOCKOTIUU OOBIYHO BUIHBI CyOdH-
JIoTenrnadbHble UMMYHHBIE KOMIUIEKCHI, KOTOPBIE
MOTYT UMETh OPTaHU30BaHHYIO CYOCTPYKTYPY, UTO IO~
3BOJISIET MPEATIOI0XUTD NIeMO3ULIII0 KPUOTJIOO0YIMHOB
[348, 350]. [Tomumo MIITH y mauumentoB ¢ HCV-
MHGEKIMER ONMCaHbl ¥ Apyrue GOpMBbI IIIOMEPYJIsIp-
HOTO MoBpexneHus, BKimodas UI'-A-HedpomaTuio,
MH, noctundexumnoHHsii 'H, TpomboTHueckue
mukpoanruornaruu, PCI'C u GUOPUILIAPHBINA U UM-
myHotakTouaHblii 'H [348—354].

IMaunenToB ¢ kpuornodOynuHemueit I1 Tuna (cme-
LIaHHBIA ToaUKJIOHAIbHBIN UT'-G 1 MOHOKJIOHAJb-
HbI IT-M [c aKTUBHOCTBIO peBMAaTOMIHOTO (hakTopa))
HeoOxonuMo obcienoBatbh Ha HCV. YV manmnenTos ¢
MPOTEUHYPUEI U KPUOTJIOOYTMHEMUEH CIIEAYET OTpe-
nemutb PHK HCV nake B oTCYTCTBUE KITMHUYECKUX 1/
T OMOXMMUWYECKNX IPU3HAKOB 3a00JICBAHUSI TICUCHH.
ToyHo Tak ke maueHToB ¢ rernatuToM C HE0OXOIUMO
00cJie10BaTh, O MEHBIIIEH MEPe eXXEroIHO, C OTIpee-
JieHueM npotenHypnu, reMatypun u CK®P, 9To6b!
BBISIBUTH Bo3MoxkHOe HCV-accoummpoBanHoe 3a0071¢-
BaHue rmoyek. [IpakTnyeckue peKoOMeHIaI1u I10 JIeUe -
Huio HCV-undekium B 00111ei MOmyIsiinuy HeaBHO
onyoaukoBaHhbl [355]. bosee nmonpobHast nuHpopma-
uust, kacatotasics jeueHuss HCV-accounmpoBaHHBIX
3a00JIeBaHMI TTOYEK, TaKXKe COAEPXKUTCS B HEAaBHO
oIy0IMKOBaHHBIX KITMHMYECKUX MPaKTUUECKUX PEKO-

MeHpauusx KDIGO o npegoTBpaliieHuO, TMarHOCTH -
Ke, OIleHKe U JieueHuIo renatuTa C mIpu XpOHUYECKUX
3a00seBaHMsIX TTouek [342].

OBOCHOBAHME

* HMmeeTcst HU3Kas cTeneHb N0Ka3aTeJbHOC-
THU, YTOOBI peKoMeHa0BaTh JeueHue HCV-
accoumuposanHoro ['H. JleueHne 1oKHO OBITh
HarpapJIeHO Ha OrpaHMYCHUE VIIA 3JTMMUHALIIIO
perukaiun HCV u ymeHbilieHre 00pa3oBaHust
M otyioxeHus B kiayooukax HCV-coaepxkaiumx
MMMYHHBIX KOMIUIEKCOB (BKJIIOUAIOIINX KPUO-
IJ100YJIUHBI).

* HMMeeTcs HU3Kas CTeNEHb 10Ka3aTeJbHOCTH,
YTOOBI PEKOMEHIOBATh KOPPEKLIMIO 103 UH-
TepdepoHa u pubaBUpUHA B 3aBUCUMOCTH OT
YPOBHS (OYHKIMI TTOYEK.

* HMwmeeTcst oueHb HU3Kasl CTENEHb JOKasa-
TEJIbHOCTH, YTOOBI TIpeajiaraTh MaluueHTaM ¢
HCV-accouuupoBaHubiM I'H 1 TsKenbIM Mo-
pakeHueM TMOoYeK MPOBEAECHUE TOMOJTHUTEb-
HOTO JIeYeHUS UMMYHOCYIIpeCCaHTaMu 1/Wn
KOPTUKOCTEPOUAAMU 1/WUJIN TIJIa3MOOOMEHOM.

Jly4uim mporHoCcTUYECKUM MTPU3HAKOM OTaJIeH-
Horo ucxona HCV-accouunposanHoro I'H siBasieTcs
COXPaHSIIONIMICS BUPYCOJTOTUUECKUI OTBET (OIpee-
JsieMblii Kak ucuesHoBeHre HCV PHK u3 ceiBopoTKH)
B TEUEHME KaK MUHUMYM 6 MecsIleB Iociie peKpa-
LIeHUs Tepanuu. Y NalueHTOB ¢ HOPMaJIbHOM (hyHK-
LIUEH TTOYEK ITOT PE3YJIBTaT MOXET OBITh JOCTUTHYT
MMpUMeHEHNEeM TeTJIMPOBAaHHOTO MHTep(hepoHa-a-
2a/2b B KOMOMHAIIUM C pUOABUPUHOM, BHI3bIBAIOIIIM
JIJIATENIbHBIM BUPYCOJIOTUUECKUM oTBeT B 45—50%
cayyaeB npu reHotune 1 u 4, u B 70—80% ciyyaeB
MpY reHOTuIIe 2 1 3, y TallMeHTOB, MH(MUIIMPOBAHHBIX
toibko HCV. TakoBbI B HacTosI1Iee BpeMs CTaH1apThl
tepanuu ipu HCV-undexunn [342, 355].

TepaneBTHUECKIE PEXXMMBI 1 I03bI ITPETIApaTOB ITPU
HCV-accouuupoBannom I'H paznuuaiorcst B 3aBu-
CHMOCTH OT TSDKECTH TTOYeTHOT0 TToBpexkneHus. [1pu
pCK® >60 M1/MUH U3MEHEHUST 1O3bI TTpenapaToB He
Tpebyercs [356—358].

HMudopmariiu o neuennu HCV-nHdumpoBaHHbIX
rauyeHToB ¢ pCK® <60 Mi1/MUH, HO ellie He TTOJTyJaro-
KX JeyeHus auanuioM (3—5-s ctanust XbI1) HegocTa-
TouHo. [Ipemnaraembie 10361 (OCHOBaHHBIE HA MHEHUM
SKCIIEPTOB, HO HE I0KA3aTeJIbCTBAX) IeTMIMPOBAHHOTO
nHTepdepoHa-a-2b cocTaBIsIIOT 1 MI/KT TTOAKOXKHO
1 pa3 B Heneto, a MerwIMpoOBaHHOTO UHTEPGhEpOHa-a-
2a — 135 mMr /K pa3 B Hele/0, B KOMOMHAIIAN C puda-
BuprHOM 200—800 MTI/CyTKU, B IByX paBHOpa3IeIeH-
HbIX J103aX, HAUMHAsI C HEOOJIBIIUX 103 U MOCTENIEHHO
YBEJIMUMBAS 103y HACTOIBKO, HACKOIBKO TO3BOJISIOT
moboyHble 3hekThl (cM. Tadnuity 22). [emonu3s, Bo3-
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HUKAOIIN Ha (hOHE JIeUueHUsT puOaBUPUHOM, 9aCTO
orpaHMYMBaeT ero mpuMeHeHue y narneHTon ¢ XBI1.

MonoTepanust THTEPHEPOHOM-0. UCTTOTb30BaIach
npu KpuornodbyaiuHemuuyeckom I'H u mpuBoauiia K
nosHoMy mcuesHoBeHnio PHK HCV n ynyumenuio
(byHKIIMU MMOYEK, OMHAKO IIOCJIe MpeKpalleHus Jie-
YeHUsI BUPEMMST HEPEAKO PEeLUINBUPOBaja, U BO3-
HUKaJIu 00OCTPEHUsI TOYEeYHOro 3abosiaeBaHus [359,
360]. IMocnenyolye UcCaeIOBAaHUS MOHOTEPATUU
nHTepdepoHom-a [360—363] manu HeOTHO3HAYHBIC
pesynbrathl [360]. JleueHne nHTEpHEPOHOM-0. MOKET
YXYILIUTH TeUEHUE KPUOTJIOOYIMHEMUUECKOTO BACKY-
nura [364, 365]. [ToaToMy peKOMEHIyeTCsI HAYMHATh
JiedeHue MHTep(hepoHOM-a MOcie KyMUPpOBaHUS
OCTPOTHI TIpoIlecca C TMOMOIIIbI0O UMMYHOCYTIPECCUB-
HBIX TIpenapartos [365].

Hawunyuiue pe3yabTaThl OBLIM JOCTUTHYTHI TTPU
KOMOMHUPOBAHHOM Ha3HauyeHUM MHTepdepoHa-o
u pubaBupuHa [367—370] uau neruJupoBaHHOIO
nHTepdepoHa ¢ pudaBupuHOM [366, 370—374]. B He-
JlaBHEM MeTaaHaI13e KOHTPOJUPYEMbIX KITMHUYECKUX
HUCClIe0BaHUM, CpaBHUBAOIINX 3(P(PEeKTUBHOCTh U
0€e30MacCHOCTb NMPOTUBOBUPYCHON Y UMMYHOCYMPEC-
CHUBHOI1 Tepanuu (KOPTUKOCTEPOUIbI N30JUPOBAHHO
WY B COUYETaHUU ¢ UKI0dochaMuaom) y maiueH-
toB ¢ HCV-acconnupoBanubim I'H, mporennypus B
OoJIBIIIel CTeTIeHW CHIKAJach (OTHOIIEHME IIIaHCOB
3.86) noce nnrepdeponorepanuu (3 ME Tpuxab B
HeIeJo B TeyeHue Kak MUHUMYM 6 Mecsues) [375].
OnHako 00a TepalreBTUIECKUX pexXuMa ObUTH Head-
(beKTUBHBIMM B OTHOIICHUU YIy4IIeHUs DYHKINU
noyek. B HenpaBHO omyOiaMKOBaHHBIX PexoMeHaa-
nusx KDIGO mo jneyeHU0 BUPYCHOrO remaTura y
MalKMEeHTOB ¢ 3a00JIeBAaHUSIMU MOYEK IpeaiaraeTcst
MIpU YMEPEHHOU! MPOTEUHYPUU U MEIJICHHO IIPO-
rpeCcCUpYIONIEM MOYEYHOM 3a00JIeBaHUM Ha3HAYaTh
12-MecsiuHbIi Kypc CTaHAAPTHOTO MHTEp(hepoHa-o

WJIN TIETYWJIMPOBAHHOTO MHTep(depoHa-o-2a (¢ momao-
OpaHHOI 103011, KaK ONTMCAHO HIXKE) U pubaBUpUHA,
C JIOTIOJIHUTEIbHBIM BBEIEHUEM DPUTPOITOITUHA WU
0e3 Hero, B 3aBUCMMOCTH OT YPOBHSI TeMOTJIOOMHAa
[342]. 103y pnbaBupHUHA TUTPYIOT C YIETOM TEPEHO-
cumocTu, y marmeHToB ¢ KnKp <50 miu/MuH cienyet
CO0JII0aTh OCTOPOXKHOCTb, T. K. MOXKET ITOTPEOOBATHLCS
3HAYUTEIbHOE CHYDKEHUE TO3bI.

HMmMeercst HU3Kas1 CTEIIEHb T0KA3aTeJIbHOCTH, YTO
MalueHThl ¢ HePOTUYECKONM MPOTEUHYPUEH U/WUTU
OBICTPO MPOrPECCUPYIOIIEH MOYEUHOUN HETOCTATOUHO-
CTBIO WM TSDKETBIM 000CTPEHUEM KPUOTIO0YIMHEMUU
JTOJKHBI JIOTIOJTHUTENIBHO MOJTy4aTh JIeUeHue 1ia3Ma-
depe3oM (3 11 mIa3MBl TPUKIBI B HEIENTIO B TCUCHUE
2—3 Henenb), putykcumabom (375 mr/m? 1 pa3 B He-
JIeJTI0 B TedeHue 4 Henelb) Win nukKiodochamMuaom
(2 Mr/Kr/CyTKM B TeueHUE 2—4 MeCsI1IeB) B COUCTAaHUM
C METWIIIPEAHU30JI0HOM B/B 0,5—1 T/CyTKU B TeUeHUE
3 nreii [342]. CpaBHUTEIBHBIX JAHHBIX B ITOJIB3Y TOTO
WJIA MHOTO M3 3TUX TPEX TOMOJTHUTEIbHBIX BADMAHTOB
Tepanuu HeT. KopTHKOCTEpOouabl MOTYT YBEINIMBATh
BUPYCHYIO Harpy3Kky [376, 377].

Ony0611MKOBaHbBI OTAEIbHbIE COOOILICHUS O 3HAUM-
TEJIbHOM CHUKEHUU MPOTEUHYPUU U CTAOMIM3AIMU
(yHKIIMM TIOYEK MPU MCIIOIB30BAHUM PUTYKCHMMaba
y MalMeHTOB C KPUOTJIOOYJIMHEMUYECKUM BaCKYJIv-
ToMm [378, 379]. HecmoTpst Ha TO YTO Y HEKOTOPBIX
naureHToB HCV-BupeMms HeCKOJBKO Bo3pacTaja, y
JIPYTHX OHA He MEHSIJIACh MJIH JIaXKe CHIDKAJIach, TAK YTO
B 1IEJTOM TaKas Tepalivst cauTaeTcs oe3oracHoit [380].
HaoGmonenue 3a 16 maupeHTaMU C TSKEIBIM pedpak-
TepHbiM HCV-accoumupoBaHHBIM KPUOIJIOOYJINHE-
MUYECKUM BACKYJIMTOM, JICUCHHBIX PUTYKCUMaOOM
B COYETAHUU C IETWIMPOBAHHBIM MHTEPHOEPOHOM-
a-2b 1 pubaBUPUHOM, TaKKe ITPOIEMOHCTPHUPOBAIIO
xopoiuit orBeT [381]. IIpu 3TOM CUMIITOMAaTHKA,
Kak TpaBUJIO, PEIMINBUPYET MTOCIIE BOCCTAHOBIECHUS

Ta6nuua 22. JleueHne HCV-undekuum B cooteeTcTBuUU co ctaauamu XBI

Crapuu XbI NPH? Pu6aBupun’
1n2 MerunuposanHbin OHa-2a: 180 MKI n/K exKeHeaenbHO 800-1200 mr/cyTku B ABYX
MerunuposanHbin UOHa-2b: 1,5 MKI/Kr /K exeHefenbHO paBHOPA3ZesNeHHbIX [03ax
3und MernnuposanHbIi IOHo-2a: 135 MKI 11/K eXXeHeaeNbHO *

lMerunuposanHbin OHo-2b: 1 MKI/Kr /K exeHefenbHO

5 [MerunuposaHHbIn VIOHo-2a: 135 MK /K eXeHeaenbHOo *
[TerunuposaHHbln IOHo-2b: 1 MKI/Kr n/k exxeHeaenbHOo

I®H — nHTepepoH, n/K — N0AKOXHO

aMaymeHtam ¢ 1-m reHotunom VIOH-Tepanuio cnegyet npoBOAUTL B Te4eHNe 48 HeJenb, eCAu PaHHUIA BUPYCONOTNYeCKIiA OTBET LOCTUraeTcs B
TeyeHue 12 Hedenb. MauneHTam co 2-M 1 3-M reHOTUNOM JieYeHne cneayeT NPOBOANTL B Te4eHne 24 Hefenb

°MauneHTsl ¢ reHoTUNOM 2 1 3 AomkHbl nonyyate 800 mr/cyTku npu cTagusx XbIM 1 u 2. MaumenTsl ¢ reHotTunom 1 1 4 gomxHsl nony4ats 1000—

1200 mr/cyTku npwm ctaguax X6 1 un 2

*Co BpemeHu ny6nukauun Pekomexgaumii KDIGO no renatuty C npu XBIM u3meHnnmcy nokazaxus Ang npenapara, B HacCTOAILLEE BPeMs pa3peLleHo
ncnonb3oBaxne pubasnpuHa y naunentos ¢ XbIM 3-5-i ctaguin, nocKonbKy No604HbIE 3GhEKTbI MUHUMANbHDI 1 NIETKO NOAJAKTCS neveHuto. Cneayet
€06/104aTb OCTOPOXHOCTb Y NALMEHTOB C KIMPEHCOM KpeaTuHuHa <50 M//MUH, KOTOPbIM MOXET NOTPe60BaTbCs 3HAYUTENIbHOE YMEHbLUEHNE [O3bl.
[ns nony4enns NOAPO6HOI MHEOPMALMK B OTHOLLIEHUM J03UPOBOK HEOOXOAMMO CMPaBNATLCA C MHCTPYKLMEN K Npenapaty
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KonmuecTBa repudepnueckux B-kinerok. OtnaneHHas
0e30MacHOCTh MOBTOPHBIX KYPCOB BBEIECHUST PUTYK-
cumaba y mannentoB ¢ HCV He uzBectHa. Octaetcst
HESICHBIM, CJIEAYeT JIM Ha3HavyaTb IPOTUBOBUPYCHYIO
Teparnuio OMHOBPEMEHHO C UMMYHOCYIIpECCUEH, WK
ee CJeayeT OTJIOKUTh 10 Pa3BUTUS KIMHUYECKOM pe-
Muccuu (IMMOJTHOU WJIM YacTU4HOM) [382—384].

Kontponupyembix ncciaengoBanuii npu HCV-
accouumnpoBanHoM I'H HemocTaTouHO, OOIBITMHCTBO
HWCCeNOBaHUM NMpeacTaBasiOT cO00M peTpocHek-
TUBHBIN aHAIN3 HEOOJBIINX CepUil HAOTIOACHUA.
BonbIIMHCTBO TOCTYMHBIX TOKA3aTEIbCTB 0a3UpyeTCs
Ha UCCJIENOBAHUSIX, MTPOBEACHHBIX y MAIIMEHTOB CO
3HAYUTEJIbHOI MPOTEeMHYpUEN, reMaTypueii 1/
CHIDXKeHUEM (PYHKIIMU TTOYEK.

PEKOMEHOALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

*  HeoOxoauMBbl 3IIUAEMHUOIOTUUECKHE UCCTIEN0-
BaHUSI C LIEJIbIO BBISICHEHUS:

— pacIpoCTpaHEeHHOCTH U XapaKTepa IJIOMe-
pyssipHoro nospexaeHus y HCV-unou-
LIMPOBAaHHBIX MAIIMEHTOB

— Hanmuus B3auMocBsi3u mexay HCV-undek-
e u Apyrumu, oTandHbiMu oT MIITH,
Bapuantamu I'H (Hanipumep, UTAH).

* Heobxogumo npoBeneHue PKUW nist oueHku
3¢ GEeKTUBHOCTA KOPTUKOCTEPOUIOB B COUE-
TaHUU ¢ TUKI0DOochaMuaIOM B AOIOJHEHUE
K TIpOTUBOBUpPYCHOU Tepanuu npu HCV-
accouuupoBaHHoMm 'H.

* Heobxogumo nposeneHue PKUW nist oueHku
3¢ (HEeKTUBHOCTU pUTYKCUMaba B IOTOJTHEHUE
K TIpOTUBOBUpYCcHO# Teparun mmpu HCV-
accouuupoBaHHoM ['H.

9.3. TI'H, céazannviii c HBV-unghexuuei

9.3.1. JInsa namuentos ¢ HBV-undexmmeii u I'H mb1 mpe-
JiaraeM POBOIUTDb TEPANHIO HHTEP(EPOHOM- (L TN
aHaJIoraMu HYKJIE031I0B, KaK 3TO PEKOMEHIyeTCsI
JJIS1 O0Ieil MONyJISIUN CTAHIAAPTHHIMU KIIWHHU-
YeCKHMH peKoMeHaanusamu mo Jedenuio HBV-
uHdexuu (cM. Tadmy 23) (1C).

9.3.2. Mbl peKOMeHAyeM MOAH(MPUIUPOBATH 03I
MPOTUBOBUPYCHBIX NMPENAPATOB B COOTBETCTBUM C
cocrosinueM (pyHkimu nouex (1C).

NPEANOCDLIJIKU

[MpubGnu3nuTeTbHO TPETH BCET0 MUPOBOTO HacelIe-
HUS UMEET CepOJIOrMYecKUe IMPU3HAKU HACTOSIIEH
WU nepeHeceHHo# B npouuioMm HBV-uHdexkuuu,
1 350 MUIIMOHOB YEJIOBEK MUMEIOT XPOHUYECKYIO
HBV-unpexumio, 4To 3acTaBisgeT cCUnuTaTh renaTtuTt B

OJIHUM M3 HauboJiee pacpoCTpaHEHHBIX 3a00JeBa-
HUI y yesoBeka [385, 386]. KnMHUYECKMIA CIIEKTP U
ecTecTBeHHOe TeueHue XxpoHudeckoiit HBV-nHpexkunn
0OYEHb Pa3HOOOPA3HBI U KOJIEOIIOTCS OT OECCUMIITOM -
HOTO HOCUTEJILCTBA C HU3KOW BUPEMUEN 10 TIpOTpec-
CHPYIOIIIETO XPOHUYECKOTO reTraTuTa, KOTOPBI MOXKET
TpaHC(OPMUPOBATHCS B LIMPPO3 WK TEMaToLEesUITIO-
JIsipHylo KapunHoMmy. HeBo3mMoxHO mpenckasaTh, y
kakux naureHTon ¢ HBV-undbekiueii 6osiee BeposiTHO
pa3BuTHe 3a0oieBaHus ouek [387].
HBV-accouuupoBanHbie BapuaHThl [ H BKiIroyaror
MH, MIITH, ®CI'C u UTAH. HauboJiiee yacTbiM
BapuaHToM I'H, cBsizanHoro ¢ HBV-undekuueii,
apisiercas MH, ocobeHHo 310 Kacaetcsa meteid. s
noaTBepxxaeHus1 nuardHosa I'H, accouumupoBaHHOTO
¢ HBV-uHdekuueil, TpedyeTcsl BhISIBIEHUE BUpYca B
KPOBU 1 UCKJIIOYEHUE APYTUX TPUIMH [JIOMEPYJISIPHOTO
3aboneBaHus. Y nereit HBV-accouuupoBanubiii I'H
nMeeT OJIarONPUSITHBIN TTPOTHO3 C BBICOKOI YaCTOTOM
CTIOHTAaHHBIX PEMUCCUI, TOTAa KaK Y B3POCIbIX OH
OOBIYHO UMEET IIporpeccupylollee TeyeHue. Y naru-
€HTOB ¢ HEPPOTUIECKUM CUHAPOMOM U TIPU3HAKaAMU
HapylleHus] QYHKIMU MeYEHU ITPOTHO3 elle XyXe, C
nporpeccupoBanueM 10 TXITH B kopoTkoe Bpemst 60-
Jiee yeM B rosioBuHe ciaydaeB [388]. [TocKobKy He Ipo-
Boausiock PKU o sieuenuto HBV-acconmnpoBaHHBIX
I'H, nokazaTenbHble peKOMEHOALIMK HE MOIYT ObITh
npemaoxkeHbl. KimmHnueckue mpakTnieckre peKOMeH-
JTallM 110 JIeYEHU IO XPOHUYECKOro rernatura B, Henas-
Ho ontyommkoBaHHbIe B EBporie 1 CIIIA, He BKiTIOUaoT
CIielIMaJIbHBIX peKoMeHaauui mno jgeyeHuo HBV-
acCOLMMPOBAHHBIX 3a001eBaHMit ouyek [385, 386].

OBOCHOBAHME

* [Ipu HBV-accouunpoBannom I'H mokazaHa
Teparnusi UHTEp(MEPOHOM WJIM aHaJOraMM Hy-
KJI€O3UI0B.

B Hacrosiee Bpems ISl JIeYSHUS] XPOHUUECKOM
HBV-uHbeKImm 1ocTynmHbl pa3InyHble MperapaThl
(cM. TabJ1. 23). Db hEeKTUBHOCTD 3TUX MpenapaToB Olle-
nuBanach B PKU ¢ neprnonom Hadmonenus 1 rox (ms
TeaouBynrHa — 2 roga). MeroTcs u 6oJiee poaoKu-
TeTbHbIC HAOTIOACHYSI (110 5 JIET) OTIETbHBIX TTOATPYIIIT
NalMeHTOB, MOJyJyaBIIMX JaMUBYIUH, aaedoBup,
9HTEKaBUp, TeJOUBYAuH u TeHOopoBuUp [385]. Tem
HEe MeHee HeT JaHHbIX, MOATBEPXKAAIOIIUX BIMSIHUE
Tepanuu, TpoBoanMoii o mosoxy HBV-uadekmn,
Ha ectecTBeHHOe TeueHue HBV-accouunpoBaHHOro
I'H. Jleuenne maumentoB ¢ HBV-undexuueit u 'H
clenyeT MPOBOAUTH B COOTBETCTBUM CO CTAHAAPTHBIMU
KJIMHAYECKMMM TTPAaKTUYECKUMU PEKOMEHIALINSIMU
st HBV-undexkuuu. Cneayetr UMeTh B BUILY He-
(bpOTOKCHMYHOCTH HEKOTOPHIX AaHAJIOTOB HYKJICO3UIOB
(anecdoBupa u TeHO(POBUPA).
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Ta6nuua 23. Koppekuua 003 nekapCcTBeHHbIX NpenapatoB ansa nedyeHus HBV-undekuum
B 3aBUCUMOCTMU OT PYHKLMM NMoYek (Mo KJIMPEHCY 9HA0NeHHOro KpeaTuHMHa)
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Mpenapat KnKp KnKp KnKp KnKp
>50 mn/muH 50-30 mn/muH 30-10 mn/muH <10 ma/muH
Namusyaunu 300 mr BHyTpb 150 Mr BHYTPb 150 Mr BHYTPb O[|HO- 150 Mr BHYTPb OfIHO-
1 pa3 B aeHb nnn 150 mr 1 pa3 B fieHb KpatHo, 3atem 100 mr KpaTHo, 3aTemM 50 Mr
2 pasa B [ieHb 1 pa3 B fieHb? 1 pa3 B AeHb’
Apedhosup 10 Mr BHYTPb 10 Mr BHYTpb 10 Mr BHYTpb He pekomenpyetcs
1 pa3 B fieHb 1 pa3 B 2 fHs 1 pa3 B 3 AHs
Jrekasup 0,5 Mr BHyTpb 0,25 Mr BHyTpb 0,15 mr BHyTpb 0,05 Mr BHYTPb
1 pa3 B fieHb 1 pa3 B fieHb 1 pa3 B [ieHb 1 pa3 B ieHb
JTekaBup y nauveH- 1 Mr BHYTPb 0,5 Mr BHYTPb 0,3 Mr BHYTPb 0,1 Mr BHYTPb
TOB, pefhpakTepHbIX 1 pa3 B ieHb 1 pa3 B fieHb 1 pa3 B ieHb 1 pa3 B AeHb
K TAaMUBYAMHY
Ten6usyauu 600 mr BHyTpb 600 mr BHYTpb 600 mr BHYTpb 600 Mr BHYTpb
1 pa3 B fjeHb 1 pa3 B 2 fHA 1 pa3 B 3 oHA 1 pa3 B 4 oHs
TeHochosup 300 mr BHyTpb 300 mr BHYTpb 300 mMr BHYTPb 300 Mr BHYTPb
1 pa3 B fieHb 1 pa3 B 2 iHs 1 pa3 B 3-4 aHs 1 pa3 B Hefento

KnKP — knupeHc kpeatHuHa, HBV — Bupyc renatua B.
2npu KnKp < 15 mn/muH nepsas go3a 150 mr, 3atem 50 Mr exxef]HEBHO BHYTPb
°npu KnKp < 5 mn/MuH nepBas go3a 50 Mr, 3aTem 25 M eXXe[IHEBHO BHYTPb

MpusoauTcs ¢ paspeluenns Macmillan Publishers Ltd: Kidney International. Olsen S.K., Brown R.S., Jr. Hepatitis B. treatment: Lessons for the nephrologist.

Kidney Int 2006; 70: 1897-1904 [387].

[eTeporeHHOCTh MoMnyasAlMU nanueHToB ¢ HBV-
UHbeKIen (B 4aCTHOCTU, CTENeHb HapylIeHUs
(byHKIIMM TIeYeHU, BHIPAXXEHHOCTb BHEITEUEHOYHBIX
MNPOSIBJICHUIA) OCJIOXHSET 3amayy (opMUpOBaHUS
peKoMeHIauui mo jeyeHuro 6onbHbIXx ¢ HBV-acco-
LIMAPOBAHHBIMU 3200JIEBAHUSIMU MTOYEK.

PEKOMEHAALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

* HeobOxomumo nmposeneune PKU mist BeIsIBIICHUS
Haubonee 3(pPEKTUBHOrO pexkruMa MpOTUBO-
BUPYCHOI Teparuu, CIIOCOOHOTO TOBIUATH Ha
nporpeccupoBanue HBV-acconumpoBaHHoro
I'H. TpeOytoTcs nccnenoBaHusl, y9uThIBAIOIIINE
POJIb BHEITOYCUHBIX IIPOSIBJICHUI 3a00JIeBaHUS,
a TakXe OIeHKa pas3JMYHbIX KOMOWHAIINHI
mpenapaToB, BpeMsl Ha3HAUCHUS Tepalluu U ee
MPOIOIKUTETLHOCTb.

+ PKMU, npoBoaumeie y AeTeit, cienyeT OLCHU-
BaTh OT/EJIBbHO, YUUTHIBASI 00Jiee BHICOKYIO
YacTOTy CIIOHTaHHBIX pemuccuit npu HBV-
accoumrpoBaHHoM I'H B geTckoii momymsimu.

9.4. ILiomepyaaphvie 3a60aeeanus, cészannote c BUY-
ungpexuyuei

9.4.1. Mbl peKoMeH IyeM IPOBOIUTh AHTUPETPOBUPYCHYIO
TepaNnuI0 BCeM MAIMEHTaM ¢ THCTOJIOTMYECKH J10-
ka3anHoii BUY-acconumnpoBannoii HepponaTueit
He3aBucuMo ot Kosimuectsa CD4 (1B).

NPEANOCDLIJIKH

ITpubAU3UTENBLHO 5 MUJJIMOHOB Y€JIOBEK BO BCEM
mupe exerogHo nHpunupyotcs BUY [390]. ITopa-
JKEHUE MOoYeK SBJSIETCS JOCTATOYHO YaCThIM OCJIOX-
HeHueM npu BUY.

BHY-accounupoBannas Hedporarus (BUYAH)
sBJsieTcsl HauoboJiee yactoit npuuynHoit XbI1y nanu-
eHtoB ¢ BUY-1 u Habiomaercs: mpeumMyIiecTBeH-
HO y TTAllMEHTOB a(ppMKAHCKOTO TIPOMCXOKICHMS
[391, 392], BO3MOXHO BCJIEACTBUE MPEeapacIiono-
JKEHHOCTH, aCCOLIMMPOBAHHON C T€HETUYECKOW Ba-
puabeabHOCTHIO TJokyca reHa APOLI Ha xpomocome
22, TECHO CBsI3aHHOTO ¢ JIokycoM MYH9 [164, 393].
ITpu orcyrcTBum neuenust BUYAH 6sicTpo nporpec-
cupyet no TXITH. Tunmnanbie MopdoIorniaecKme u3-
MeHeHUsI ipenacTaBistior coooit ®CI'C, HepenKo ero
KOJIJTaOUPYIOIINI BApUAHT, B COUeTAaHUU C MUKPOKMU -
CTO3HBIMM M3MEHEHUSIMM B KaHaiblax. [1pu amex-
TPOHHOU MUKPOCKOITMKU OOBIYHO OOHAPYKUBAIOTCS
TyOyJOpeTUKYyIsipHble CTPYKTYphl. [Tomumo BUMAH
onucaH u psan npyrux BUY-acconmupoBaHHBIX 3a-
O6osieBaHuit mouek [391, 394, 395]. YV nmauueHTOB
¢ BUY-undexuueit mosgBiecHUe IIPOTEUHYPUH U/
WIN CHUXeHMe (DYHKIIMU TTOYEK acCOMUPOBAHO
C YBEJIMYEHUEM CMEPTHOCTU W YXYALICHUEM IIPO-
rHo3a [396]. Jauubie psaaga PKHM ykaseiBator Ha TO,
YTO BBICOKO aKTUBHAsI aHTUPETPOBUPYCHAS TepaItus
(BAAPT) acbdexkTriBHA B OTHOILLIEHUHN KaK COXpaHe-
HMS, TaK U yJIydlieHUS QYHKLIMY NTOYEK y MAaLlMEHTOB
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¢ BUY [397—-399]. ¥ maumneHTOB C ITOYEUHON AUC-
¢dyHKILMEN, BbISIBIIIEMO K Hauay jedyeHuss BAAPT,
Ha0JII0a710Ch 0COOEHHO 3HAYUTEJILHOE YJIydllleHue
dynkunm mouek [400, 401]. YMeHbIIeHNE BUPYCHOMK
Harpy3ku Ha (one Tepanuu BAAPT accoumupona-
HO C YJIy4YIlIEHHEM, B TO BpeMsI KaK POCT BUPYCHOM
Harpy3Ku COIPOBOXIAJICS yXyIdlIeHUeM (hyHKIIUU
nouek [402, 404].

OBOCHOBAHME

+ HMmMeercst HU3Kas CTENEeHb TOKa3aTeIbHOCTH,
YTOOBI TpenjaraTb OMOICUIO TTOYKM B Kaue-
CTBE MeTOa, HEOOXOAMMOTO [IJISI OIPEASICHUS
crierinuIecKoro BapraHTa MmopaxkeHus moyek
y nauueHToB ¢ BUY-uHbekimerii.

* BAAPT moxeT ObITh 3¢ pekTrBHa Tpu BUHAH
u HeaddexkTtuBHa mpu aApyrux I'H, accouuupo-
BaHHBIX ¢ BUY-uHMeKkImeii.

Y nauuenroB ¢ BUY-undekuueit kpome BUYAH
MOTYT pa3BUBaTbCA Apyrue 3a00jeBaHUA NOYEK,
BKJIIOYasa guabeTUdyeckylo HedpomaTuio, TpoMoOo-
TUYECKHE MUKPOAHTUONATUM, KPUOTJIOOYINMHEMMUIO,
MMMYHOKOMIUIeKCHBIM 'H, BoTuaHOYHO-10A00HbIHI
I'H nnu amunonnos (em. Tabi. 24) [394, 395, 405, 406].
boinee yem y Tpetu nauueHToB ¢ BUY-undexumei
npu OMOIICUM MOYKU OOHApyKMBaIU nuabeTuye-
ckyto Hedponatuio, i MH, MITT'H, UTAH nu6o
WHOU BapuaHT mMMyHokoMmIuiekcHoro I'H [395,
407]. MHorue 13 3TUX 3a00JeBaHUI y MAllMEHTOB
¢ BUY-undbexuueit morytr umutuponsats BUYAH,
HO KaXJ0€ U3 3TUX COCTOSIHUI TpeOyeT pa3InyHOMi
tepanuu [391, 394, 395, 408]. Uccnenosanus y BUY-
WHOUUIUPOBAHHBIX MAIUEHTOB C 3a00JIEBAHUSIMUA
MoYek, MpoBeAeHHble B AppuKe, BBISIBUIU MPeod-
naganue BUYAH, ogHako HaOJ0JaIMCh U OpyTrue
dopMmbl I'H, a Takxke MHTepCTULIMAIbHBIN HEDPUT
(cm. Tabm. 24) [409, 410]. Cohen and Kimmel HemaBHO
ony0JMKOBaJIU 0030p, IMOCBSILLIEHHbIII 000CHOBAHUIO
HEO0OXOMMMOCTU OMOTICMU TTIOYKH IIJIsI AMarHOCTUKM
BUY-accommmnpoBaHHbIX 3a00JieBaHmii TTovyek [391,
411].

HanHble HaOJIOAATEIbHBIX UCCIIEOBAHUI, HE-
KOHTPOJIMPYEMBIX U PETPOCIIEKTUBHBIX MCCIIEIOBA-
Huit [398, 399, 412—415] u PKU [397] moka3bIBaloT,
yro BAAPT (omnpenenseMast Kak KOMOMHALIMS 3 WK
OoJiee TIpernapaToB) MOXET ObITh yCHellHa Kak ISt
COXpaHEeHMsI, TaK U IS yIydIIeHUs (DYHKIIUM ITOYeK
y naiineHToB ¢ BUYAH. Co BpeMeHU BHeIpeHUs
BAAPT B 1990-¢ roabl oTMEUeHO 3HAYUTEIHLHOE
CHUXEHHeE 4acTOThl Bo3HMKHOBeHUst BUYAH [416].
ITo naHHBIM MHOTO(AKTOPHOIO aHaJu3a, pUCK
BUYAH npu ucnonszoBanuu BAAPT cHuswics Ha
60% (95% JAWN ot —30% no —80%), u HU Y OTHOTO
nanueHta BUYAH He paszsunacek, ecniu BAAPT Ha-

YMHAJIW OO0 Pa3BUTUSI CUHAPOMA IIPUOOPETEHHOTO
nMMyHoaeduuuta [416]. IIpumenenne BAAPT
aCCOIMMPOBAHO TAKXE C YAy4YIIEHUEM MOYEYHOMU
BBDKMBaeMocTH y manueHToB ¢ BUYAH [417].
[TpoTuBOBUpYyCHAasI Tepamnus ObLIa aCCOLMMPOBAaHA C
yBesmueHneM CK® y nanmmentoB ¢ BUY, y KoTopsix
MCXOIHO MMEJOCh CHUXeHHUe KoauuectBa CD4-
JIMM(OLIUTOB U CHIKeHKE (DYHKIIMHY ITOYEK, YTO TO/I-
TBEPKAAeT HE3aBUCUMMbIN BKIaa peruinkanu BUY-1
B XPOHMYECKYIO OYCYHYIO TUCHYHKIINIO TTPU AAIEKO
zamenmeM BUY-3a6oneBanum [398].

B panHux HaOIOaTeIBHBIX UCCAEIOBAHUSIX 10~
kazaHa apdexkTuBHOCTh UATID [418]. B HeKOTOPBIX
PETPOCTIEKTUBHBIX, HA0II0AaTEIbHBIX MJIM HEKOHTPO-
JIMPYEeMBIX UCCIIEAOBAHUSIX, TIPOBEACHHBIX 10 (MJIU B
caMoM HauaJjie) ucrnoJjib3oBanusi BAAPT, coobuianoch
O IMIPUMEHEHUM C IEPEMEHHBIM YCIIEXOM KOPTUKOCTE-
pounoB y nauueHToB ¢ BUY-accouunpoBaHHBIMU
3abosieBaHusIMU TIoveK [419—421]. UmeeTrcs TOJIBKO
OIHO MCCJIEJOBaHME C IMPUMEHEHUEM IIMKJIOCIIO-
puHa y 15 gereii ¢ HEHPOTUYECKUM CUHAPOMOM U
BHMUY [422]. O™ paHHMe HaOJITogaTeIbHBIE MCCIIEIO0-
BaHUS CBUIETEILCTBOBAIM O TIpeuMyIiecTBax MATTD
U KopTukoctepouaos rpu BUY-accolmmpoBaHHbBIX
3a00JIeBaHUSIX TTIOYEK, HO OHU ObUIM MPOBEAECHbI 0
BHenpeHuss BAAPT. B sapy coBpemenHoii BAAPT
HE SICHO, UMEIOTCS JIM, U KaK1e UMEHHO, TTOTeHIIN-
aJlbHbIe MPEeUMYIIeCTBa UCMOJIb30BaHUS KOPTUKO-
CTEpOUIIOB U LMKJIocTiopuHa nipu JieueHun BUYAH
win apyrux BUY-accoumupoBaHHBIX 3a001eBaHUMA
nouek [418].

Her PKW, B KOTOpBIX OlieHMBajach Obl POJIb
BAAPT y maumentoB ¢ BUYAH. Mmeercst oueHb
HHU3Kasl CTeNeHb N0Ka3aTeJIbHOCTU, YTOOBI Ipe-
nmonarath 3ddexkTuBHocTh BAAPT y manmmueHTOB ¢
BHY-accouunpoBaHHBIMU UMMYHOKOMILIEKCHBIMU
3a00JIEBAaHUSIMU TTOYEK U TPOMOOTUIECKUMU MUKPO-
anruonatusmu [391, 394, 411]. B HegaBHUX 00CTOSI-
TEJIbHBIX 0030pax, MOCBSIIEHHBIX 3200JIEBAHUSIM T10-
yek 1 BUY, npencrapieHbl CBEAEHUSI O COBPEMEHHOM
COCTOSTHMM BOTIPOCA M COXPAHSIIONIMXCS TTpodesiax B
3TOM 00J1acTH 3HaHMI [424, 425].

PEKOMEHAALU NO NPOBEAEHUIO
UCCIEQOBAHUA

* Heobxonumo npoBeaeHue PKU nis olieHKM
addextuBHoct BAAPT npu BUYAH u npy-
rux BUY-accoummnpoBaHHbBIX INIOMEPYISIPHBIX
3aboneBaHmsIX. Heobxogumo muTenbHOe Ha-
OJitoJieHre YTOOBI YCTAHOBUTHL, OOpBIBAET U
BAAPT noBpexaeHue moyeK y 9yBCTBUTETbHBIX
K JICYCHUIO MTAlIMEHTOB, WX TOJIbKO 3aMeIJIsIeT
ero, 0COOEHHO eCJI KOHTPOJIb BUPEMUHU HEIO-
CTaTOYEH WJIM HEITOCTOSIHEH.
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TaGnuua 24. CnekTp 3aboneBaHuii nouyek y BUM-nHpumumpoBaHHbIX NaLueHToB

*  BUNYAH-konnabupytowmit ®CIC
* ApTepuonoHepockepos
*  immyHokomnnekcHsIn H
— Me3l1TH-nogo6HbIe NOBpeXaeHNs
— BOJTYAHO4YHO-NOA06HBIN MH
« Upanonatnyeckuin ®CIre
« HCV n kpuornobynuHemus
« Tpom60TUYECKME MUKPOAHTMONATAN
« Mem6paHo3Has Hecpponatus
— accoummpoBaHHas ¢ HBV

— accOoLMNPOBaHHas CO 3M0Ka4eCTBEHHbIMI HOBOOGPA30BaHNAMM

« Hedponatus MUHUMANTbHBIX U3MEHEHNIA
e Ur-A-Hepponatus
« [InabeTtnyeckas Hedoponatus
e [locTMHMEKLMOHHbIA TH
— MH(EKLMOHHBIN 3HA0KApLUT
— apyrue nadbekunu: Candida, Cryptococcus
e Amunoungos
o XpOHWYecKunid nuenoHedpuT
e OCTpbIA 1 XPOHMYECKNIA MHTEPCTULMANBHDIA HeppUT
«  Kpucrtannuyeckue HedpponaTum

— WH[MHABKP, aTa3aHaBup, B/B aLNKNOBUP, CyNbaauasiH

« OcTpbIii TY6YNOHEKPO3

« Ty6ynonartum ¢ nopaxeHNMem NpoKCUMabHbIX KaHaNbLeB (CUHAPOM DaHKOHK)

— TeHO(OBUP

®CIC - hoKanbHbIil cerMeHTapHbIii rmomepynocknepos; M — rmomepynoxedput; HBV — upyc renatuta B; HCV — supyc renatuta C; BUYAH — HedhponaTus,
accoumMMpoBaHHas ¢ BUPYCOM UMMyHodeduumta Yyenoseka; Vr-A-Hecpponatns — uMmyHorno6ynnH-A-Hecpponatus; MealH — Me3aHrnanbHbli

nponndepaTuBHbIA roMepynoHepuT

* Heoboxomumo niposenenne PKU mist oneHknm
pOJIM KOPTUKOCTEPOUIOB B KOMOMHAILIMU C
BAAPT npu ieduenin BUY-acconmmmpoBaHHBIX
3a00JIeBaHUI TTOYEK.

* HeoOxoguMo npoBeneHue 15T BBISICHEHUST He-
3aBrUcuMoro BiausiHus MATT® npu npoBeneHUN
BAAPT y mauuentoB ¢ BUYAH u npyrumu
BHUY-accouunpoBaHHBIMU 3a00JIeBAHUSIMU
MoYeK.

9.5. Hegponamuu, accouuuposanmsie ¢ wuCmMocomo-
30M, puaapuozom u massapuel

9.5.1. JIna nanuentoB ¢ I'H u conmyrcTBylomumu mMa-
Jgpueid, MUCTOCOMO30M WK (hUAAPO30M MbI
npejjaraeM MpoBOJUTh AIEKBATHYIO TEPANMMIO
NMPOTUBONAPA3UTAPHBIMH NIPeNapaTaMu B 103aX,
HEeO0OXOIMMBIX /LIS 3PAMKAIM BO30yIuTe el (Het
CTEIeHH).

9.5.2. Ml npejiaraeM He MCHOJIb30BaTh KOPTHKOCTE-
pouabl 1 IMMYHOCYTIpeccanTl 11 jeuennss T'H,
aCCOIMUPOBAHHOIO C IMMCTOCOMO30M, TaK KaK
cuutaercs, yro I'H siBisiercs HenmocpencTBeHHbIM
cJieicTBHEM MH()EKIMU M IMMYHHOTO OTBETA HA Hee
(2D).

9.5.3. Ml mpeaJiaraeM BBINOJIHATh MOCEB KPOBH HA
cajJbMOHeJJie3 BCeM MalHeHTaM C remaro-

JIMEHATbHBIM IIMCTOCOMO30M, Y KOTOPBIX HMEIOT-

Csl I3MEHEHHUST B AHAJIM3aX MOYH H/WJTH CHIZKEHHe

CK® (20).

9.5.3.1. MbpblinpeajaaraemM NPOBOIUTH AHTHCAJIBMO-
HeJUIE3HYI0 Tepanuio BCeM NMalieHTam ¢
TOJIOKUTETbHbIMH PE3YJIETATAMH NOCEBA
KpoBH Ha cajbMonesLty (2C).

HE®POMNATUA, ACCOLLUMUPOBAHHAYA
C LLUCTOCOMO3O0M.
NPEANOCDLIJIKH

[IIrcTocomMo3 (CMH. — IIUCTOCOMMA3, OMIbrap-
1I103) — 3TO XpOoHMYecKass MH(EKINsI, BbI3BaHHAs
TpeMaroaamu (CocablIMKaMM), BCTpEYaeTCsl B A3UH,
Adpuke n KOxHoit Amepuke [426, 427]. S. Mansoni n
S. Japonicum B 3KCTIEpPUMEHTAIBHBIX UCCIICIOBAHUSIX
BBI3BIBAIOT TJIOMEPYJISIPHOE ITOBPEXACHUE, OTHAKO
B KJIMHUKE [JIOMEPYJIsipble 3a00/ieBaHMs OIMCAHbI
[JIAaBHBIM 00pa30M B COYETAHUH C TeIaTOIMEHATbHBIM
LIKCTOCOMO30M, BhI3BaHHBIM S. Mansoni [428—436].
Knaccudukaiys mmrcToOCOMO3HbBIX TIIOMEPYJIOMATHIA
npencrasicHa B Tabauie 25. CiaeayeT MIOMHUTD, YTO
B BBICOKOHIEMUYHBIX o0nacTsx accoumnanus I'H u
IIMCTOCOMO3a MOXKET OBITH CKOpee CIydaitHOI, uem
MIPUYMHHO-CJICACTBEHHOIA.
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Ta6nuua 25. KnuHuko-mopdonornyeckas knaccudpukauma HepponarTuii,
accoUMMNPOBaHHbIX C LLIUCTOCOMO30M

_ beccumn-  Hethpotu-
CBETOONTHYECKHUI N Mporpecc OTBET Ha
Knacc WmmyHodntoopecueHyus TOMHas yeckuii  TunepTeH3ma
BapuaHT po TXMH neveunue
NPOTEMHYPUA  CUHAPOM
| Me3alr'H T-M B me3aHruu, wucTo- +++ + +- + +-
MwuHuUManbHbIe U3-  COMHbIE FepMUHASbHbIE
MeHeHUs AHTUTEHBI
OuyarosbIii nponude-
paTuBHbIN
OndppysHblit npo-
nudepaTnBHbIN
[l SkccynaTuBHbIN C3 aHmoKanunnspHo, - +++ - ? +++
LUNCTOCOMHbIE aHTUTEHBI
I A. MesaHrvo- NT-G n C3 B me3aHrnu, + ++ ++ ++ -
KanuinsapHbIA TN | LWIMCTOCOMHbBIE FepMUHanb-
Hble aHTUreHbI (PaHHNE
cragum), UM-A (nosgHue
cragum)
B. Me3aHruo- -G n C3 B Me3aHrum n + +++ + ++ _
KanunnapHeld Tun Il cy63nuTennanbHo, WUCTo-
COMHbIE repMUHaTbHbIe
AHTUTEHbI (PaHHKE CTaguK),
UT-A (nosgHue ctagum)
IV ®okanbHbii ncer-  UT-G, Ur-M, Ur-A + +++ 4+ 4+ -
MEHTapHbIi riome-
pyIoCKIepos
V' Amunounpos 1T-G B me3aHrnu + +++ +— +++ -

TXIMH — TepMnHanbHas ctaans 3a6oneBaHus noyek.

AnanTuposaHo ¢ pa3petueHus Macmillan Publishers Ltd: Kidney International. Barsoom R.S. Shistosomal glomerulopathies. Kidney Int 1993; 4; 1-12 [437].

OBOCHOBAHMUE

Yacrora 'H mpu mmcTocoMo3e HEIOCTATOUHO
n3ydeHa. Y TOCHUTAIU3MPOBAHHBIX MALIMEHTOB SIB-
Has TIpoTerHypusi Habmoanack B 1—10% ciydaes, a
MUKPOATBOYMUHYpHST — 22% ciTydaeB cpemy GOTBHBIX
C TeIMaToJMeHATbHBIM IIUCTOCOMO30M, BbI3BAHHBIM
S. Mansoni[437,438]. Sobh et al. [439] BeIIBIIN OECCHM-
MITOMHYIO TIpoTerHypuio y 20% TalveHTOB C «aKTUB-
Ho» mHGpekumei S. Mansoni. IloneBoe nccienoBaHne
B OHJIEMUYHON 00acTi bpa3uanuy BBISIBUIO HaTU4Ke
MPOTEUHYPUU TOIBKO B 1% ciydaes [460]. OmHako Tv-
CTOJIOTUYECKHE UCCIIEIOBAHMUSI JIEMOHCTPUPYIOT IJIOMe-
pysgpHbIe oBpexaeHus B 12—50% ciyyaes [430, 435].

I'H vamie Bcero HaOmMogaeTCsl y MOJIOABIX Mally-
€HTOB, IIPY 3TOM Y MYXYMH B JIBa pa3a dJalle, 4eM y
keH1uH. [ToMuMo HedpoTUuecKoro cuHApOMa B
65% ciyyaeB BBISIBIIIETCS 303UHOGUIYpUst v B 30% —
rurneprammaryiooynuaemus [441]. Yacto otmevaetcst
TUITIOKOMILIeMeHTeMHUS. [10 JaHHBIM HEKOTOPBIX MC-
cIeI0OBaHUM, pa3BUTHE HE(PPOTUUECKOTO CUHAPOMA
WIK €0 YyTSDKeJIeHWe HaOIomaeTcsl Ipyu KOMHQUIIM-
poBaHuu Salmonella [442].

OrnucaHbl pa3InyHble BAPUAHTHI TJIOMEPYISIPHO-
ro noBpexaeHus (cM. Tabdja. 25). Haunbosee paHHUM
U pacrpoCTPAaHEHHBIM MOBPEXIEHUEM SIBISIETCS
knacc . Knacc 11 moBpexneHuii yaiie HaOIr0gaeTCs
MPU COMYTCTBYIOLIEM UHOUUMPOBAHWUU ILITAMMAaMU
Salmonella (S. typhi, S. paratyphi A uau S. typhimurium)
[443, 444].

[TpasukBaHTen B 103e 20 MI/KT TPUKIbI B TEUCHUE
1 o addexkTuBHO UsneunbaeT 60—90% malmeHToB ¢
LIMCTOCOMO30M. ENMHCTBEHHOI albTepHATUBOM IIpU
uHduurpoBaHuu S. Mansoni siBsIeTCS OKCAMUXUH
[445]. YecneuiHas Tepanusi IPUBOAUT K YMEHBIICHUIO
BBIPAXEHHOCTH (HUOpPO3a MEeUYeHU U MOXET IMperoT-
BpaTUTh PAa3BUTHUE TJIOMEPYJISIPHOTO MOBPEXKICHMUSI.
OnHako yxe pa3BuBlIuMiics mMcTOcOMHbI ['H He
OTBEYaeT HU Ha OIMH U3 3TUX MPerapaToB.

Crepounbl, HUTOCTATUUYECKHUE TIpenapaThl U
LUKJIOCHOPUH Hed(D(HEeKTUBHBI A1 UHAYKIIUU pe-
muccuu [446]. B onnom PKW HU nipeaHu30JI0H,
HU LMKJIOCMOPUH, Ha3HauaBIIUECs] B COUETaHUU
C Mpa3MKBaHTeJeM U OKCAMUXMHOM, HE BbI3BaIu
PEMMCCHUHU y TIALIMEHTOB C YK€ TMarHOCTUPOBAHHBIM
muctrocoMHbIM 'H [447].
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Jleuenue comyTcTByIONIEH CaTbMOHEIE3HOW UH-
dexumnu oaronpusaTHo BausieT Ha TeueHue 'H. B uc-
cnenoBaHuu 190 maimeHToB c mKrcTocomo3oMm y 130
W3 HUX UMEJIO MeCTO KomHbuLmpoBanue Salmonella.
Y Bcex aTrx 00JIbHBIX HA (DOHE AHTUOMTBLIapIIMO3HOTO
1 aHTUCAJIbMOHEJIE3HOTO JIeYSHUsI, TIPOBOINMOTO
MapajijieJIbHO WM TOCAeA0BaTeIbHO, HA0101a]10Ch
MOBBIIIEHHUE YPOBHSI CHIBOPOTOYHOIO KOMIUIEMEHTA U
KnKp u ymensiienue nporennypuu [448]. B npyrux
HCCIIeI0OBAHUSIX MCYE3HOBEHNE MOYEBOIO CUHAPOMA
OTMEeueHO Ha (poHE OHON TOJTLKO AaHTUCATBMOHEIIE3-
Holi Tepanun [442, 444]. TTporHO3 U IITUCTOCOMHOM
T'H I u I1 xiacca GnaronpusiTHBIN B ciydasix, Korma
JIOCTUTAETCS IpanauKaius Bo3oynureneit (Shistosoma
u Salmonella), B To BpeMs Kak kjaccel [V u V 00b1yHO
nporpeccupytor 10 TXITH, HecMoTpst Ha JieueHue [446,
449, 450]. He Bo Bcex reorpadmyecknx 00JIacTsIX Ha-
OJItoaeTCs accoLMallvsl CalbMOHE UIE3HO MH(PEKIINN
u mmcrtocomuoro I'H [451].

PEKOMEHAALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

*  TpeOyroTcs nccaenoBaHMs IUTS OLIEHKW TOUHOTO
BKJIaga UHGpEKIU Salmonella B pa3BUTHE 111U~
CTOCOMHOI He(POITaTUN W BIUSHUS JICUCHUS
ATUX ABYX MHMEKUMI (BMECTE WU MO OTACIIb-
HOCTH) Ha TIPOTHO3.

PUNAPNO3HAA HEDPOINATUSA.
NMPEANOCDLIJIKU U OBOCHOBAHUE

YepBu huisipuu — 5T0 HEMATO/IbI, IPOHUKAIOLIKE
B OpPraHU3M 4YejIoBeKa yepe3 YKYChl YWICHUCTOHOTUX 1
obuTamIIMe B IMOJKOXHON KiIeT4aTKe U JUM@aTH-
yeckoil TKaHu. KimHu4YecKue mposiBIeHUsT OIpee-
JISIIOTCS JIOKaIM3alueid MUKpOMUIIpUI 1 B3POCIIbIX
yepBeil B TKaHsX. B Adprke 1 B HEKOTOPBIX a3MaTCKUX
CTpaHax IJIoMepy/IsipHbIe 3a00J1eBaHMsI ObUTM OOHapPY-
JKeHBI B aCCOLIMAIIMM C MH(UIIMPOBAHUEM YETHIPbMSI
W3 BOCHMU TIpeACTaBUTEIEH Buaa MWISIpUiA, TTapa3u-
TUpytomux y yenoneka (Loa loa, Onchocerca volvulus,
Wuchereria bancrofti, Brugia malayi) [452—456].

[nomepysipHble mopaxkeHus: HaOII0AAI0TCs NI
B HEOOJIBIIIOM KOJTMYECTBE cilyyaeB. Jlnana3oH uame-
HEHMI, BBISIBISIEMBIX IIPU CBETOBOII MUKPOCKOITHU,
BkatouaeT auddysusiit 'H u Me3lII'H, MIITH,
BMMU, xpoHuueckumii ckiaeposupyrowmuii I'H u kona-
oupyrommit Bapuant @CI'C [457]. Mukpodunsipun
MOTYT OBITh OOHApYKEHHI B IIPOCBETE apTepPUOJ U
[JIOMEPY/ISIPHBIX U TICPUTYOYISIPHBIX KaITMJUISIPOB, B
KaHajibliax U B uHTepcTuuu [457]. Ilpu uMMyHO-
(hroopectieHIIMM 1 3JIEKTPOHHON MUKPOCKOITUY BbI-
SIBJISTIOTCSI MUMMYHHBIE JI€TIO3UTBI HAPSIIY C aHTUTeHAMM
Y CTPYKTYPHBIMM KOMITOHEHTaMU YepBeii [456, 458].

H3meHeHust B Moye oOHapyxeHbl Yy 11-25%, a
He(hPOTUUECKUI CUHAPOM Habmoaancs y 3—5% na-
LMEHTOB C JIOMA30M U OHXOCEPIMa30M, OCOOEHHO y
0OJIbHBIX, UMEBIIUX MOJIUAPTPUT U XOPUOPETUHUT
[456, 459]. IIpoTeuHypust U/UaN TeMaTypUs BbISIBIISI-
Jich 6osee ueM B 50% ciyyaeB rpu TUMbaTHIeCKUM
bunsipuose, B 25% niporenHypust ObLIa KITyOOUKOBOM
[460, 461]. ¥ mauueHTOB ¢ CyOHE(POTUIECKOI TTPO-
TeMHYpPUEH 1/UI1 reMaTypueii HaOIIogaICs XOpOLIi
OTBET (YMEHbIIEHUE TPOTEeMHYPU M) Ha aHTU(DUIISIpUTA-
Hy10 Tepanuio. OMHaKO MPOTEUHYPUST MOXET BO3pac-
TaTh U NoYeyHasa GyHKUUA YXyALUTHCA [TOCTIe Havala
Teparnuu IN3TUIKapOaMa3eITMHOM I UBEPMEKTUHOM
[461,462], BO3MOXHO 13-3a YCUJIEHUSI UMMYHHOTO OT-
BeTa ITPU BEICBOOOXICHNN AaHTUTEHOB B LINPKYJISILINIO
nocJjie rudenu napasura [463].

YV manuueHToB ¢ HEPPOTUUECKUM CUHIPOMOM
pe3yJIbTaThl JIeUeHUs TTPOTUBOPEUYMBEI, M YXYIIICHUE
(GYHKIMH TTOYEK MOXKET IPOIOJIKATHCS, HECMOTPS
Ha ynajeHue MUKPOMUIISIpUil B pe3yJibTaTe Teparmu.
C 1enbio yMEHBIICHUST HArpy3KU MUKPOGWISIPUSIMU
U IPeIynpeXIeHrs] BHICBOOOXICHUSI aHTUTEHOB 110
Ha3HAueHUs AUATUIIKapOamazenHa MPUMEHSIIN Te-
paneBTHYeCKUii adepes [464].

YacroTa BOSHUKHOBEHMUSI, PACIIPOCTPAHEHHOCTD U
€CTECTBEHHOE TeUeHHE TJIOMEPY/ISIPHBIX TTOBPEKICHUIA
TpY pa3INIHbIX (hopMax huisipruasa mioxo 10KyMeH-
TupoBaHbl. Kak nmpaBuio, 3Tu 3aboJieBaHUs OOHa-
PYXMBAIOTCSI B 00ACTSIX C HEYTOBIETBOPUTEIbHBIM
KOHTpPOJIEM TI€PEHOCUMKOB MH(MEKIIMU U HEXBAaTKOM
MEINLIMHCKUX YIpeXXIeH!. TakTrKa IeueHUS TaKKe
He M3y4yeHa.

PEKOMEHOALUMU NO NPOBEAEHUIO
UCCNEQOBAHUA

* TpeOyroTcs 3MUAECMUOJIOTUUECKIE UCCIeA0Ba-
HUSI TOpaXKeHUsI MOYeK B SHAEMUUECKUX oyarax
dunsapuosza. HeobxonumMo uzyuyeHue BAUSHUS
MOMYJISLIMOHHON (DUISPULIMIHON Tepanuu Ha
TeYEHUE MOYEYHbIX 3a00JIeBAaHUIA.

HE®PPONATUN, ACCOLUMUPOBAHHDIE
C MANISIPUEN.
NPEANOCDLIJIKU U OBOCHOBAHUE

I[Mpu undexuun Plasmodium falciparum daie
pasBuBaetcss OIIIl unu npoaudepatuBHbiii I'H.
XpoHuueckast UHGEKINS TPOTO30MHBIMU MaJISIpUIi-
HBIMU apa3utamu Plasmodium malariae (1 B MeHbILICH
crenieHu Plasmodium vivax unv ovale) acconmnpoBaHa
C pa3IMYHBIMU ITOpaKeHUsIMU TToYeK, BKIodass MH
u MIITH [465]. B npouuioM 3Tu MopaxeHus: ObUIA
MU3BECTHBI TIOJ Ha3BaHUEM «HE(POIATUU YEThIPEX-
IHEBHOI Mansipumn» [465, 466]. OObBIYHO MMOpaxkKeHUE
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MoYeK TMPOSIBIASIETCS HEPPOTUUECKUM CUHIPOMOM,
MHOTJA C HapylleHUeM (DYHKLIMU MOYEK, Y XapaKTEPHO
JUTst MaJieHbKux aetei. [ToaratoT, uTo rimoMepynsipHoe
MOBPEXIEHUE O0YCIOBICHO OTIOKEHNEM UMMYHHBIX
KOMILIEKCOB, CO/epKalllMX aHTUTEHBI Mapa3uTa, HO
U ayTOMMMYHHbIE MEXaHU3Mbl TakKKe MOTYT UTPaTh
orpesieJieHHy10 pojb. KnuHuueckue u mopdoaoru-
yecKue MpOsIBICHUS] B Pa3HbIX CTpaHaX pa3inyaroT-
cs [467]. B HamM nHU Takye BapUaHThI MTOPaKEHUS
BCTpEYaloTCsl ropas3ao pexe, Uy OOJbIIMHCTBA AeTel
B TPOMUKax HepPOTUUECKUil CUHAPOM OOYCIIOBIIEH
ckopee BMUM i OCI'C, yem HedpoIratueii, acco-
LMUPOBaHHOW ¢ Mansipueid [467, 468]. B Adpuke B
Hacrogiee Bpemst HBV- u BUY-uHbekuuu u 3a6oe-
BaHUsI, ACCOLIMMPOBAHHBIE CO CTPENTOKOKKOM, TAKXKe
SIBJISIOTCS ©0J1ee YacToi MPUIMHON HEDPOTUUECKOTO
CUHIpOMa, 4yeM HedpomnaTusi, acCCOIIMMPOBAHHAS C
Majsipueii [467—469].

NmeeTcs orpaHndyeHHOE KOJIMYECTBO HabJona-
TeJbHbIX McCaeaoBaHUi, U oTcyTcTBYIOT PKU, KO-
TOpBIE ObI TTO3BOJIMJIM TIPEIJIOXKUTH OCHOBAHHYIO Ha
JI0OKa3aTeJbCTBAaX CTPATETUIO JICUEHUST MaJISIPUHHOMN
Hedponaruu. [Narmentos ¢ 'H u comytcTBytomeii nH-
dbexuueit Plasmodium (o6b1uHO Plasmodium malariae)
CJIelyeT JICYUTh COOTBETCTBYIOIIMMU aHTUMAISIPUIi-
HBIMU TIperiapaTaMu (TaKUMHU KaK XJOPOXMH WJIU
TUIPOKCUXJIOPOXUH) B TE€YEHUE BPEMEHU, JOCTATOU-

HOTO [IJIsI 3paduKallid MUKPOOPTaHU3Ma U3 KPOBU
U TenaToJIMeHaIbHOI cucTeMbl. HabmonarenbHbIe
VCCJIENOBAaHUS TTOKA3IU YJIy4dllIeHUE CO CTOPOHBI
KJIMHUYECKUX TMPOSBICHUI Y HEKOTOPBIX — HO HE Y
BCEX — MAIMEHTOB IOCJE YCIICIIHON 3paguKaluu
nmapasurapHoii uHgpekmu. CTeporaHasi U MMMYHO-
CyIIpecCUBHAas Tepamnus, MO-BUAUMOMY, HE UTPAIOT
HUKAKOM poJIv IpU MajsipuitHoi Hedponatuu [465,
466], XOTI KOHTPOJIMPYEMbIE UCCIIEIOBAHUS OTCYT-
CTBYIOT. Y ALIMEHTOB C HapyIIeHUEeM (DYHKIIUY TTOYeK
MOXKET ITOTPeOOBAThCSI YMEHBIIICHHUE JO3bI XJIOPOXMHA
U TUAPOKCHUXJIOPOXHMHA.

PEKOMEHOALMU NO NPOBEAEHUIO
UCCJIEQOBAHUA

» TpeOyercst u3yueHUe YaCTOTbl BOSHUKHOBEHUS
W pacIpoCTPaHEHHOCTH HedpomaThm, acco-
LIMMPOBAHHOM C MaJIIpUeii, U BIUSHUS Ha Hee
AHTUMAJISIPUIHON Tepanuu, 0COOEHHO B H/IE-
MUYECKMX PeTMOHaX 3amagHoit AGQpUKH.

* Heobxoaumo mpoBenenue PKU c uenbio
U3YYeHHUS] POJIU KOPTUKOCTEPOUIOB U UMMY-
HOCYITPECCUBHBIX MPerapaToB B CIydyasx, KOr-
J1a, HECMOTPSI Ha 3paJuKallio MaJISIpUAHOTO
rnmapasuta, HedpomnaTus, aCCOLMMPOBAHHAs C
MaJisipueii, MpoaoJIKaeT MPorpeccupoBaTh.
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IJIABA 10. UMMYHOIVIOBYJINH-A-HE®POIIATUA

BBEAEHUE

HanHas TjaBa mpeaiaraeT peKoOMeHAAluu 10
neuenuto nepsuuHoit UTAH. JleueHre BTOpUUYHBIX
BapuaHToB MTAH B nanHOM pazzesie He o0cyknaercs.
DuHaHCOBBIE MOCEACTBUS IIUPOKOTO TTPUMEHEHUS
JaHHBIX PekxomMeHmaiuii pacCMOTpPEHBI B TJ1aBe 2.
10.1.  Ilepeonauaavhas oueHKa pucka npozpeccuposa-
HusA 3a601e6anus no4ex
10.1.1. OGcaenoBaTh BCcex NALMEHTOB C THCTOIOTHYECKH
nokasanHoii UTAH nas uckiIoueHus NpUIUH
propuunoii UTAH (uet crenenu).

10.1.2. OueHuBaTh pUCK MPOrpecCUPOBAHKS MO YPOBHIO
NPOTEHHYPHUH, APTEPHATHLHOTO JaBJeHus i pCKP
HA MOMEHT YCTAHOBKHM HATHO3a M B TeYeHHE
nepuoa HadmoaeHus: (HeT CTeneHu).

10.1.3. JIas oneHKH MPOrHO3a MOTYT MCIOJIb30BAThCS
TUCTOJIOrMYeCKHe U3MeHeHus (HeT CTeneHn).

NPEAMOCDBIJIKA

WNTAH nuarHoctupyercs rnpu OMONCHUY TTOYKU Ha
OCHOBaHUU IOMUHUPYIOIIETO MU KOTOMUHUPYIOIIETO
okpammBaHusg Ha UI'-A nmpu UMMyHOTHCTOXUMUYEC-
ckoM uccaenoBanuu [470]. ITpu 3TOM J0KE€H OBITH
uckmoueH BH. MHTeHCUBHOCTD OKpalllMBaHUsI Ha
NT'-A nomxHa ObITh 3HAUUTEJIBHEE, YEM «CJICIOBASI».
Pacnipenenenue UI'-A nokHO BKJIOYaTh HaJIU4KMe
OKpalllMBaHUS B ME3aHTUH, TOTAa KaK OKpallliBaHUe
KaMIJISIPHBIX TTETEJTb MOXKET OBITh TTOJIOKUTEITLHBIM
WIM OTpULIaTeIbHBIM. MOTYT TaKKe MPUCYTCTBOBAaTh
NUI'-M un UT'-G, HO UX MHTEHCUBHOCTb HE IOJIKHA
TIpeBBIIIaTh MHTeHCUBHOCTE UT-A, 3a McKiroueHM-
eM npeobsananus MT'-M B 30Hax ckiiepo3a. MoxeT
TaKKe MPUCyTCTBOBATh C3-KOMIMOHEHT KOMIUIEMEHTA.
Hanmnuue Clg-KoMmImoHeHTa KOMILJIEMEHTa B OoJiee
YeM «CJIeIOBOM» KOJIMYECTBE TPEOYeT MCKIIOUYECHUS
nuarHosa BH.

NTAH siBnsieTcst Hanbosee 4acTo BCTpEYaIOIINM -
ca nepsuuyHbiM I'H B Mupe. PacnipocTpaHeHHOCTH
BapbUpyeT B pa3IMUHBIX TeorpapuuecKux perumoHax.
B cpennem MTAH coctapnstier 30—35% Bcex rimoMepy-
JISIPHBIX 3a00JIeBaHUIA B A3UH, 3TOT HOKa3aTeb MOXKET
npocturath u 45% [471]. B Esponie UTAH cocraBisieT
30—40% Bcex I'H. ITo nocneqguum ganueiM, B CIIA
WNTAH Takke siBisieTcst HauboJiee paclpocTpaHeHHO
MEPBUYHON ITIOMEPYJIONATUEN Y MOJIOABIX JTIOIEH €B-
porieorIHOM packl [472].

Bropuunass UTAH BcTpeuaeTcsi OTHOCUTEIBLHO
peako. Lluppos neuenu, ueauakusg u BUY acco-
LIMMPOBAaHbI CO 3HAUUTEILHON YaCTOTOI OTJIOXEHUS

nerno3utoB UI'-A. UTAH moxeT ObITh acCOLIMUPO-
BaHa C psIIOM IPYTUX 3a00JIeBaHUA, BKJIIOYas repre-
TU(MOPMHBII TePMATUT, CEPOHETraTUBHBIE apTPUTHI
(0COOEHHO aHKWJIO3UPYIOIIMI CIIOHAMINT), MEIKO-
KJIETOYHYIO KapLMHOMY, JTMM(POMBI (XOIKKUHCKYIO
u T-xnerouHble TUMQOMBI, BKJIIOYash TPUOOBUIHBIINA
MMKO3), TMCCEMMHUPOBAHHbBIN TyOepKyJie3, O0IuTe-
PUPYIOIINIA OpOHXMOJINT, BOCITAIMTEILHBIC 3a00JIeBa-
HUS KuieuHrKa (6oe3Hb KpoHa v SI3BeHHbBIN KOJIUT).
DTu 3a00IeBaHUST K MOMEHTY BBITIOJIHEHUST OMOTICU U
MOYKM OOBIYHO HAXOISITCS B CTaAWM Pa3BEPHYTHIX
KJIMHUYECKUX MposiBiaecHuii. O0cienoBaHue BKIIOYACT
cepiaoruueckue BupycHbie Tectol (BUY, HCV u HBV),
MeYeHOYHbIe (PYHKIIMOHATbHbBIE TECThI U DJIEKTPOdO-
pe3 CBIBOPOTOUHBIX UMMYHOTJIO0YJIMHOB.

WNTAH nMeeT IMpoKuit CHEKTP KIMHUYECKUX ITPO-
SIBJICHUIA, BAPBUPYIOLINX OT M30IMPOBAHHOI MUKpPOTe-
MaTypuum 10 obicTpornporpeccupytoiiero I'H. IToaromy
OlIEHKA PYCKa ITPOrpecCupoBaHusI 3a00IeBaHMSI SIBIISI -
eTcs 3amadeit mepBoit HEOOXOMMMOCTH IJIST OTIpeiese-
HUSI TAKTUKA BeICHNST, M COAJTAHCMPOBAHHOCTH PUCKOB
TepaIruu JOCTUTAETCSI OTOOPOM MALIMEHTOB C BBICOKMM
pUCKOM TiporpeccupoBaHusi. OnpenensonumMu Tak-
TuKy BeneHus ucxogamu MITAH saBnsitoTcsa mouyeuHast
BbIKMBAEMOCTb 1 CKOPOCTb CHIKEHUS (DYHKLIMU 110~
yek. Takas geTepMUHAHTa, KaK CMEPTHOCTD, B paHee
MIPOBEIEHHBIX UCCACAOBAHMSIX HE MU3ydaslach, XOTs
PE30HHO MoJiarath, YTo pa3Butue XbI1y 3Tux 601bHBIX
MOBBIIIIAET CEPACYHO-COCYAUCTYIO 3a00J1€BaMOCTh U
CMEPTHOCTH TakK ke, Kak 1 mpu apyrux XbII.

OBOCHOBAHME

* Hwmeercs cpemHss CTeNeHb NOKA3aTeJbHOCTU
B TOJIb3Y MPEAIOJOXEHUSI, YTO MPOTPEeCcCcu-
pylollee yXyIlleHUe MOYeYHOU PyHKIUU
aCCOLIMUPOBAHO C MPOTEUHYpUEH >1 T/CcyTKu
B 3aBUCHMOCTHU OT €€ YPOBHS U HE 3aBUCUT OT
npyrux ¢hakropoB pucka [474—477].

* Hwmeercst cpenHssl CTeleHb JOKa3aTeJbHOCTU
0JIaTOTNIPUSTHOTO MCXONa, €CJIM CPETHUI ypO-
BEHb IIPOTCMHYPUU CHIKACTCS HIKe 1 T/CyTKu
[477]. PaznuyaeTcs i OTHaJIEHHBIN TTPOTHO3 Y
B3pOCJIbIX IALIMEHTOB ¢ MpoTenHypueii 0,5—1r/
cyTKku 110 cpaBHeHMIO ¢ <0,5 r/CcyTKH, ocTaeTcs
HESICHBIM. Y HeTeil, I0 MHEHUIO 3KCIIePTOB,
meJieBast MpoTenHypus coctabisieT <0,5 r/cyTku
Ha 1,73 m? [478].

* Mwmeercs cpenHssl CTeNEeHb T0Ka3aTeJbHOCTH,
YTOOBl PEKOMEH/A0BAaTh CTPOTUI KOHTPOJIb
YPOBHS apTepUaJbHOIO MaBJIEHMS, IOCKOJbKY
OH aCCOLMUPOBAH C JIYYLLIEH ITOYEYHOUN BBIKU-
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BaeMOCTbBIO TTPU XPOHUYECKUX MTPOTEUHYPUYUEC-
cKux Hedponarusix, Bkaovass MTAH.

* HMmMeercst HU3Kas CcTeNeHb OKa3aTeIbHOCTH,
4YTOOBI Mpeanojarath, 4tTo yposeHb CK® B
nedroTe 3a00JIeBaHMS ACCOLIMMPOBAH C PUCKOM
paszButus TXITH. OgHako uccienoBaHus, B
KOTOPBIX OIIEHMBAJIACh CKOPOCTb M3MEHEHUS
MOYEeYHOM (PYHKLIMU, CTABSIT I1OJ COMHEHUE
ee cBia3b ¢ ucxonHoi CK®. IMporennypwus,
apTepualibHOe JaBJIeHUE U JaHHbIe OUOIICUM
MOYKM B AeO10Te 3a00JI€BAHMS ACCOLIMUPOBAHBI
¢ puckom TXITH u ynBoenuem CKp.

+ HWmMeerca Hu3Kas CTeneHb J0Ka3aTeILHOCTH B
MOJIb3Y TIPEIITOJNIOKEHHUS, YTO TakKue JaHHbIe
OMOIICHY TTOYKHM, KaK HaJIM4ue M BBIpaXKeH-
HOCTh ME3aHTUaJIbHON 1 3HIOKANMJUISIPHOMN
npoaudepaln, pacpocTpaHeHHbIE TTOJTYITY-
Husl, GOKAJbHBIA M CErMEHTapHBIM, a TakxKe
JIOOAJIBHBIN CKIIepO3, aTpodus KaHaJIbLEeB U
(b16GpP0O3 MHTEPCTULIMST ACCOLUMMPOBAHBI C XY/I-
muM riporHosoM [470, 479]. OnHako enrHOro
MOAX0Ja K 00beKTUBHOI OLICHKE JaHHBIX OMOII-
CHUU, KOTOPHBIH OB OBl BATUAUPOBAH U OLICHEH
MPOCIIEKTUBHO, HE CYIIIECTBYET.

+ HMmMeercsa cpemHssl cTeneHb J0Ka3aTeIbHOCTH,
yToOBl Npeanonaratb, uto MTAH, npore-
Kalolllasi ¢ MUKpOTeMaTypueil U MUHUMAaJIbHOM
MPOTEUHYPUEH, SIBJIIETCS IIPOTPECCUPYIOIINM
3a00JIeBaHUEM, 1 PEKOMEHIOBATh ITOKMU3HEH-
HOe HaOJIIoIeHUE C PEryJISIpHBIM KOHTPOJIEM
AJl u mporeunypuu [480].

[IpoTenHypus SABISIETCS CUIIBHEHIITM IIPOTHOCTH -
yeckuM ¢paktopoM nipu MTAH, nmeercs ee «10303a-
BUCUMBII» 3 (PEKT, KOTOPHIi, KaK MOKa3aJIi OOJIBIIINE
MHOTOLIEHTPOBbIE Ha0II0AaTe/IbHbIC KCCIICAOBAHMS, a
TaK>Ke MIPOCTIEKTUBHBIE NCCIICTOBAHMSI, HE 3aBUCHM OT
npyrux dakropos. [Topor, mpu mpeBbIICHUN KOTOPOTO
BO3HMKAET PUCK ITPOTPECCUPOBAHNS, ¥ B3POCIIBIX Ta-
LIMEHTOB HE YTOYHEH; B HEKOTOPHIX MCCJICHOBAHMSIX
yKaszaH ypoBeHb 0,5 r/cytku [481], Torma Kak B Ipyrux
KCCJIEAOBAHMSIX IIPOAEMOHCTPUPOBAH BbICOKUIL PUCK
pasButus TXITH 1 6osee ObICTpbI TEMIT CHUXEHUS
MOYEeYHOUN (PYHKILIMU TIPU CPEeIHEM YPOBHE IMPOTEU-
Hypuu cBbilie 1 r/cyrku [474, 477]. B kpyrmHOM Ha-
OI01aTeIBHOM HCCIEIOBAaHUM OBLJIO MOKAa3aHO, YTO
CHMXXEHHUE TpoTerHypun 10 <1 r/CyTKU OKa3bIBajo
0JIaronpusTHOE BO3ACIICTBUE Ha OTOAJICHHBIIA MUCXOI
MpH JIFOOOM MCXOIHOM YPOBHE TIpoTenHypuu: 1—2 r/
CyTKM, 2—3 r/cyTKu unu >3 r/cytku [477]. Ucrionb3o-
BAJINCH U IPYTUE CYPPOTATHBIE MAPKEPHI OTTATICHHBIX
HMCXOI0B, Takue Kak 50%-Hoe CHIKeHUE TTPOTEUHY UK
[482]. Y meteit HabMmomaTeTbHBIE MCCIICIOBAHNS TAKIKE
OTYETJIMBO ITOKA3aJI1 B3aMMOCB3b MEXIY YPOBHEM
MPOTEMHYPUHU ¥ UCXOIOM, HO 0€3 OITpeie/IeHIS ITOPO-
TOBOTO YPOBHSI. DKCIIEPThI BLICKA3BIBAIOTCS B IIOJIb3Y
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noporoBoro 3HaueHust 0,5 r/cytku Ha 1,73 m? st
ornpenejaeHus yacTuaHoi pemuccun u 0,16 r/cyTku
Ha 1,73 M2 1J1s1 TIOJTHOM PEMUCCUU; 3TU MOPOTOBBIE
3HadeHnsI ncroiab3oBannck B PKU [478, 483].

HexonTtponupyemasi aprepuanbHasi TUIIEPTEH3US
B T€YeHUE Ieproaa HaOJIoIeH!s] acCOLMUpPOBaHa ¢
OoJbIIIEl MPOTEUHYPUEH U SBISIETCS MPEIUKTOPOM
opicTporo cHkeHust CK® [484, 485]. Kak u nipu
JIPYTUX IPOTEUHYPUIECKUX XPOHNIECKUX TTIOMEPYII0-
MaTHsIX, 11eJIEBOM YPOBEHb apTepHabHOIO JaBJICHUS
cocrasysier <130/80 MM PT. CT. y MAlIMEHTOB C TIPO-
tennypueit >0,3 r/cyrku u <125/75 MM pPT. CT. IIipu
nporerHypuu >1 r/cytku [486, 487].

CKO® B nebroTe 3a001¢BaHNST YCTOMYMBO CBSI3aHA C
puckom pazsutusi TXITH. Hepaspemenubim octaercst
BoIpoc, conpoBoxknaercs i cHrkeHne CK® B nebro-
Te JaJTbHEHUIIIMM YCKOPEHHBIM YXYAIIeHUEM (QYHKIIUN
MOYEK; B JIBYX HAOJIOIATEIbHBIX MCCICIOBAHUSIX 3Ty
CBSI3b IO0Ka3aTh He ymamoch [475, 488]. IIpoTenH-
ypusi, apTepralbHOe OaBJIeHUE U MOPdOJOrnIecKue
MIPU3HAKM JTOJIKHBI UMETh MPUOPUTET Had MCXOTHOM
CKO® B o11eHKE CKOPOCTH CHYKEHUS (DYHKIINY TTOYEeK
B OymyIIeMm.

MHOXeCTBO MCCIIEIOBAaHMI TTOCBSIIEHO ITPOrHO-
CTUYECKOMY 3HAUYEHUIO MOP(DOJOTMYECKUX N3MEHE-
Huii. Me3anruanbHas [489, 490] u sHHOKaNmMUIIpHAsT
nponudepanus [479, 491], pacipocTpaHeHHbBIE TTOJTY-
nyHus [492—495], ®CI'C [496, 497], rmobanbHbIA II10-
MEpPYJIOCKIIEPO3, aTpod st KAHAIBLIEB U MHTEPCTULIA-
anbHbIA Grodpo3s [479, 491,493, 496] accolMupoBaHEbI
0oJiee BBICOKOI CKOPOCThIO HApYIIEHUS (DYHKIIMY TTO-
YeK M Xy/ILIel [TOYEUHOI BBLKMBAEMOCTBIO 110 TaHHBIM
0HO(aKTOPHOTO, a CO BpeMEHEM U MHOTO(haKTOPHOTO
aHaJIM30B, CKOPPEKTUPOBAHHBIX U1 KIMHUYECKOM
oueHku. HemaBHO pa3paboranHas Okcdopackasi Kiiac-
cudukamnus MTAH nponemMoHCTpupoBaia 3HaYCHUE:
1) Me3aHTUAILHOU TUTIEPKIIETOYHOCTHU, 2) CEeTMEH-
TapHOTO IVIOMEPYJIOCKIIEPO3a, 3) SHA0KATUUISIPHOM
TUMEPKIIETOYHOCTU U 4) TyOy/IsIpHOI aTpouu/MHTEP-
CTULIMAJIbHOTO (hrOPO3a KaK HE3aBUCUMBIX MOP(DOI0-
TMYECKUX MTapaMeTPOB, SIBISIOLINXCS MPEeINKTOpaMU
movyevyHoro mucxoxa [479]. Ora kiiaccudukaiyst MOxKeT
cTaTh CTaHIAapTOM, HO TpeOyeT Baauaaluy, TPEexXIe
YeM OHa MOXET ObITh PEKOMEHAOBAaHA IJIsI PYTUHHOM
KJIMHUYECKOM IpaKTUKK. Takske He ObUTO YCTAHOBIICHO,
MOXET JIX TaKasl KjaccuuKalus 3a0071eBaHUs 0Ka3aTh
BJIMSIHUE HA BBIOOD JieUeHUSI.

YCTaHOBJICHO, UTO OXMPEHUE SIBJISIETCS HE3aBU-
cuMbIM (akTopom pucka pazsutus TXIITH [498] u
CHIDKEHUE BeCa BbI3bIBACT 3HAYUTEIbHOE YMEHBIIICHNE
nporenHypun [499]. B HecKoIbKMX HAOIOIATEIBHBIX
nccaenoBaHusx [500, 501] 6bu1 MOKa3aH MOBLILLIEHHBIH
puckK 6ojiee BHICOKOU MPOTEMHYPUH, O0JIee TSKETbIX
Mopdoaornueckux nameHenuit u TXITH y manpeHTOB
¢ UTAH u u36sitounbiM BecoM (MMT >25 kr/m?).
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Taxke ObuTM M3y4YeHBI Ipyrue hakTopsl pucka. Mc-
XOJIbI 3200JIeBaHSI HE PA3IMYAIOTCS B 3aBUCUMOCTH OT
Tmojia maueHToB [217]. ¥ neTeit BeposTHOCTH ITpoTrpec-
cupoBaHus 3a00aeBaHus 10 TXITH MeHbl1e naxe npu
OJIMHAKOBBIX TEMIAaX CHUXEeHUST PYHKIIMU TTOYEK, TI0-
BUAMMOMY, BlieacTBIE OoJtee Beicokoit CK®d B mebiote
3a0osieBaHus. Paznmuuust B monxomax K BBITTOJTHEHUIO
OMOIICUY MOYKHU U B TAKTHKE JICUEHUST OTPAaHUYMBAIOT
BO3MOXHOCTbh CPaBHUBAHUS MEAUATPUUECKON TO-
MyJISILMU cO B3pociioid. IT0CKOIbKY BhIlIEyKa3aHHBIC
(hakTOpBl pricka ObLTM BAIMIAUPOBAHBI KaK y JETEM,
TaK M Y B3POCJIbIX, KIMHULIMCTAM CJIeIyeT YUUThIBATh
B IIEPBYIO OYEPEIb ATU (DAKTOPHI, a 3aTEM yKe BO3pacT
nanueHTa. Takke 0CTaeTCsT HeSICHBIM, SIBJISTIOTCSI T€0-
rpacuyecKkue WM THUUECKUE Pa3INuUsl B UCXOMAX
CIEICTBUEM PA3JIMYHOTO MOAX0Ja K BHIITOJIHEHMIO
OUOTICUY TTOYKU 1 K TAKTUKE JICUSHUS WJIK OTPAKaIOT
WCTUHHYIO BapuabeJbHOCTh TSKECTH 3a00JIeBaHMS
[475]. Makporematypus vaiie HabIIOaaeTCs y AeTei
M, TI0 JaHHBIM HEKOTOPHBIX UCCICIOBAHNIA, aCCOLIMM -
poBaHa c 6oJiee 0;1aroNPUsITHBIMU UCXOJAMU, OTHAKO
B JIPYTUX UCCJIETOBAHUSIX MAKPOTEMATypHsT HE NMeNa
CaMOCTOSITEJIBHOTO MTPOTHOCTUYECKOTO 3HAUEHUSI, KO-
TOPOE OIPEAEISIIOCH 00Jiee BRICOKOI ncxogHoii CKdD
U paHHel TuarHocTukoii 3adboneBanus [502, 503].
10.2. Aumunpomeunypuveckas u anmuzunepmeH3ue-
Has mepanus
10.2.1. Mbl pekoMeHIyeM AJauTebHOE JedeHue nAIID

wm BPA npu nporeunypun >1 r/cyTku, ¢ mno-
BbIIIIEHHEM JI03bI PENApPaToB B 3aBUCMMOCTH OT
aprepuajbHoro aasiaenus (1B).

10.2.2. MbpI npennaraem jJevenne UAII® wim BPA npu
nportennypuu ot 0,5 no 11/cyrku (y nereii ot 0,5
10 1 r/cyrku Ha 1,73 M?) (2D).

10.2.3. Mbpl npeayaraem nosbinenue 103b1 HATID um
BPA 10 MakcHMAJILHO IEPEHOCHMOIA, C TEM YTOObI
noctiuyb npotenHypuu <1 r/cyrkm (2C).

10.2.4. IIpu UTAH ueneBbIM clieayeT CYMTATh apTe-
puaabnoe nasienne <130/80 mm pt. cT. MaA
nanueHToB ¢ nporeunypueii <1 r/cyTKu u
<125/75 MM pT. CT. IPU UCXOTHOI MPOTEHHYPUH
>1r/cyTku (cM. raBy 2) (HeT cTeneHu).

OBOCHOBAHME

Bo MHorue uccienoBaHus, Kacawlluecs MC-
noab3oBanus MAII®/BPA npu UTAH Bxiouanu
MalyeHToB ¢ IpoTeuHypueir >1 r/cyrku [478, 504],
U JIMIIIb B HEKOTOPbIE — IALIMEHTOB C IPOTEUHYPUEii
>0,5 r/cytku [505].

ITo manHbiM Peructpa [477], CKOPOCTh CHYKEHUSI
(byHKIIMM TIOYEK YBEJIMYMBACTCS B 3aBUCMMOCTH OT
YPOBHSI IIPOTEUHYPUHM; Y IMALUEHTOB C MOCTOSIHHOM
MPOTeNHYPUEii >3 I/CYyTKM IOTepsI MOYeUHOI (PYHKIIMN
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TIPOUCXOIUT B 25 pa3 ObICTpee, YeM y MalMeHTOB C ITPo-
TeuHypueit <1 1/cyTku. Y mallMeHTOB C IPOTeMHYpUeii
B 1e0I0TE >3 T/CYTKU U C €€ TaJIbHEUIITNM CHIDKEHUEM
1o <1 r/cyTku TedeHHe 3a00JIeBaHUSI TAKOE XKe, KaK y
OOJIBHBIX C TTOCTOSIHHOM NpoTenHypueit <1 r/cyTKu,
U CYILIECTBEHHO JIy4llle [0 CPAaBHEHMIO C TEMU, Y KOTO
9TOT YPOBEHb HUKOTAA HE ObLT JOCTUTHYT. OTHAKO 10
HACTOSIIIIErO BPEMEHM He CYIIECTBYET J0KA3aTEIbCTB,
yro ipu UTAH cHukeHue npotenHypuu Hke 1 r/cyr-
K1 00ecIieunBaeT JIOMOJHUTEIbHbIC IIPEUMYILECTBa.

B Heckonbkux PKU [478, 504—506] mokazaHo, 4TO
nATI® 1 BPA MoryT cHIXKaTh TPOTEUHYPHIO U YITyU -
maTh (PYHKIIMIO MOYeK (OLEHUBAEMYIO 10 YMEHbIIIe-
HUIO HakJIoHa KpuBoit cHkeHuss CK®). OnHako 10
HACTOSIIIIETO BPeMEHU He ObLIIO MPOBEAEHO UCUYEPIThI-
BaIOIIMX UCCISIOBAHMI TOCTATOYHOM ITPOAOJIKUTEITb-
HOCTH, KOTOpbIe ObI TTOKa3au nmpenmyiiectBa uAIID
nnu BPA B cHuxXeHuM yacToThl pa3Butus TXITH.

He nmeeTrca maHHBIX, 9TOOBI Ipeaaratb OTAABaTh
npeaoutenne MAII® rrepen BPA, 1 Hao6opoT, 3a nc-
KJIIOYEHUEM MEHBIIIETO KOJIMUECTBA MOOOYHBIX A heK-
TOB IpH Mcttoib3oBaHn bPA 1o cpaBHenMro ¢ ATID.

Jlanabie ogHOTO U3 UccaenoBanuii [507] yka3biBa-
10T, yTo KoMOUHaL g NATT® u BPA BbI3bIBaeT CHIKE -
HUe MPOTeUHYpUU Ha 73 %, 4TO 3HAUMTETHHO OOJIbIIIE,
yeM 1ipu MoHoTepanuu (MATID — 38% u BPA — 30%).
Eie onHo HebosbIlIOe MccaenoBaHre, BKIOYalolee
ceMmb aeteit ¢ MTAH, Takoke mokasajio rnpenumyliiecTBa
[508] mpumenenust komouHauuu MAITP u BPA. On-
HaKO TPeOYIOTCS TaJIbHEHIIINE UCCIIeI0BaHMUs, YTOOBI
OIpPEeNeNTh, SBJISIOTCS JIM TIPEeUMYIIECTBA KOMOM-
HUPOBAaHHOM Tepanuu 3(P(EeKTUBHBIM B OTHOILICHUU
VIJIy4IIEHUS TIOYEYHO! BBIKMBAEMOCTH.

PEKOMEHAALLAU NO NPOBEAEHUIO
UCCNEQOBAHUA

*  Heobxonumo nposenenue PKU ns cpaBHeHuUst
s dexTuBHocT KoMOMHaLU HATI® u BPA ¢
MOHOTeparnuel 3TUMU IperapaTaMu IIpy ITpo-
TeuHypuuyeckux opmax UTAH.

10.3. Kopmuxocmepouodwt

10.3.1. /Ias manueHTOB C NMEPCUCTUPYIOUIEH MPOTENH-
ypueii >1 r/cyTku, HecMOTpsi HA 3—6-MecsYHOe
ONTUMAJIBHOE MOIePKUBalOLIIee JeueHre (BKII0-
qast HATI® nm BPA 1 KOHTPOJIb apTEepHAIBbHOTO
nasienust), 1 CK® >50 mu/mun Ha 1,73 M2 Ml
npejajiaraemM npopeaeHue 6-mecsiIHOro Kypca
KopTukocTepouaHoii Tepamuu (2C).

OBOCHOBAHME

* HmeeTcsa HU3Kas CTEeIEeHb J1OKa3aT€JIbHOCTH,
YTO KOPTUKOCTCPONAbI 0o0ecreYnBaIoT JOITOJ-
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HUTEJIbHBIE TIPEUMYIIIECTBA MO CPABHEHUIO C
ONTUMAJIbHOW MOAAEPXKMUBAIOIIEH Teparue.

*  6-MeCSTYHBIN KypC KOPTUKOCTEPOUJIOB MOXET
OBbITh MCMOJIb30BaH MOCJE JIOOOTO U3 NBYX
PEXMMOB Tepamnuu, KOTOPble MPUMEHSIINCH
B ONyOJMKOBAHHBIX MCCJEHOBAHUAX (CM.
Tab1. 26).

* Her nokazarenbcTB, YTOOBI MpeAIaraTh UCTMOJb-
30BaTh KOPTUKOCTEPOUIbI y MalmeHToB ¢ CKP
<50 ma/MuH.

* HMwmerwnivecs ucciaeaoBaHusl HE MO3BOJSIOT
JIaThb PEKOMEHAAIIMU O MPEANOYTUTETbHBIX
pexumax J103upoBaHus. B ncciaenoBaHusIX He
COOODIIIAeTCsT O CEPhE3HBIX TTOOOUYHBIX IPheK-
tax. OnHaKo B psific UCCIeNOBaHUM, Te MpH-
MEHSUTMCh aHAJIOTUYHbBIE PEXUMBI Teparuu y
nauuMeHToB ¢ apyrumu I'H, ObLIM OTMEUYeHBI
OoJsiee BuIpakeHHBbIE TTOOOUYHBIE 3DGHEKTH
Ha (GOHe TyJbC-Tepanuu BHICOKMMU J03aMU
KOPTUKOCTEPOMIOB, B TOM YMCJIE TUTIOTAIaMO-
runodr3apHO-HAIIOYeYHUKOBAsI HEAOCTATOY-
HOCTb 1 OCTPbI€ MUEJIOTIaTHH.

K HacTtosimemy BpeMeHu B HeckKoJibkux PKU
cpaBHMBaIN 3(POEKTUBHOCTh KOPTUKOCTEPOUIOB U
MMMYHOCYIIpECCaHTOB. B uccienoBaHnu, mpoBeacH-
HoM B Utanum [509], 6-MeCcsTIHBII KypC KOPTUKOCTE-
POUIIOB MIPUBOAMI K OoJiee TTyOOKOM KIMHUYECKOM
peMuccuu 3a00JIeBaHUST U YIYIIIEHUIO OTIaJeHHBIX
ucxonoB [512] mo cpaBHEHUIO ¢ TepaneBTUYECKUM
pexumoMm 0e3 mpuMeHeHus ctepouaoB. OqHaKoO B
3TOM UCCJIENOBAHUU JULLBL OKOJIO 15% manueHToB
nosydanu nAIT® na momeHT pannomuzamuu [509], n
KOHTpoJib AJl, IO COBpeMEHHbBIM CTaHAapTaM, He ObLT
ONTUMAaIBHBIM [513].

B 6osee noznnux PKU [510, 511, 514] k uAII®
JI00ABJISUTA TIPETHU30H U CPAaBHUBAIU C TPUMEHEHU-
eM ToJIbKOo UATTI®D. B uraibgaHCKOM HCCIIefOBAHUNA
[510] cpenneromoBoe cHmkeHne CK®P yMeHbIIMIOCH
¢ —6 mu/muH 1o —0,6 MJI/MUH, a B UCCIIEAOBAHUM,
npoBeaeHHOM B Kutae [511], mpolLieHT MaliMeHTOB C
yaBoenueM CKp cHusuics ¢ 24 1o 3% Ha ¢poHe Kop-
TUKOCTePOUIHOM Tepanu. OCHOBHBIM HEJOCTAaTKOM
oboux uccienoBaHuit 0610 TO, uTO U MATID, 1 BPA
OBbLIM OTMEHEHBI 32 MECSII 10 BKJIIOUEHUS B UCCIIe-
noBaHue, a 3aTeM MATID HazHavyaaIKch COBMECTHO C
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KOPTUKOCTEPOUIAMU B TPyIINe KOMOMHUPOBAHHOM
tepanuu. [ToaToMy B McClIeqOBaHUSI MOTJM OBITh
BKJTIOUE€HBI HEKOTOPBIE MAIIMEHTHI C HU3KUM PUCKOM
IIPOTPeCcCUPOBaHMs, Y KOTOPHIX ITpoTeunypust <1 r/
CYTKU MOTJia ObITh JOCTUTHYTA HA MOHOTEpaInuu
uAII®. Ente ofHUM NOTEHLUMATIBHO MCKAXAKIIUM
pe3yabTaThl (paKTOPOM OBILIIO TO, UTO B 00a MCCIIEa0-
BaHMsI BKJIIOYAJIUCh MTAllMEHTHI, paHee MoIyJyaBIlre
MMMYHOCYIIPECCUBHYIO Tepanuio. B amepukaHckom
HCCJIEIOBAHUM Y BCEX B3POC/IBIX MALIMEHTOB U IETE,
paHee nosyyaBiuux MAIID, TakxKe OTMEYEHO CHU-
KEHUHU MPOTEMHYPUU Ha (POHE KOPTHMKOCTEPOUIOB
(60 Mr/M? mpenHU30HA Yepe3 JeHb CO CHIKEHUEM
a0 30 mr/m? x 12 MecgauaM), HO yepe3 2 roja He
ObLIO BBISBJICHO PA3JIMYMiIl B COCTOSIHUM (DYHKIIMU
nouex [515].

B PKW, npoBenenHoM B AnoHuu, UCMob30oBa-
JINCh HU3KME M03bl KOPTUKOCTEPOUAOB (IIPEeAHU30H
20 MT/CYTKU CO CHUXKEHUEM 10 5 MT/CyTKU B T€UEHUE
2 JIeT), ¥ He ObLIO OTMEYEHO IOJIOXKUTEIbHOIO BJIMSI -
HUS Ha QYHKIUIO MMOYEK, HECMOTPSI HA CHUXEHUE
MIPOTEMHYPUU Ha (hOHE MPUMEHEHUS KOPTUKOCTE-
pounos [516].

B atux nccnenoBanmsix manmeHTsl ¢ UTAH u CK®
<50 ma/mMuH 1160 He BKIoYanuch [509, 515], nubo
BKJIIOYAJIMCh B HE3HAUUTEJIbHOM KojaudecTtBe [S511],
TaK 4TO B HACTOSIIIIEE BPeMSI HET TaHHBIX, KACAIOIIXCSI
POJIM KOPTUKOCTEPOUIOB B 3TOM TOIYJISIIIAMN.

Henasuwuit Metaananus [517] mokasai, 4To KOpTU-
KocTepouabl cHUXarT puck yasoeHuss CKp. OgHako
B 9TOM aHaJIM3¢ BKJIAI ABYX MccaenoBanuii [509, 518],
B KOTOPBIX IT0 COBPEMEHHBIM CTaHIapTaM He ObLI J0-
CTUTHYT ONITUMAJbHBIN aHTUIIPOTEUHYPUISCKUN 1
AHTUTUIIEPTEH3UBHBIN 3¢ deKT, coctaBui 85%. [1pu-
MeuaTesbHO, YTO ynoMmsiHyToe amepukanckoe PKU
y B3pocibIx 1 aeteil ¢ UTAH He BbISIBUIO pasinyuii
B JIOCTMXEHUW KOHEYHOM ToukM (>40% cHUXeHUs
CK®) Mexnay rpynmnaMy NalydeHTOB, MOIyJaloimx
tosibko MATI®, nAll® rutoc npeaHu3oH (60 mr/m?
yepe3 IeHb B TeYeHUe 3 MeCSIEeB, CO CHUKEHUEM J10
30 mMr/m? uepe3 geHb K 12 Mecsmam). OqHako He Bce
KOHEYHBIC TOYKM B 3TOM HCCJICAOBAHUM OBLIM J0-
CTUTHYTBI, TEM CAMBIM OHO HE 00J1aaJI0 JOCTATOUHOM
CTaTUCTUYECKOU CUJION TSI BBISIBJICHUS HEOOIBIITNX
pasuyduni.

Ta6nuua 26. PexxuuMbl NPUMEHEeHUs KOPTUKOCTEPOUA 0B y 60nbHbix UTAH

Cebinkm Pozzi C. et al. [509]

Manno C. et al. [510], Lv J. et al. [511]

Pexum bontocHble BBEAEHNS METUNNPELHN30M0HA N0
11 B/B B Te4eHune 3 aHeit — 1, 3 n 5-it mecaupl,

1 cTepombl BHYTPb — 0,5 MI/Kr NpefHN30Ha B

ANbTEePHNUPYIOLLIEM PEXMME B TeYeHIe 6 MecaLies

lMpeaHN30H BHYTPb B TeYEHNE 6 MeCsLEB B Hadarb-
Hom po3se 0,8—1 Mr/Kr/cyTkin B Te4eHue 2 MecsLeB
CO CHIDKEHMEM Ha 0,2 MI/KI/CyTKN eXXeMECAYHO B
TEYEHNE CrefyoLmnxX 4 Mecaues

WTAH — ummyHorno6ynuH-A-Hedponatus.
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PEKOMEHAALWU NO NPOBEAEHUIO

10.4.

10.4.1.

10.4.2.

10.4.3.

UCCJIEQOBAHUN

B rccrnenoBaHMsIX ¢ UCITOJB30BAHUEM UMMYHO-
CYIIPECCUBHBIX TIPerapaToB HEOOXOAUM CTPO-
M KOHTPOJIb Hall ypoBHeM A/l 1 npoBeneHue
AHTUIIPOTEUMHYPUUICECKOM Teparui. DTOT ITOIXO0.
OBLJT HETAaBHO MCHPOOOBAH B MCCAECIOBAHUU
STOP-IgAN [519]. HoBbie nmMmyHOCyTIpec-
CaHTHI (caMU Mo cebe MAM B KOMOWHALIMN)
nipu niposeneHun PKUW cienyer cpaBHUBATH ¢
«KOHTPOJIbHOM IpYIMITOif», MOJy4YarolIei TOJIbKO
KOPTUKOCTEPOUIBI.

Hmmynocynpeccuenvte npenapamot (uyuxaoghoc-
damuo, azamuonpun, MM®D, yuxaocnopun)
MbI npejjaraemM He NMPUMEHATh COYETAHHE
KOPTHKOCTEPOHIOB ¢ UKJIO(pochamMuaom uim
azaruonpuHom y nanuentos ¢ UTAH (3a uc-
KmouenueM ciaydyaeB UTAH ¢ moayayHusavu u
ObICTPONPOrpeCCHPYIONIMM CHIKEHHEM (DyHKIIH
noyek (cm. pekoMennammo 10.6.3) (2D).

MbI npejiaraeM He HCIOJb30BaTh MMMYHOCY-
npeccuBHbie npenapatsl y namueHToB ¢ CK®
<30 mui/mun Ha 1,73 M2, 32 HCKJTIOYEHHEM CJTy-
yaeB ITAH ¢ nostyiyHusivui 1 ObICTPOIIPOrpecCH-
pyIoIMM CHIKeHUueM (QyHKIMH noYeK (CM. paszen
10.6) (20).

MbI npenyiaraeM He ucnoab3oBatb MM® ajis
nevenusi UTAH (2C).

OBOCHOBAHUE

Mmeetcst oueHb HU3KAs CTEMEeHb 10Ka3aTesb-
HOCTHU, OCHOBaHHAasl Ha TaHHBIX €IMHCTBEH-
Horo PKHW y B3poCIbIX MALMEHTOB ¢ BHICOKUM
PHCKOM, B IOJIb3y NPUMEHEHUS] KOMOMHAIIMU
npeaHn30g0Ha (40 Mr/CyTKU CO CHUKEHUEM 0
10 Mr/cyTKU B TeueHue 2 jieT) 1 nukKiiodocda-
muaa (1,5 Mr/Kr/cyTku) B TeueHHe 3 MecsIleB
C TOCJIEIYIOIIMM Ha3HAYeHUEeM a3aTUOIpPUHA
(1,5 Mr/Kr/cyTku) B Te4eHHE KaK MUHUMYM
2 net. B taHHOM McciieoBaHUY TTOKa3aHa Jy4-
11ast MovYeyHasi BBKUBAEMOCTD 110 CPaBHEHUIO
C KOHTPOJIbHOM TPYIMON y criennagibHO OTO-
OpaHHON MOMYJIAIIMY TAallUeHTOB.

He nmeercs 1ocTaTOuHbBIX 10Ka3aTeNbCTB, YTO
KaKue-I1100 UMMYHOCYTIPECCUBHBIE TTPETNapaThl
TMOMUMO CTEPOUJIOB, UCMOJIb3yeMble B KAUeCTBE
Teparnuu MepBoi IMHUN, UMEIOT IIPEUMYIIIECTBA
repes CTepouaaMu WK XOTsI Obl CPAaBHUMBI C
HUMU.

O1leHKa COOTHOLIEHHNSI «PUCK/TIOJIb3a» B 3HAUM -
TeJIbHOI Mepe 3aBUCUT OT MOTEHIIMATIbHBIX CEPb-
€3HBIX TTOOOYHBIX 3(h(PHEKTOB ITUX MPeIapaToB.
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HecmoTpst Ha maHHbIe peTPOCTIEKTUBHBIX UCCIEI0-
Banuii ipu UTAH, momnepxuBaroniyx ncroab30BaHue
HECTEPOUTHON MMMYHOCYITPECCUBHO TepaItiu, JINIIh
HeMHorue PKW npoaeMoHCcTprpoBaiu penumylliecTBa
takoro noaxona. B PKU ¢ npuMeHeHueM KOPTUKO-
CTepOUI0B B KOMOMHALIMU ¢ LUKJIohochaMuaoM U
MMOCEIYIONINM Ha3HaYeHUEeM a3aTUONpUHA ObLIN
BKJIIOYEHBI CIIEIIMaIbHO OTOOpPaHHBIC MALlMEHTHI C
CKp >1,47—-2,83 mr/an (>130—250 MKkMoub/IT), C
nosbiieHueM CKp 1o 15% B TeyeHue MOCIEIHErO
roja U ¢ UCXOOHOM mporeunypueit 3,9 + 0.8 u 4,6 +
0,4 r/nn B 1Ie4eOHOI U KOHTPOJIBHOM rpyTIax COOTBET-
CTBEHHO. B rpyrrie jieueHust JOCTUTHYTbI CHUXEHUE
MPOTENHYPUU, 4-KpaTHOE 3aMeJIeHUE CHUKCHMUS
MOYeYHON (PYHKIIMM ¥ 3HAYMTEILHO JTydIIas ToYedHast
BBIKMBAaeMOCTb (72%-Hast 5-JIETHSISI BBKUBAEMOCTh
MO CpaBHEHUIO ¢ 6%-HOI B KOHTPOJBHOM TpyIIe,
p=0,006). IMetoTcst orpaHUUYEHUS B UHTEPIIPETALIUKA
STHUX JAaHHBIX: 1) B MCClIeAOBAaHUU HEe OBLIO IPYIIIIHI,
MOJTy4YaBIIeii MOHOTEPAITUIO CTEPOUIAMU, 2) UCITOIb-
3oBaHue 010Kaabl PAC He ObLIO IeTaau3upoOBaHO, HO
Teparnuio IpernapaTaMy 3TOM IPYIIIbl HE HAYMHAIU
rocJsie BKII0UeHUs 00JbHBIX B CClIeOBaHUE, 3) apTe-
pUaIbHOE JIaBJIEHNE B TeUEHME Mepro/ia HAOII0IeHUS
ObLIO BBIIIIE, YEM 3TO PEKOMEHIYETCS] B HACTOSIIIIEE
BpeMsI.

B nByx PKU, cpaBHuBaromux mukiodochaMu,
IUTIUPUAAMON M BaphapuH ¢ KOHTPOJEM, He ObLIO
oOHapyxXeHo npeumyiiecTB Tepanuu [520, 521].
YuutsiBas 3TU pe3yabTaThl U MOTEHIIMATbHBIA PUCK
OCJIOXKHEHMIA, Mbl HE PEKOMEHIYeM HCIIOJIb30BaHUE
MOHOTEpANH MUKI0GochaMUIOM.

Azamuonpun

B n1ByX KIMHUYECKUX MCCIENOBAHUSIX, B OTHOM Y
JeTeil 1 B OMHOM Yy B3pOCJbIX U IeTeil, nccaenoBaiu
MPUMEHEHNE a3aTUOINPUHA U KOPTUKOCTEPOUIOB
y MAlUEHTOB C cOXpaHHOU (pyHKuMel mouek. Uc-
ClIeI0BaHMUSI MOKa3alu YMEHbIIEHWE BbIPaXKEHHOCTHU
XPOHUYECKOTO MOBPEXKICHUS 0 CPAaBHEHUIO C KOH-
TPOJILHOH TPYINON MO JaHHBIM MOBTOPHBIX OMOINCUT
[483, 522]. bbuto mokazaHo, YTO MOHOTEpAIus cTe-
pOMIaMU CIOCOOCTBYET COXpaHEHUIO (DYHKIIMU TTOYEK
(mocTOBEepHBII CyppOraTHBIN MapKep YMEHbBIIIECHUS 10~
YEYHOTro IMOBPEXAeHM). B HemaBHeM uccaenoBaHUM
y naureHToB ¢ UTAH [523] nobGaBneHue HU3KUX 103
a3aTUOTIPMHA B TeUeHUE 6 MecsIeB He YBEIUIMBAIIO
3((HEKTUBHOCTh KOPTUKOCTEPOUIOB, HO 1 HE IMOBHI-
11aJI0 PUCK Pa3BUTHS TOOOYHBIX 3(PPEKTOB.

B uccnenoBanuu, BkaovaroiieM 80 mereit ¢ Briep-
BeIe nuarHoctupoBaHHoii MTAH [524], cpaBHMBamm
9(hGEeKTUBHOCTh KOMOWHALIMY MPEIHU30JI0Ha, a3a-
TUONpPUHA, BapbapuHa U AUITMPUIAMOJIa C MOHO-
Teparnueit mpenHuzoaoHoM. [ToaHas pemuccust mpo-
terHypuu (<0,1 r/M2/cyTku) otmeueHa y 36 (92,3%)
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13 39 maumMeHTOB, MOJYyYaBIIMX KOMOMHUPOBAHHYIO
tepanuio, u'y 29 (74,4%) u3 39, monydaBIIUX TOJBKO
npeaHu30i0H (p = 0,007). HaGmromanuch moO0YHbIE
3¢ deKThI Tepanuu, BKII0Yas JeHKOIIEHHIO, IIIayKOMY
1 acenTuieckKue HeKpo3bl. [TporeHT cKIepo3nupoBaH-
HBIX KIIyOOUKOB OCTaJICS MPEKHUM Y MallUeHTOB, T10-
Jy4aBIIMX KOMOWHAIIMIO MperapaToB, U YBETUIMIICS
B TpymiIie npeanu3onona. CyMMUpys JaHHBIE 3TUX
WCCIeIOBaHUM, MBI He TIpejiaraeM 00aBiIsiTh aza-
TUOMPHUH K KOpTUKOCcTepouaam npu ieuenun MTAH.

B PKW, cpaBHMBaILEM JeueHUE KOPTUKOCTE-
poMIaMU B COUYETAHMU C a3aTHOIPUHOM B TeUCHME
6 MecdlLeB ¢ MOHOTepAIueil KOPTUKOCTEPOUIaAMU
y 207 manuentoB ¢ UTAH, ypoBaem CKp <2.0 r/mn
(2177 mxMob/1) U TipoTeuHypueit >1 r/1, K KOHILY
repuoaa HabIoIeHUS, B cpeaHeM B TeueHue 4,9 roaa,
50%-noe noBbimieHne CKp mo cpaBHEeHUIO ¢ MC-
XOIHBIM Hab01a710Ch Y 13% GObHBIX B TPYITIIE KOM-
OMHHUPOBAHHOTO JieueHUs U Yy 11% GOJIbHBIX B TPYIIITEe
moHoTtepanuu (p = 0,83). Bo3neiicTBre Ha MpOTENHY -
PUIO U S-JIETHSSI KyMYJISITUBHAST BBLKBAEMOCTD TAKXKe
ObLIM CXOOHBIMU B 00eux rpymimax (88% npotus 89%;
p=10,83). CBsi3aHHbIE C JIeYeHrEeM IT0O0YHbIE 3P PeK-
THI Yallle HaOII0AaINCh B TPYIIIIe KOMOMHUPOBAHHOM
tepanuu (17%) 1o cpaBHEHMIO C TPYIIO MOHOTEpa-
mu (6%; p=0,01). Takum 06pa3om, B JaHHOM HCCJie-
JIOBaHUU TePaItusi a3aTHONTPUHOM B TeUeHUE 6 MecsI1IeB
He moBbIana 3(h(GEeKTUBHOCTh KOPTUKOCTEPOUIOB,
HO YBSIMYMBAJIA YaCTOTY ITOOOYHBIX 3 PeKTOoB [523].

MMD

Hanubie PKW, B KOTOpbIX U3yyaJoCh MpUMe-
Henne MM® npu neuennu MUTAH, pasnuyarorcs.
B nccnenoBanum, mpoBeneHHOM B benbprum [525],
cpaBHuBai1 MM® B o3¢ 2 I/CyTKH B TeueHUe 3 JIeT
U TUTane6o0 B TpyIine u3 34 malreHTOB CO CPETHUM MC-
XOIHBIM KJIMPeHCOM MHyauHa 70 Ma/MuH Ha 1,73 m?
u TipoteuHypueit 1,8 r/cyTku. Paznuunii B CHIDKeHUM
MPOTEUHYPUM U TIpenoTBpaineHun cHipkeHuss CK®
He HaiineHo. ToYHO Tak Xe B CeBepO-aMepPUKaHCKOM
uccienoBaHuu [482] He oOOHapYKEeHO pa3Inunil MeXIy
MM®O® B 103€ 2 r/CyTKH, IPUMEHSIBIIEMCS B T€UEHUE
ronga, u 1ane6o y 32 manueHToB ¢ ncxogHoit CKd
40 mu1/MuH Ha 1,73 M2 1 IpoTeMHypHUeit 2,7 T/CyTKH,
npu 0oJiee yeM 24-MeCsITYHOM Teproae HaOJIoACHMS.
Hamportus, B nccieqoBanuu, poseaeHHoM B Kurae
y 40 manueHToB co cpenHeit ncxomHoit CK® 72 mi/
MMH Ha 1,73 M? 1 cpeHeit mpotenHypueii 1,8 r/cyTku,
00HapyXeHO 3HAUMTEJbHOE CHIDKEHUE MTPOTEUHYPUU
npu npuMeHeHurn MM® B TeueHue 18 mecsiieB 1o
CpaBHEHUIO C 6 MecslaMU Tepanuu B KOHTPOJbHOM
rpyrre [526]. 6-leTHee HAOTIOIEHUE TTOKA3AJI0 YITyd-
ILIEHKME MOYEYHOM BBKMBAEMOCTU B 3TOM XK€ KOTOPTE
00bHBIX [527]. B aTuX ccnenoBaHMsIX HE TIPUMEHSI -
JINCh KOPTUKOCTEPOUIbI, U BCE MALMEHThI NOJIyJYaIu
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tepanuio MATI®. Pe3ynbraThl BBIIEMTPUBEISHHBIX
HCCIeI0BAHUMI CIMIIKOM HEOTHOPOAHBI, YTOOBI IMPE/I -
JlaraTh Mcnosib3oBaHrne MM® B HacTosiee BpeMs.
ITpyrurHBI TEeTEePOreHHOCTU MCXOAO0B TPEOYIOT Nalb-
HEUIIMX UCCIEN0BAHUN, OTIPEACTICHHBIN BKIAI MOTYT
BHOCHUTb 3THUYECKHUE PAZTUYMST MEXKLY MOIYJISILIUSIMUA
MAalMEHTOB U PA3JINYMs B KOHIIEHTPAIIUU TIPENapaToB
B KpoBH. IIprMeyaTesbHO, YTO B PETPOCIEKTUBHOM
KOTOPTHOM UCCJIEIOBAHNU Y MTAIITMEHTOB, MOJTYYaBIINX
MM®, orMeyeHa BO3MOXHOCTb OTCPOYEHHOTO pa3-
BUTUSI Tsikesioil mHeBMoHUM [528]. TloTeH1ma bHbIe
no6ouHbIe 3PMEKTHI TIPU UCITONb30BaHUN MM® n
reTepOTeHHOCTh UCXO/IOB B MMEIOIIMXCS UCCTIeIoBa-
HUSX TpeOYIOT MPOBEAEHMSI XOPOIIO BbIITOJHEHHbBIX
MCCJIEIOBAHUI, TIPEXEe YeM 3TOT IMpernapaT MOXeT
OBbITh PEKOMEHI0BaH KaK Tepanus MepBOi JIUHUU.

Cmepouo-pe3ucmenmuocmo

OcTraeTcst HesSICHBIM, KaKOBBI JOJDKHBI OBITh MOJI-
XOIBI K IMalleHTaM, He OTBEUYAIOIINM Ha ONITUMAJIEHYIO
AHTUTUIIEPTEH3UBHYIO U aHTUIIPOTEMHYPUUIECKYIO
Teparnuio ¢ 1o0aBIeHEeM KOPTUKOCTEPOUIOB, HE TIPO-
BOAMJIOCH cOOTBeTCTBYOIIMX PKH.

PEKOMEHAALU NO NPOBEAEHUIO
UCCJIEQOBAHUA

*  HeobOxonumo nposeaenue PKU nis cpaBHeHUS
MM® 1 KOPTUKOCTEPOUIOB C MOHOTEpaIeit
KOPTUKOCTEpOUIAMU Y MallMEHTOB, IOJY-
YaIOIIMX ONTUMAJIbHYIO aHTTUIIEPTCH3UBHYIO
M aHTUIIPOTEMHYPHUYIECKYIO TePaIIHIO.

*  Heobxonumo nnpoenenue PKH miist uccnenona-
HUs cpaBHUTEIbHOM 3(pdexkTuBHOCT MM®D y
MMaIeHTOB a3MaTCKOTO ¥ €BPOTICOMITHOTO ITPO-
HMCXOXKICHMS, BKIII0UYasi OLICHKY KOHIIEHTpalu1
Ipernapara 1 ero MeTaboJIUTOB.

10.5.  Jlpyeue udol aeuenus
10.5.1. IlpuveneHue pbIObEro Kupa
10.5.1.1. MsI npenjiaraeM HCNOJIb30BATH PbI-
omii xup nasa geveans UTAH npu
NepCUCTUPOBAHUM NMPOTEHHYPUH
>1 r/cyTKu, HecMOTps Ha 3—6-Me-
CSYHOE ONTHMAJbHOE MOAJEpPKHU-
Baomiee Jieyenue (BKmovas HAIID
i BPA 1 KOHTPOJIb apTeprabHOTO
nasiyienus) (2D).

NMPEANOCDLIJIKHN

JloGaBieHre K JIeUEHUIO PHIOLErO KUpa OKa3bl-
BaJIO psifi OiaronpusiTHbIX 3¢h(HeKTOB Ha CEPACUHO-
COCYIMCTYIO CHCTEeMY, BKJIIO4asi CHUXKEHUE CHUCTO-
JINYECKOT0 apTepuaJbHOTO IaBJIeHUS U YPOBHS
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TPUTIIMLIEPUIOB, YMEHBIICHNE YaCTOThI CEPACTHBIX
COKpaIlleHUI, YIy4IIeHUEe CO CTOPOHBI HEKOTOPHBIX
MapKepOoB SHAOTETNATBHOTO MOBPEXIACHUS U YMEHb-
IIeHMe pUCKa BHE3AITHOM CEPAeYHOM CMEPTH y TaLlM -
€HTOB C YCTAHOBJICHHOW KOPOHApHOW MAaTOJOTUEH.
B neckonbkux PKUW usyyanu 3¢p@HeKTUBHOCTD MpU-
MeHeHMs1 priObero xupa nmpu UTAH.

OBOCHOBAHME

* HMmeercs B OCHOBHOM HM3Kasl CTEINEeHb J0Ka-
3aTeJIbHOCTU, YTOOBI MpeaiaraTb IpuMeHeHue
pbiOobero xupa y nmanuentoB ¢ MTAH, Ho pe-
synbrathl PKU, ollgHMBaBIIMX 3TOT BUJ Tepa-
MU, TPOTUBOPEUUBEI. TeM He MeHee, YIUThIBasI
HUBKUI PUCK Y ITOTEHLIMATbHOE OJ1aroNpusITHOE
BO3/IEMICTBHE HA CEPIEUYHO-COCYIUCTYIO CUCTE-
MY, PBIOMIA XXUP MOXHO CUUTAThb JOCTATOYHO
0e30IMacHbBIM JICUEHUEM.

B uccienosanuu, BkiroyaomieM 106 mauueHToOB,
puMeHeHune peiobero xupa (12 r/cyTkn) yaydiiano
MOYEYHYIO BBKMBAEMOCTb U 3aMEISIIIO CKOPOCTh IO~
TepU TOYETHOM (DYHKIINM O3 3HAUMMOTO BJIUSTHUS Ha
ypoBeHb npoTenHypuu [529]. IIpuMeyaTeabHO, YTO
HUCXObl B KOHTPOJIBbHOM I'PYIIIIE, MOJIy4yaBLIECH OJIUB-
KoBoe Macyo 12 r/cyTku, ObUTN XyxXe (KyMyJIsITUBHAs
yacToTa HeOJaroNmpUsITHBIX UCXOMO0B — CMEPTU WU
TXITH — nocie 4 ner HadmoneHus cocrasiusia 10%
B IpyIIle, MojayJyaBiieil peiovit xup, u 40% B KOH-
TpoJibHO¥ Tpy1ine). [1pu 6oiee AIUTeTbHOM NEPUoIe
HaOJoneHUsT OJIaTONMpPUITHOE BIMSIHUE PbIObEro
JKMpa B JTaHHOM MCCJIEIOBAaHUU ObLIO MOATBEPXKIE-
Ho [530]. B npyrom PKH y 34 maiimeHTOB Moka3aHo
OraronpusiTHOE BIWsIHUE pbIObeTo xkupa (3 1/cyTKn)
B OTHOILIEHUHU IBYX KOHEUHBIX Touek: puck TXITH,
u >50% noseimenue CKp [531]. B atoM uccieno-
BaHUU PBHIOUI XUP 3HAUUTEJbHO CHUXaJ YPOBEHb
nporenHypun. B koporkom PKHW (6 mecsneB) Ha-
0101aJI0Ch 3HAYUTEIbHOE CHUXXEHNE TPOTEeUHYPUN
y MaLMeHTOB, JIeUeHHbIX KoMOuHaLueir nuAII® u
BPA B coueTanuu ¢ peiobuM xupom (3 r/cyTku), 1o
CPaBHEHWUIO C KOHTPOJBbHOM IPYNIION, MoaydyaBlleit
Tobk0 UATI® u BPA (mauueHTBhl CO CHUXXKEHUEM
npoterHypuu >50% coctaBuiu 80 n 20% cooTseT-
CTBeHHO) [532].

B npoTuBONOI0XKHOCTh 3TUM MCCIECIOBAHUSIM B
npyrux PKHW He ymanoch mokasaTh 3HAUMMOTO T10-
JIOXKUTENbHOTO 3 deKTa JeueHUs] pbIObUM XUPOM
[533, 534]. Omua MeTaaHanus [535] mokasaj, 94To mpu-
MeHeHHUe prIobero xkupa HeahdekTruBHo npu MTAH,
TOTga Kak OPyroil MeTaaHajlu3, 00beAMHUBIINMA
KJIMHu4Yeckue ucciaenosanus npu MIAH, nquabere,
BOJJYAHOUYHOM HedpPUTE U APYrUX TIIOMEPYJISIPHBIX
0oJie3HsIX, TTOKa3aja 0osiee 3HAUMTEIbHOE CHUKEHUE
TPOTEUHYPHUH y TTAITMEHTOB, TTOJTyYaBIIINX JICUCHHE PHI-
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ObUM XUPOM, HO 0€3 UBMEHEHUI CO CTOPOHBI (hyHK-
uuu nouyek [536]. B nemasuem PKM cpaBHMBanach
Tepanusi crepouaamu (33 maimeHTa), pplobUM XKUPOM
(4 r/cytku, 32 maumeHTa) u riameo6o (31 mamueHT) B
teuenue 2 yiet [515]. Hu B ogHO# U3 TpyIin jedyeHus
He MOJIy4eHO MPEUMYIIECTB MO0 CPABHEHMUIO C I1a11e0o0.
Hy>xHo yuecTp, 4TO MallMeHThI, BKJIIOUEHHBIE B TPYTITY
ane6o, UMeJId CTaTUCTUYECKU 3HAUMMO 0oJiee HU3-
KU yPOBEHb MPOTEMHYPUY HA MOMEHT BKJTIOUEHMUST B
HccenoBaHue.

ITpu nonbiTKe OOBSICHUTD 3TU MPOTUBOPEUMBBIE
pe3yabTaThl HEKOTOPbIE aBTOPBI MPEATOJOXWIN, YTO
addexT Tepanuu prIOBUM XHUPOM Y TTAlIMEHTOB C
HNTAH moxeT OBITh m0303aBUCUMBIM [537]. OmHAKo
B €Ille OJTHOM TIPOCIIEKTUBHOM MCCJIEIOBAHNM OBLIO
MoKa3aHo, 4YTo Bbicokue (6,7 r/cyTku) u Huszkue (3,3 r/
CYTKU) 103bI PHIOBETO KMPa OKA3bIBAJIU OIMHAKOBbI
9 deKT B OTHOIIEHUY 3aMeIJIEHUsI CKOPOCTU CHUKE-
Hus hyHkuMK novek y nanueHToB ¢ UTAH Beicokoro
pucka [538]. B HacTos1ee BpeMs1 HET JOKa3aTeAbCTB,
MOAJACPKUBAIOLIMX TPUMEHEHKE BHICOKUX 03 PhIObe-
ro xupa npu UTAH.

MpblI nipenjiaraeM paccMOTPETh BOBMOXKHOCTb ITPU-
MEHEHUSsT prIObero Xxupa (3,3 r/CyTKu) Ipu JIeYeHU N
WTAH ¢ nepcuctupymolieit npotenHypueii >1 r/cyTku,
HECMOTPST Ha 3—6-MeCSTUHYI0 ONTUMU3UPOBAHHYIO
MoJIepKUBaolLyIo Tepanuio (Bkiouas MAIID unu
BPA 1 xoHTpoab Han ypoBHeM AJl).

PEKOMEHAALLAU NO NPOBEAEHUIO
UCCNEQOBAHUA

* Heo0xonumo npoBeneHre PKU mist uzyyeHust
MNPUMEHEHHUST PhIObETo XUpa y MalUeHTOB C
HTAH, coxpaHHoIi hyHKIIME TOYeK U CO CTOM -
KOI 3HAYUTEIbHON MPOTEUHYPUE, HECMOTPS
Ha ONTHUMAaJIbHYIO aHTUTUIEPTEH3UBHYIO U
AHTUNPOTEMHYPUUECKYIO TEPATTHIO.

10.5.2. [de3arperantbl
10.5.2.1. MbI npeajiaraeM He MCIOJIb30BATh
nmesarperanThl 1s Jedennss UTAH
20).

OBOCHOBAHME

* HmeeTcs HM3Kas CTETIeHb JOKA3aTeIbHOCTH,
4YTOOBI HE PEKOMEHIOBATh MCITOJb30BAHME
AHTUTPOMOOLIMTAPHBIX IpelapaToB MpU
WTAH.

Meraananus [539], ocHOBaHHBINM Ha CEMU MC-
CJIeIOBAHUSIX, OOJIBIIMHCTBO M3 KOTOPBIX BHIMOJIHE-
HO B SlmoHMM, TOKa3aj, YTO aHTUTPOMOOIIMTAapHas
Tepanusi CHUXKAET MPOTEUHYPUIO U COXPaHSET MO-
YEeYHYI0 (QDYHKIMIO Yy MALMEHTOB CO CPEIHETSIKEION
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u tskenoit UTAH. OgHako nMeroTesl CyleCTBEeHHbBIE
OrpaHUYEHUSI B TOKA3aTEIbHOCTU 3TOTO METaaHAIN3a
13-3a CyOONTUMATBHOTO KaueCTBa BOUIEAIINX B HETO
KOHTPOJIMPYEMbIX UCCIeI0BaHUi. BaxHo, uTo addekT
OT aHTUTPOMOOIIUTAPHBIX ITPEMTAPATOB HE MOXKET ObITh
OLIEHEH caM 10 cebe, MOCKOJbKY MallueHThI ToJyJdain
JPYTYIO COMYTCTBYIOIYIO Tepamnuio. Tak, B Tpex uc-
CJIEJIOBAHUSIX IPyIINa IeYeHUs] U KOHTPOJIbHAS IPpyIITa
TIOJTyYaJId APYTHE MpenapaThl, BKJII04ast IUTOCTATUKH,
CTEPOMIIbI, AHTUTUTIEPTEH3UBHBIE TTPETIapaThl U aHTHU-
KOaryJisiHThl. B Tpex npyrux mcciieoBaHUSIX TPYITITbI
JIeUeHUsI oJTyJaiy BapdapyrH (B ABYX MUCCIETOBAHUSIX)
M acrUpuH (B OHOM MCCJIEIOBAHNM) B IOTIOJTHEHUE
K aHTUTPOMOOUMTAPHBIM Tpernaparam (AUNupuaa-
Mony). Junupunamorn siBjisieTcss HauboJiee 4yacTo
KCTIOJb3YeMbIM aHTUTPOMOOIIUTAPHBIM MperapaToM
(mATh MccenoBaHUi), fajiee CAeayoT TPUMETa3uanH
u au3asen (1Mo OJHOMY UCCIeIOBaHUIO).

PEKOMEHAOALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

* Heobxomumo TpoBeaeHNE MHOTOILIEHTPOBBIX
PKMU nj1s1 oieHKY poiv aHTUTPOMOOLIUTApHO
tepanuu ipu UTAH.

10.5.3. Tonsuwnnakromus
10.5.3.1. MbsI npeajiaraeM He NPOBOAUTH TOH-
3mukTomuio npu UTAH (2C).

OBOCHOBAHME

* HMmMeercst HU3Kas CTENEeHb TOKa3aTEeIbHOCTH,
YTOOBI TIpeIJIaraTh He UCIIOJIb30BaTh TOH3WILI-
skToMuio B JeueHun MUTAH. He Gb110 npoBe-
neHo PKH, kacarolmxcst TOH3WUISKTOMUY MPU
HTAH.

TOH3MUIPKTOMMSI MOXKET OBITh ITOKa3aHa Ialy-
entam ¢ UTAH B pamMkax oO1IenpuHSITONH MTPakKTUKH,
HaIlpuMep Mpu PeUUAMBUPYIONIEM OaKTepHaTbHOM
TOH3WLINTE. PelieHre o BBIMOTHEHUN TOH3WIUISK-
TOMMU Yy 0COOOI TPYIIIHI NALIMEHTOB C TECHOI B3au-
MOCBSI3bIO MEKAY IMapOKCU3MaMM MaKporeMaTypuu
¥ TOH3UJUIMTOM JOJIKHO OMMPAThCs Ha KIMHUYECKOE
cyxnmeHne. JIMIIb peTPOCIIEKTUBHBIC UCCICHOBAHMS
[540, 541] 1 Bcero ogHO HEPAHIOMU3UPOBAHHOE UC-
cnenoBanue [542] CBUAETETBCTBYIOT 00 YIy4IIEeHUN
ucxonos UTAH mociae ToH3wmIdKkToMun. B aTtmx
HMCCIIeIOBAHUSIX TOH3WIISKTOMMS YacTO COUYETaach
C IPYIrMM — IPEUMYIIECTBEHHO UMMYHOCYIIPECCUB-
HBIM — jiedeHneM [540—542], Tak uro cneumduueckast
pOJIb TOH3WJUISKTOMUM HE Bcerga odyeBuaHa. boiee
TOTO, B APYTUX PETPOCTIEKTUBHBIX CEPUIX MPEUMY-
IIECTBAa BBIMOJIHEHUS TOH3UUISKTOMUM OTMEYEHDI
He ObuTH [543].
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PEKOMEHAALAU NO NPOBEAEHUIO
UCCNIEQOBAHUA

* Heo0xomumo mpoBeaeHNEe MHOTOLIEHTPOBBIX
PKM nnis1 olilgHKM POy TOH3WISKTOMUM MPU
WUTAH.

10.6. Amunuunvte hopmot HIAH
10.6.1. BMMU c me3anruanbabivu geno3utamu UT-A.
10.6.1.1. Y manueHTOB ¢ He(PPOTHIECKUM

CHHIPOMOM M THCTOJIOTHYECKUMH
npusHakamu BMMU ¢ me3anrnajbHbi-
mu aeno3uramu UT'-A npu ouoncun
MOYKH MbI PeKOMEH/IyeM NMPOBOIUTH
Jeyenue, kak npu BMMU (cm. maBy 5)
(2B).

NMPEANOCDLIJIKHN

IMTauuenter ¢ UTAH moryTt nebroTtupoBaTh Mpo-
TeuHypureit HepOTUUECKOTO YPOBHS (>3,5 I/CyTKN),
YTO MpeaBellaeT HEOIaronpUusITHbINA MPOTHO3, €CJIU
Takasi IPOTEUHYPUST COXPAHSIETCS U B JaJIbHEHIIIEM.
OnHako TUMTMYHBIE COCTABIISIIOLINE MTOJIHOTO Hedpo-
TUYECKOTO CUHApPOMA (OTEKU, TUITOATbOYMUHEMUS,
TUTIEPIUTIUAEMUSI) BCTPEUaoTCsl peako. B oTnens-
HBIX CIydasix y NMalMeHTOB ¢ HEPPOTUUECKUM CUH-
JIPOMOM TPU OWOIICUU BBISIBISIIOTCSI MUHUMAJIBHBIE
TJIOMEPYJISIPHBIE M3MEHEHUS 110 JaHHBIM CBETOBOM
MUKpOCKONuHU, 1 hy3HOe pacruiacThIBAHUE HOXEK
MOJOIIMTOB IO TaHHBIM JIEKTPOHHOU MUKPOCKOITUHU
U nipeobsnaganue neno3utoB UI-A B Me3aHruu npu
ummMmyHodmoopecueHuuu. [Ipeamnonaraercs, 4to y
TakuxX OOJIbHBIX UMEET MECTO COYETaHUEe IBYX TJIO-
MepyIsIpHbIX 3a0oeBaHuii (MU ¢ HedpoTUUuecKUM
cuHapomom u UTAH).

OBOCHOBAHME

*  HMeeTcst oueHb HU3KAS CTEMEHb T0Ka3aTebHO-
CTU, YTOOBI PEKOMEHIOBATh IIPOBOIUTD JICUCHHUE
MalreHTaM ¢ He(PPOTUISCKUM CUHAPOMOM U
OOHOBPEMEHHBIMU MOP(OIOTMYECKUMU MPHU-
sHakamu BMUW u UTAH no cxemaMm, aHaaormny-
HBIM cxemam JieueHust bBMU.

B Heckoabkux ucciaenoBaHusx [544, 545] ObL10
OITMCaHO OBICTPOE Pa3BUTUE ITOTHBIX PEMUCCUI MTOCIIE
KOPTUKOCTEPOUTHOM Teparuu y O0JIbIIMHCTBA MLy -
€HTOB ¢ He(POTUIECKUM CUHAPOMOM U MOP(OJIOrH-
yecKuM nuarHo3oM couetanuss bMU u UTAH. Takoit
OTBET Ha WHUIIMAJBbHYIO TepaITiio U ITOCIeAyolIee
KIIMHUYECKOe TeUeHHe ¢ JacThiIMM peumamBamMu HC
OYECHb HAalIOMMHAET TeYeHre 3a00JIeBaHs Y TTallMeH -
TOB ¢ «anctoii» BMW. PKUW y mantmentoB ¢ UTAH n
HepPOTUUECKOM TPOTENHYpHUeii [ 546] TakKe IoKa3aio
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BBICOKU I IIPOLIEHT IMOJIHBIX PEMUCCUI Y TALIUEHTOB C
MOJOOHBIMU XapaKTEPUCTUKAMM.

10.6.2. OIIII, acconunpoBaHHOE C MAKpOreMaTypHeii

10.6.2.1. BpInoJHATH NOBTOPHYIO OMONCHIO
nouku y namenTos ¢ ITAH u OIIII,
aCCOIMUPOBAHHBIM C MaKporema-
TypHuei, ecam depe3 5 nHeil mocJe
HAYaJja CHUXKEHUS MOYEeYHO# (PYHK-
UM He HACTYNAaeT yjaydmeHus (HeT
CTeneHn).

10.6.2.2. Mpbl npejajaraemM NpoOBOJMTH MO/ -
nepxupaomyio Tepanui OIIII
npu UTAH, ecau npu Ouomncum,
BBINIOJIHEHHOW BO BpeMs 3MHU30a
MaKporeMaTypuu, UMeIOTCS TOJIbKO
rucrosiornyeckue npuznaku OKH c
SPUTPOUUTAPHBIMHU IMJIMHAPAMH B
npocBete KaHajbies (2C).

NPEAMNOCDBIJIKA

Dnu304b6 MakKporeMaTypuu, CONYyTCTBYIOIINE
UHOEKIUSIM CITU3UCTBIX 000JI09eK (OOBIYHO BEPXHUX
IbIXaTeJNbHBIX MyTeil), TunudHbl st UTAH. Ma-
KporeMaTypusi OObIYHO pa3peliaeTcsi CIIOHTAHHO B
TeYeHME HECKOJIbKUX JHEM, HO B HEKOTOPBIX CIydasix
OHAa MOXET IePCUCTUPOBATh B T€UYCHNE HECKOIbKUX
Henenb [547]. Pazpurue OIIII Bo BpeMs anu3ona Ma-
KporeMaTypruM BCTPEYaeTCsI peaKo, HO MOXET OBITh
nepBbIM nposiBieHueM MTAH y yacTu maumeHToB.

OBOCHOBAHME

* OKH wu sputponurapHbie UMIWHAPH B TIPO-
CBETE KaHAJIbLIEB SIBJISIIOTCS HauboJ1ee YaCThIMU
MOPGhOJOTMYSCKUMU HAXOAKAMU TIPU BBITIOJ-
HeHMu ouoricur nouku y 6oaeHbIx ¢ OITIT Ha
¢oHe anu3ona makporemarypuu rnpu MTAH.

*  DyHKUMS ITOYEK OOBIYHO, HO HE BCEraa, BOC-
CTaHABJIMBAETCS MTOC/E NCYE3HOBEHUST MaKpO-
reMaTypuu.

* buoncusg mouyku mo3pojseT audhepeHInpo-
BaTb KaHaJIbLIEBbIEC MOBPEXICHUS U OKKIIO3UI0
KaHaJIbIIEB SpUTPOLIMTAPHBIMY LIWJIUHAPAMU OT
moyyayHHoro BapuanTta teueHuss MUTAH unm
npyrux npuuuH OTIIT.

buoncust moyku, BEIMOJIHEHHAs BO BpeMsI 313012

MaKporeMaTypuu, 0ObIYHO BBISIBJISIET ME3aHTUAIbHYIO
npoaurdepalnio U eIMHUYHbIE CETMEHTapHbIEC MOTY-
nyHus [549]. B tex ciyuasx, koraa OITIT Bo3HuKaeT
BO BpeMs 3MM30/1a MAaKpOreMaTypyu, INIOMEPYJIsSIpHbIE
U3MEHEHUSI OOBbIYHO HEAOCTATOUYHBI I OOBSICHE-
ausg OIIII. TemaTtypus cama 1o cedbe MOXKeT OBITh
npuunHoit OITII 3a cyeT KaHAJIBLIEBOTO MOBPEXKIL-
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HUSI, BBI3BAHHOTO 3PUTPOIMTAPHBIMU LIUJIUHIPAMU
U BO3MOXXHBIM HEPPOTOKCUYHBIM 3((HEKTOM TeMO-
rJI00MHA, BBICBOOOKIAIOIIETOCS U3 3TUX LIAJINHIPOB.
IMTpusnaku OKH u KaHaiblbl, 3aMIO0JHEHHBIE Kpac-
HBIMU KPOBSIHBIMU KJIETKAMU, SIBJISIIOTCSI HanboJiee
XapaKTepHbIMU TMCTOJOTUYECKUMU HAaXOJAKaMMU.
YV GosblMHCTBA MAIMEHTOB (DYHKIIUS TOYEK BO3Bpa-
IIaeTcs K UCXOAHOMY YPOBHIO TOCJIE MCUE3HOBEHMS
MakporemaTtypuu [547—549], HO HeIMOJIHOE BOC-
CTAHOBJICHME MTOYEUHOM QYHKIMU onmucaHo a0 25%
cayyaeB [547]. JnutenbHOCTE MaKpOTeMaTypuu 0ojee
10 nHe# siBAsIeTCsl HauboJiee 3HAYUMMBIM (paKTOPOM
pUCKa MEePCUCTUPYIOIIETO TTOYEUHOTO MOBPEXKICHUS
[547]. PekoMeHIyeMBIM TepaTrie BTUIECKIUM ITOAXOI0M
y TaKUX MalUMEeHTOB, Kak 1 npu apyrux sumax OKH,
SIBJISIETCS JUTUTEJIbHAS TTOAACPXKUBAIOIIast Teparius.
He nmeercst naHHBIX O TI0JIb3€ IPUMEHEHUST KOPTU-
KOCTEPOUAOB Yy MAIMEHTOB ¢ OoJiee TSKeIbIMU (hop-
Mamu OIIIl unu mIMTEeNbHBIM MTePCUCTUPOBAHUEM
MaKpOoreMaTypuu.

Opnako y yactu nauveHtoB ¢ OITIT u maxkpore-
MaTtypueii BoIsIBAseTcs moayiyHHast ¢popma MTAH
(monynyHust B >50% KiyOOUKOB), B TaKUX CIIydasix
MPOTHO3 3HAYUTEIBHO XyXKe [492—495]. C uenbio nud-
depenumnanbHoit nnarnoctuku OKH ot nmonynyHHoro
Bapranta UTAH wnm npyrux Tunos OI1I 1y manrieHTOB
c uzBectHoit UTAH u 3aranyBuiumcs OITIT Ha done
3MK1301a MAKPOTeMaTyPUU ITPeIIaraeTcs BHITOJTHEHUE
TMOBTOPHOW OMOTICUY TTIOUKU (CM. airoput™m 1).

10.6.3. UTAH c noxymyausmu

10.6.3.1. IToaynyunoit UTAH cuutaercs
WUTAH c noayayHusiMu 0oJiee yem
B 50% K1y0OYKOB MO JAHHBIM OHO-
NCUM M OBICTPONPOTPeCCUPYIOIIM
yxynmeHueM (yHKIMHM novyek (HeT
CTeNeHu).

10.6.3.2. Ml npeajiaraeM NpUMEHSITH CTEPOH-
bl 1 uKJ10Ghochamua y nanueHTos ¢
ObICTpONPOTpecCHpYIolieii MOTYTyH-
Hoit ITAH mo cxeme, aHAJIOTHYHO¥
cxeme Jedenuss AHITA-BackyiuroB
(cm. asy 13) (2D).

APEANOCDLIJIKA

Ionynyuusiii Bapuant MUTAH umeer Hebsaro-
MPUSITHBIN MPOrHo3. B ucTopuyeckoii rpyrmirie, BKJIIO-
yaromeit 12 manmnentoB ¢ MTAH ¢ monynyHusMu, He
IOJIy4YaBILIKX JIEUeHUsI, IpUMepHO Y 42% B TeuyeHue
36 mecsues passuiack TXITH [495]. B npyrom uccie-
JIOBaHUU, BBITTIOJIHEHHOM B JITIOHMH, OBLJIO MOKA3aHOo,
YTO Cpelu MauueHToB ¢ >50% nonyayHuiiy 75% B Te-
yeHue 10 jget HaOmoaeHus pasBuBaercss TXITH [550].
B aTOM ucciienoBaHMM AallMEeHThI ObLIY pa3ie/ieHbl Ha



106

MABA 10. UMMYHOITIOBYJIMH-A-HEDPOMATUA

Anroputm 1. Anroputm BegeHus naumeHToB ¢ OlNIM, accounnpoBaHHbIM C Makporemartypuemn

oMM u makporemarypus
buoncusa nouku

Mpu4mnHbl nHblE, Yyem UTAH
MonynyHHbIi TH, BackynuTbl, BH, nocTuHgekumoHHbIn MH

WrAH
(BOMWHMPYHOLLLEE MNN KOLOMUHMPYIOLLIEE OKPaLLNBaHKe
Ha T-A B Kny604Kax npu UMMYHOTMCTONOrMYECKOM
1CCNea0BaHNm)

Hau6onee 3Ha4MMble MOPONIO-

MonynyHHas UTAH (nonyny-
TMYECKNE N3MEHEHNS: HUS B >50% KJTy604KOB)
OKH v aputpoumTapHsbie

UMNNHAPbLI B KaHabLax

Ctepomabl v umknodocda-
MUZ KaK npu noaynyHHbIX
AHLA-Backynurax

MoanepxuBaroLias Tepanus
Kak npu gpyrux sugax OKH

OMmn, npu makporemarypuu:

BTOPHOIA B1ONCUK NOYKK, BCIIN
(hyHKLMA MOYEK He BOCCTAHAB-

[ToBTOpAOLLMECA 3MN30bI

paccMOTPETL BOMPOC O MNo-

NBAETCSs B TEYEHWE 5 AHEN
nocne BO3HKHoBeHus OMM

YeThIpe TPYIIIILL; TpymIa | — OTCYTCTBUE MOJYJIYHUI 1
aJire3uu IIIOMepYJISIPHBIX TTEeTeNb K Karcysie boymeHa;
rpymIia 2 — 3TU U3MEHEHMST IPUCYTCTBYIOT MEHEE UeM
B 25% Ki1y60ukoB; rpymia 3 — B 25—50% Ki1ybouKOB;
rpyrnma 4 — 6osnee yeM B 50%. JlecATUNETHSS BBI-
>xuBaemocTb coctaBuia 100% B rpynne 1, 94,3% — B
rpymre 2, 81,8% — B rpynme 3 u 25,5% — B rpymie 4,
YTO MOKA3bIBAET, UTO MaLMEHTHI ¢ >50% TonyyHui B
KJTyOOUKax MMEJIN XYAIIYyI0 BEDKUBAa€MOCTbh, YeM T€, Y
Koro 06110 <50% MOy TyHUIA.

Hcxoger UTAH ¢ muddy3HBIMU TTOTYIYHHBIMUA
M3MEHEHUSIMU TaK>Ke ObUIM U3YUYCHBI Y 25 KUTAUCKUX
naueHToB ¢ MTAH [551]. ¥V GonpiiMHCTBA U3 HUX
KJIMHUYECKU OTMevalicsi ObICTPOIPOrPEeCCUPYIOIINiA
I'H, accounupoBaHHBIN ¢ 0ojiee TSXKEIBIMU MOP-
(hosornueckuMu U3MEHEHUSIMU, BKJIIOUYasi TIIOMepy-
JISIpHBIE, TYOYJI0-MHTEPCTUIIMAIBHBIE M COCYIUCThIC
MOBpeXACHMS, YeM 3T0 00bIYyHO ObiBaeT mpu MITAH.
Hanuune nHdunbrpaym B KI1ybouKax MOXET CIO-
coOCTBOBATh 00pa3zoBaHuIo NoayayHuid. JIuddy3Hbrit
MOJIYJIYHHBI TJIOMEPYJOHEMPUT 110 OIPEICICHUIO
noapasymeBaeT nopaxkeHue 50% u 6osee KIyoOuKOB
[551]. MopdomorndecKuii TMarHo3 MOJyJIyHHOMR
WTAH He 6b11 yHUDUUMPOBAH B MPOBEICHHbBIX UC-
caenoBaHusgx. Hekoropbie aBTOpBl Opaiu 3a OCHOBY
onpeze/ieHe — HaJTMIKe MOIyyHUit 6oee yeM B 50%
KJIyOOUKOB [551], apyrue yuyuThiBaau HaIUuue Kie-
TOYHBIX TTOTYJIYHUN — OT HAUMHAIOIIUX Pa3BUBATHCS

110 (GYJIbMUHAHTHBIX — B COYETAHUM C CETMEHTAPHOM
SHAOKANTWIISIPHOW mponudepanueil win 6e3 Hee B
>10% xny6oukoB [495]. HecmoTpst Ha TO UTO 10Ka3a-
TEJILCTB JUIs IOATBEPKIEHUSI IPUHSITOTO OTpeAeeHUS
HEJ0CTaTOYHO, MbI TIpeIiosaraeM orpeaeieHue mo-
nynyHHoii UTAH nipu coyetaHnn Mopdoaornyeckmx
M3MEHEHUN C MONyayHUsSMU GoJiee yeMm B 50% Kiry-
OOUYKOB U KIIMHUYECKUMU MPOSIBICHUSIMU ObICTPOTO
yxyaueHust GyHKIIUM MTOYeK.

B HemaBHeM McclieIoBaHUU, BKITIOUaloleM 67 ma-
ueHToB [552], B Tom uncie ¢ UTAH nipu Backynute
(33 T'LLII, 34 NTAH), Ob10 MOKa3aHO, YTO TPHU
(hakTOpa 3HAUMMO BIMSIIOT HA MOYEYHBIE UCXOJbI:
dbynukuus nouek, AJl B nedrote 00JIE3HU U HaUUYUE
XPOHUYECKOTO TTOBPEXACHUS 110 TaHHBIM OMOTICUU.

OBOCHOBAHME

* He nmeerca PKUM 1o neyeHU0 MOTyITyHHOTO
BapuanTa MUTAH.

Tpu KpyIHBIX HaOIIOAATEIbHBIX UCCIIEIOBAHUS
[495, 551, 552] mpuBeIu K 3aKJIFOYEHUIO, YTO UMMYHO-
cymnpeccuBHas Tepanus ITOTeHIMAaIbHO 3()(eKTUBHA.
B niccnenoBanuny 25 manyeHTOB ¢ TMOOY3HBIM MOy -
JiyHHBIM BapuaHToM MTAH, monyyaBimimnx uMmyHo-
CYIIPECCHUBHYIO Teparuio, y 67% IMalleHTOB yIaloCch
CTaOUJIN3UPOBATh (PYHKIUIO TTOYEK U U30exkaTh 3a-
MECTUTEIbHOMN MOYeYHOI Teparuu, YeTBEPO UMeIU
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CKp <1,4 mr/nn (<124 MKMOJIb/JT) U TOJBKO TISITh
CTaJIv IUain3-3aBUCUMbIMU. B 1pyrom ucciaenoBaHuu,
HECMOTPSI Ha yJIy4IIeHUE UCXOI0B Yy MallMeHTOB, M0~
Jy4aBIIMX MIMMYHOCYTTPECCUBHYIO T€PaInio, BEIBOIbI
OBLTM OCTOPOXXHBIMU, TaK KaK TpyTIia, MoJydaBlias
JeyeHue, U rpynmna 06e3 Tepanuu ObLIM HecornocTa-
BUMBI. B TpeTbeM umcciaenoBaHUU TakXKe OTMEUYeH
MOJOXUTENbHBINH 3¢ GHEKT OT UMMYHOCYNIpPECCUH
[495]. B aToM nccaenoBaHUM UCTIOIb30BAICST METHJI-
MPEeIHU30JI0H B/B 15 MI/KT/CyTKU B TeUeHUE 3 THEH 1
uukiiodpocdamun B/B 0,5 r/m? exxeMeCIUHO B TeUEHUE
6 MecsiieB; 12 poJieYeHHBIX MALIMEHTOB ObITH CpaBHe-
HbI ¢ 12 marmeHTaMu TpyIIbl KICTOPUYECKOTO KOHTPO-
s [Tocne 36 mecgues HaomoneHns yacrtora TXI1H B
rpymre JiedeHus obia Hike (1 u3 12) mo cpaBHEHUIO
C TPYMIION UCTOPUUECKOTO KOHTPOJIs (5 U3 12).
PexoMeHnyeMbie TepaneBTUUECKUE PEXUMbBI B
3TUX UCCIIEOBAHUSX PA3INYATUCh, HO MHULIMATbHAS
Teparusi OObIYHO BKJIIOUAET BHICOKME JO3bl KOPTUKO-
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CTEpPOMJOB BHYTPb WK B/B IUIIOC LuKIIo(ochamua
BHYTPb WX B/B. B ogHOM MccleqoBaHUM 4acTh
MMallMeHTOB ObLIa TepeBeaeHa ¢ nukiaodochamuma
Ha a3aTUOIPUH 4Yepe3 3 Mmecsa. JImMTenbHOCTh Te-
parnuu B BhILLIEyKAa3aHHbBIX CEpUsIX BapbUpoBajia oT 3
10 24 MecsILEeB.

HMmeercsa oueHb cnabas gokasaTtejibHas 0asa B
MOJIb3Y TIPMMEHEHUSI IIa3MooOMeHa. B ennHMIHOM
COOOIIIEHUM OTMEUEHBI MTPEUMYIIeCTBA KOMOMHAIIUY
IU1a3MOOOMeHa M UMMYHOCYIIPECCUBHOM Tepanuu y
ISITYA ITAUIMEeHTOB [553].

PEKOMEHAALLAU NO NPOBEAEHUIO
UCCNEQOBAHUA

* Heobxonumo nposenenue PKU nist uzyyeHus
MPEUMYLIECTB Tepanuu Lukiodochamunom,
MM® u a3aTUOTIPUHOM TIPU TOJYJTYHHOM
BapuaHte UTAH.
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[JIABA 11. HE®PUT IIPU IIYPIIYPE I'’EHOXA-INEHJIAMHA

BBEAEHUE

DTta rnasa nocesmeHa gedeHuo I'IITT-Hedpura
Yy B3pocCJbIX U AeTeii. @PMHAHCOBBIE MOCJIECACTBUS
I POKOTO IPUMEHEHNST JaHHBIX PekoMeHmaImit pac-
CMOTpEHHI B TJIaBe 2.

11.1.  Jleuenue I'lIlII-neghpuma y oemeii

11.1.1. V nereii ¢ T'IITI-nedpurom n nepcucTupyomei
npoteunypueii >0,5—1 r/cyrku Ha 1,73 M2 MbI
npeiaraeM npoBoauTh JeyeHue HAII® i BPA
(2D).

11.1.2. VY aereii c nporenHypueii >1r/cyTkuHa 1,73 M2,
NepCUCTHPYIONIEi, HECMOTPS HA NMPUMEHEHHe
UAII® nmu BPA, u CK® >50 mu/vun Ha 1,73 m?
Mbl peJijiaraeM NPOBOIUTD JIeYeHHE TAK XKe, KaK
u nipu UTAH — 6-mecsiyHbIM KYPCOM KOPTHKO-
crepounHoii Tepamuu (cMm. masy 10) (2D).

11.2.  Jleuenue noayayunoeo I'llIII-neppuma y demeii

11.2.1. 'V nereii ¢ noaynyanbiv IIITI-nedpurom u He-
(bpoTryecKuM CHHAPOMOM M/WIIHM yXyALIEHHEM
(byHKnuM moyek Mbl MpeajgaraeM MpoOBOIUTH
JieueHue TAK ke, Kak npu noayaynnoi MTAH
(cm. pekomennamuio 10.6.3) (2D).

NPEAMNOCDBIJIKH

I'IIT mpeacraBiaser coboii BaCKYJUT MEJTKHUX
COCY/IOB, KIMHUYECKU XapaKTepU3YIOIUIUics He-
TPOMOOLIUTONEHUUECKUM MMypnypoit, Hegehop-
MUPYIOIIMM apTPUTOM, MOpPakKeHUEeM XKeTyI0uHO-
KUIIeYyHOTo TpakTa u HedhputoM [544]. YacTora
Bo3HukHoBeHus I'TITI coctaBnsier okojo 10 ciyyaen
Ha 100 000 Hacenenus B roa. I'LLITT moxkeT pa3BUTHCS
B M060M Bo3pacTte, HO B 90% cirydaeB neGIoT 3a-
0oJieBaHUs MPUXOAUTCS Ha Bo3pacT 10 jieT u MeHee,
MeIuaHa Bo3pacTa aebora — 6 jiet [554]. [TopaxeHue
moyek uMeeT Mecto y 30—50% GonbHBIX [554—556] u
HaunOoJiee 4acTo TPOSIBISETCS B BUAE MUKPOTEMaTy-
pun. B cucrematnueckoM o630pe 12 nccienoBaHmiA,
BKJIIOUABIINX B 00IIeH cinoxHocTy 1133 pebeHka ¢
T'IIT, Mo4yeBoOit CMHAPOM BhISIBIIsUICS B 34% ciydaes,
1 B GONIBIIMHCTBE U3 HUX (79%) oTMeuanach reMatypust
C MpOTeuHYpHUel 1 uzoaupoBaHHas [555]. Jlub y
21% neteit, UMEBLIUX MOpaxkeHUe Touek (T. e. B 7,2%
BCeX CIyJaeB), pa3BUBAJICS HEDPUTUUECKUIA U/ WU He-
dpotmaeckuit cuHIpoM. Y 19% nereit mopaskeHUE 1Mo~
4yeK pa3BUBAIoOCh K 8-i1 Hezese nociie aedora 3aboie-
BaHWs, TOTIA KaK 'y 97 % OHO pa3BUBAJIOCH K 6 MeCsIIaM.
Hedput acconmmmponaH ¢ 6oJjiee cTapiiimM Bo3pacToM
nebroTa, MePCUCTUPYIOLIEN MyPITypO U peluaInBAMU
I'IT, a nporennypust >20 Mr/Mm?/4ac acCOLMUPOBA-

Ha C PEUMIUBUPYIOIIMMU U UHTEHCUBHBIMU OOJISIMU
B xxuBoTe [557]. Tonbko y 3% GOJNBHBIX pa3BUBAETCS
TXITH [554]. OTnajieHHbI TPOTHO3 KOPPEIUPYET C
XapakTepoM mopaxkeHus Mnouek B aedrore. [1pu mmu-
TeJIbHOM HaOJIIOIeHUN OTMe4YeHO, 4To y 19,5% neteit
¢ He(PUTUYECKUM WIM HEPPOTUIECKUM CUHAPOMOM
B HavaJie 3a00JIeBaHNs B TaJbHEMIIeM Ha0II0AaI0TCST
HedpoTUIecKas MPOTEeMHYPUSI, apTepraIbHasi TUIep-
TEH3UsI U/ WM CHIDKEHUE TIOYeUHOM (DYHKIIVHN 10 CpaB-
HeHu1o ¢ 1,6% Tex, KTO 1eGI0TUPYET U30JIMPOBAHHOM
reMaTypHei niam reMaTtypreil B CoueTaHUM C TIPOTENH-
ypueii [555]. Cpenau 78 manmeHTOB, HAOIIOAABIINXCS
B CIEIMATM3UPOBAHHBIX JETCKUX HE(PPOIOTUUECKUX
otaeaeHusx, y 44% u3 tex, KTo Ae0I0TUpOBa He-
bputndyeckum miu HePOTUUYECKUM CUHIPOMOM,
OoTMeuajach apTepUajibHasi TUIIEPTeH3KS U HapyLIeHUe
(yHKIMHU ITOYEK NPU CpeAHEM IepUOae HAOIIOAESHNS
23,4 roma. M1 HanipotuB, 82% OOJbHBIX C reMaTypueit
W IPOTEUHYPUEN WIN U30JIMPOBAHHOI reMaTypueit B
MTOCJIEAYIOIIEM MMEeT HOPpMaJIbHbIe aHAJIU3bl MOYU U
AJl 1 coxpaHHy0 GYHKLMIO TTodeK [558]. B HemaBHeM
nccaegoBann y 103 meTeii OBITO 0OHAPYKEHO, YTO
CK® x koHILy Ieproaa HabJIIoAeHUSI KOppeIrpoBaia
¢ CK® u npotenHypueii B 1e6ioTe U K KOHILY TIEPBOTO
rojia, a Takke C JaHHBIMU HIKaJIbl MOP(MOIOTUUECKUX
noBpexaenuit ISKDS u BripaxkeHHOCTBIO UHTEP-
cTulmaibHoro (pudpoza. MHorodakTopHbIii aHAIU3
IMOKa3aJl, YTO IIPOTEUHYPUsI K KOHILY II€pBOIo rojia Ha-
oroneHNs 1 MOP(OI0rMYeCKe U3MEHEHUS 110 LIKaJIe
ISKDS sBasiorcst Hauboiee 3HaUMMbIMU (DaKTOpaMHu,
MTO3BOJISTIOIIVMMU UACHTU(UIIMPOBATH ITALIMEHTOB C He-
OnaronpusaTHBIM MPOrHO30M [559]. OnHakKo B ApyromM
WCCIIENIOBAHUM C IJTUTEIbHBIM TIEPUOJOM HaOIIIOIe-
HUS OBLJIO TIOKA3aHO, YTO TSKECTh ITOBPEKICHUI TTpU
TepBOI OMOTICHU TTIOYKU HE KOPPEJIMpPYeT ¢ PUCKOM
HeOJIaroIprsSITHOTO ITPOTHO3a (TUTIePTEH3MEN, TIEPCH-
crupytolieit mporenHypueit, TXITH) [560].

OBOCHOBAHME

* He uMmeeTcs1 1oKa3aTenbCTB, KaCalOUUXCS
ucnonb3doBaHus 6yokatopoB PAC npu 'IIITI-
HedpuTte y neteit, Ho PKIW y neteit 1 Moyioabix
B3pociabix ¢ MTAH BbIsIBUIM TTpeuMylliecTBa
3TOTO BUJIA TEPANTUU B OTHOIIIEHUW CHUXKECHUS
nporenHypuu 1 ogaepxanHust CK®.

* He umeeTcs noka3aTeabCTB B OTHOIIIEHUU MC-
TOJIb30BAaHUST KOPTUKOCTEPOUAOB BHYTPb TIPU
['ITT-nedpute, Ho nanHbie PKU y B3pocibix
¢ MTAH mnoarBepxxnaior a(pheKTMBHOCTD 3TOM
Teparnuu B OTHOLIEHWUW CHUXKEHUS TPOTEUH-
ypuu v nopaepxkarust CK®.
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* HMmeercsa oueHb HU3KAsT CTETNEHb JIOKA3aTelb-
HOCTU IIPEUMYLIECTB IPUMEHEHMsI BLICOKMX 103
KOPTUKOCTEPOMIOB U UMMYHOCYITPECCUBHBIX
npenapartos npu ' T1-Hedbpure ¢ HapyeHU-
eM (DYHKIIMHY TTOYeK.

He umMmeerca nokasaTesibHOI 0a3bl, Kacalollelcs
o6aokanbl PAC nipu I'ITT-Hedpute. Ognako B PKN 'y
66 neteit 1 Motoabix B3pocibix ¢ UTAH 1 ymepeHHoI
npoteuHypueit (>1, Ho <3,5 r/c Ha 1,73 M?) u CK®
>50 mui/mMuH Ha 1,73 m? ObuTa TTOKa3aHa 3(pheKTUB-
HoCcTh UAITI® B CHMKEHUY TTPOTEUMHYPUM U TTOMIEP-
xaHnu CK® [478]. JlaHHbIe B MOJIb3y NMPUMEHEHUS
KOPTUKOCTEPOUIOB Y eTeil ¢ HE(DPUTOM Pa3INIHOM
CTETeHU TSKECTH OYeHb OrpaHUYeHHBbI [561], xoTa
KOPTUKOCTEPOUIBI IITMPOKO MPUMEHSIOTCS y IeTeil
¢ He(POTUYECKON MPOTEUHYPUEH WJIU OCTPHIM He-
¢putom. Ilpu post-hoc aHanuse ogHoro mniaauedo-
kKoHTpoaupyemoro PKU [562] oTMeueHo Gouice
ObICTpOE pa3pellieHue HedpuTa y aAeTeit, JedeHHbIX
MIPEeOIHU30HOM, IO CpaBHEHUIO ¢ Iuanebo. Y 7 u3
36 neteit (19%) B rpyIine NpeaHU30J0HA K 6-My Me-
CSIIly COXPAHSUIMCH MPU3HAKU TTOPAXEHUS TOYeK,
o cpaBHeHUIO ¢ 15 u3 35 (43%) B rpyniie miaie6o.
B aToM nccnenoBaHuM mpeacTaBiaeHbI JIUITh JAHHBIE K
6-My MecsILy TTocJie PaHIOMU3ALUH, TAK YTO OCTAETCSI
HESICHBIM, CHUXKAJI JIU MPETHU30H YUCIIO TAllUEHTOB
¢ nepcuctupyowum 'ITT-HedpuToM B LieaI0OM WK
JIUIIIb BBI3BIBAJ O0JIee OBICTPOE pa3perieHrne MOYeIHbIX
MPOSIBJICHUI 110 CpaBHEHMIO C TuIale6o.

B nipocniekTBHOM, HO HE KOHTPOJIMPYEMOM HCCTIe-
JloBaHUU 38 AeTeli co cCpeaAHUM MePHUOoA0OM HAOTIOAEHUS
5 et u 7 Mecs1eB MoKa3aHO pa3pelieHne TSKEI0Tro
Hedputa (HedpoTrdecKuit cuHapoM u/uiau >50%
TOJTYJIYHU# TI0 JaHHBIM Ouoricun) y 27 u3 38 nauu-
€HTOB, IOJIy4aBIIMX ITyJIbChl METHIIIPEIHMU30JI0HA C
MOCJIEAYIONMM Ha3HAUYEHUEM TMTPEeTHU30JI0HA BHYTPb
Ha 4 Mecsua [563]. Y 7 neteit COXpaHsIUCh U3BMEHEHUST
BMoue, 1y 4 pa3witach TXITH. [IBa HemaBHux PK y
B3pocibix ¢ UTAH, nporennypueii >1 r/cytku u CK®
>30—50 mu/mMuH Ha 1,73 M? IPOAEMOHCTPUPOBAIIH
MperuMyIlecTBa KOMOMHALIMK TIpeqHn3oHa 1 nAITdD
10 cpaBHEeHUI0 ¢ MOHOTepanueit MATTD B oTHOIIEHUH
YMEHBIIEHUs] TPOTEMHYPUM U CHUKEHUS CKOPOCTH
yTpaThl MOYEYHOU (hYHKIIMU MPU CPOKaX HAOTIOACHUS
oT 48 10 96 mecaues [510].

B oTcyTcTBUE 1OCTATOUHBIX JAHHBIX IJTUTETHLHOTO
HaomoaeHus npu I'IITI-HedpuTe MBI npeniaraeMm
MPOBOAUTH JieueHUe nepcuctupyomero ['IITI-
HedpuTa COrIaCHO TEM Ke IPUHIIUIIAM, UTO U U30JIH -
poBanHoit UTAH (cMm. pekomennaumu 10.3.1). Oqnako
HEe MMEETCSI TaHHBIX, TTO3BOJISIIOIIMX OIPEIC/IUTh,

KOrjla MMEHHO CJielyeT HauMHaTh JeUyeHue Tpej-
Hu3oHOM y aeteit ¢ I'IITI-HedpuTOoM M Kak J0JTO
ciaenyet ipuMmeHath MATI® win BPA, npexne uem
Ha3HayaTh npenHu3oH. Foster et al. [564] ormeTnu,
YTO MHIEKC XPOHUUECKUX U3MEHEHUN (MHTePCTULIM -
allbHbIN (pUOpPo3, aTpodus KaHajbleB, (GUOPO3HbIE
TIOJIYJIYHUSI) TIPY TIEpBOI OMOIICUM TE€M BBIIIE, YeM
0oJIbllle MHTEPBAJI MEXIY AeOI0TOM MOPaKEHUs T10-
4yeK 1 ouomncueit. BoabIIMHCTBO HeTelt B NX CEPUM U3
20 maireHToB ObUTH OMOIICMPOBAaHbI B T€UYEHUE 3 Me-
csueB, ¢ Mmeauanoit 30 nueit. Tepanust MpeTHU30HOM
1 a3aTUOTIPUHOM ITPUBOIMIA K YMEHBIIIEHUIO MHAEKCA
aKTUBHOCTH, HO HE BJIUsJIa HA UHAEKC XPOHUUYECKUX
n3MeHeHuii. Beuay storo npu I'ITI-Hedpute, Bo3-
MOXHO, CJIeAyeT HaUMHATh JIeYeHUE TIPETHU30HOM B
0oJiee paHHue cpoku, yem npu MTAH.

JlaHHBIE B OTHOIIEHUHM MMMYHOCYIIPECCUBHBIX
ImpernapaToB OrpaHMYEHBbI, TaK YTO OCTAeTCs He-
SICHBIM, UTPAIOT JIU OHU KaKYyl0-JIM0O pOJIb MpHU
I'IIT-uedpure. B enuncreennom PKUM y 56 nereii ¢
TsekesiM [ TT-Hedputom (HedpoTndeckas mporeu-
Hypusl, HapylleHue QYHKIUKU novyek, crerneHb [I1-1V
rio mikaje ISKDS* mo nanubiM Ouoricum [mosyayHust
<50% no >75%]), Ne4eHHBIX B TeUEHUE 3 MECSILIEB OT
ne6iora I'IIIT u npociexXeHHBIX B TedeHue 5—6 JierT,
HE BBISIBJICHO 3HAUYMMBIX Pa3IMYMil B OTHOILIEHUU
pUCKa TIEPCUCTUPOBAHUS TIOPAXKEHUS TTOYEK MEXKIY
nukiIogochaMuIOM U MOMACPKUBAIOIICH Teparnueit
(OP 1,07;95% AW 0,65—1,78) [565].

KopTtukocTtepouabl y 3TuX 0OJIbHBIX HE TPUMEHSI-
Jmck. HepanaoMu3upoBaHHOE CPaBHUTETLHOE UCCTIe-
nosanuey 37 nereii ¢ T'IIT-nedpurom ¢ >50% mnoiy-
syanii (ctenieHs IIT—1V o mkane ISKDS) mo nanHBIM
OMOIICUM TT0Ka3aj10, YTO HU Y OTHOTO U3 17 O0JbHBIX,
JICUEHHBIX UKJIohochaMUaoOM U KOPTUKOCTEPOU-
JlaMH, He OTMEUEHO IMepCUCTUPOBaHUSI He(hpoIraTumn
(mporeunypuu >20 mr/m?/yac = CK®DP<40 mi/MuH
Ha 1,73 M?) B TeueHne 6—8 jeT HaOIIOAEHMS 10 CPaB-
HeHMIO ¢ 4 n3 20 OOJBHBIX, JICUEHHBIX TOJIBKO KOP-
TKocreporaamu [566]. B ne6onbiiom PKH y nereit
¢ HedpoTUUECKOl MPOTEUHYpUEH 1/UIN CTETIEHBIO
II—1V o ISKDS no gaHHBIM OMOIICHMM ObLIO OOHAPY-
JKeHO, uTo Bce 10 geTeii, Te4eHHBIX IMKIOCIIOPUHOM,
JOCTUTJIA PEMUCCUM T10 CPaBHEHMIO TOJBKO C 5 U3
9, JeYeHHBIX METUJIIPEIHU30J0HOM [567]. OmHako
npu 2-j1eTHeM HaOJoaeHuun 3a 23 1eTbMU y 7 U3
11 ne4eHHBIX HUKJIOCTIOPUHOM Uy 7 13 12 JeueHHbIX
METUJIIIPETHU30JIOHOM MMeJIach MEPCUCTUPYIOLIAsT
nporerHypust + cHkeHne CK® [568].

OnHOo HepaHIOMU3MPOBAHHOE CPABHUTEIBHOE UC-
cienoBaHue, BKovaroniee 20 neteii ¢ HepoTniecKomn

*upoxko ucroibdyeMast Mopdoaorndeckas kinaccupukauus ['LTT-medpura, npenmoxkenHas MeXIyHapOTHBIM HC-

clienoBaHueM 00JIe3Hell IToYeK Y JeTeid.
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nporeunypueit u creneHbio [I-I11 mo ISKDS no nan-
HBIM OMOIICUH IT0KA3aJI0, YTO HU y omHOoro 13 10 netei,
JICUCHHBIX a3aTUONPUHOM U MPEIHU30JOHOM, TTOCTIe
4—5 net HaOJOOEHUSI He HabJoAal0Cch HeDPOTU-
gyeckoil nporenHypun u/wim CK® <60 mia/MuH Ha
1,73 M2, o cpaBHeHMIO ¢ 4 13 10 JIe4eHHBIX TOJIbKO
MpeaHU3010HOM [569]. B HaGmomaTebHbIX HUCClie-
JIOBAHUSIX COOOIIAIOCH O OJIArOTIPUATHBIX UCXOIaX Ha
(boHE MpUMEeHEHNSI KOPTUKOCTEPOUIOB B KOMOMHAITN
¢ azatnonpuHoM [564], uuxkiodochamugom [570],
nukJocnopuHoM [571, 572] n muraamoodmeHoM [573,
574]. He umeeTcst JTaHHBIX, 32 UICKJIIOUeHEM HE0O0JIb-
LIMX HAOJI0JaTeIbHBIX UCCAEA0OBAHUM, KacalOIUXCs
neyeHus noaynyHHoro I'IITI ¢ 6sicTponporpec-
CUpYIOLIEH MMOYEYHOU HEeINOCTATOYHOCTBIO Y JAETEN.
B oTcyTcTBHE TaKMX JaHHBIX MBI IIpeajiaraeM mpoBo-
JIUATD JIeYeHUE STUX ITAlMEHTOB COIIACHO IIPUHIIMIIAM
neuyenust AHLIA-BackyauToB.

B ennHCTBEHHOE K HACTOSIILIEMY BPEMEHU He-
6ombiioe PKU [575], cpaBHuBaBIiee JeueHue MM @
M a3aTUOIPUHOM B TeueHue | romna, ObLIM BKIIOUCHBI
17 nmeteit (ISKDS, crenens II—III). IIpoteunypus
paspenriack y Beex 10 mereit, momygaBmmx MM ®, n
y 6 U3 8 moyuaBIux azatuonpuH. Kpome Toro, yepes
1 Tomy 7 00IBHBIX, TedeHHBIX MM®, 'y 5 TeueHHBIX
a3aTUONPUHOM OTMEUEH PEerpecc TMCTOJOTUYECKUX
M3MeHeHWA. [leTH ImoJTyJaim Takoke IMpeHN30H B Teue-
Hue 6 MecsleB, HO He nostydanu MATID. DTu gaHHbIE
HEIOCTAaTOYHEI JJISI TOTO, YTOOBI CIEJIaTh BBIBOIBI B
otHoweHuu posii MM® B neuenun I'IITT-Hedbpura
y IETEN.

11.3.  Ilpedomepawenue I'lIIII-necppuma y demeii

11.3.1. Mbl peKomMeHIyeM He UCNOJb30BaTh KOPTHKO-
crepoubl 1is npenoTepamenns I TI-nedpura
(1B).

NPEAMNOCDHIJIKK

B ne6rote I'ITT-HepUT MOXET KIMHUYECKU
XapaKTepU30BaThCS JIETKUM TeUeHUEM WJIN Iaxke OT-
cyTcTBOBaTh. [10aTOMY CTpaTerus JeueHust Ha MOMEHT
nebroTa 3a00J1eBaHMS UMEET LEbIO IIPEeIOTBpalleHUE
pa3BuUTUSl HehpUTa U YMEHBIIIEHUE PUCKA TSKEJIOTO
MepCcUcTUpyloliero Hedpura.

OBOCHOBAHME

+ HMMeercs cpemHssl CTeIeHb J0KAa3aTeIbHOCTH,
4TOOBI PEKOMEHA0BAaTh HE Ha3HA4YaTh KOPTH-
Koctepoubl B aedrore I'ITT, mocKojbKy OHH,
MO-BUAMMOMY, HE OKa3bIBAIOT BIMSTHUS Ha pa3-
BUTHUE MEPCUCTUPYIOIIETO MOPAXKEHUS MOYEK.

Meraananmu3s [576, 577] natu PKU (789 nereit)

HE BBISIBUJI Ha MPOTSDKEHUU Iepuoaa HaOJI0AeHMS

3HAYMMBIX Pa3IMYMii B KOJIMUYECTBE AEeTell C SBHBIMU
MpU3HAKaMU TOpaxkeHus MoveK (MUKporeMaTypus,
MIPOTEUHYPHUSI, TUTICPTCH3MS, HapylIeHne (YHKIUU
IMOYEK) MEXIy TEMH, KTO MOoJydaya IMpeIHU30H Ha
MPOTSKEHUM 2—4 Heleslb, U TEMH, KTO HE TIOJTydall
negenus (OP 0,73; 95% AW 0,43—1,24). He 6bu10
3HAYMMBIX Pa3IM4YMil prcKa MEepCUCTUPYIOIIETO T10-
paxkeHus mouek K 6 mecsauam (379 mereii; OP 0,54;
95% AN 0,25—1,18) u k 12 mecsauam (498 nereit; OP
1,024; 95% AW 0,40—2,62). Tpu U3 0sITH MCCaea0Ba-
HUI OBIJIM XOPOIIO CIJTAHUPOBAHHBIMU M TLIALC00-
KOHTPOJUPYEMbIMU, UCKIIOUCHUE MUCCIECIOBAHUMA
IUIOXOTO Ka4yecTBa M3 MeTaaHa/In3a IO3BOJIMIO U3-
OexXaTh reTepOreHHOCTU MCCJIeJOBAHHOM MOMYJISILIMN
0e3 BIusgHUs Ha pe3ynbTatel. B iByx PKI [562, 578] He
OBLIO HAZICHO 3HAYMMBIX Pa3IMUMil PUCKA TSKEJIOTO
Hedputa (HedpoTHUecKast IPOTEUHYPUST, TUTIEPTEH-
3Us C HapyleHneM (YHKIIMY MoYeK uin 6e3 OHOTo)
MEXY I€TbMH, JICYEHHBIMU ITPETHU30HOM U IUIa1e00
B Ie0r0Te, HO KOJIMYECTBO JOCTUTHYTHIX KOHEUHBIX
TOYEK OBbLIO HEBEJIMKO, YTO MPUBEIO K IOIPEIIHO-
cTsaM B pesyibrarax (261 pebenok; OP 1,92; 95% AU
0,57—6,50). JlaHHBIX KacaTeJbHO CTPATErMU IPeayIpe-
xaenust ['THTT-HedpuTa y B3pOCIbIX HE UMEETCSI.

11.4.  I'IIIII-negppum y 63pocavix
11.4.1. Mubi npeayaraem npoBoauthb Jeuenue T'ITITI-
He(puTa y B3pOCJIBIX TAK XKe, Kak y aereii (2D).

OBOCHOBAHME

Hanubie, kacawouuecs: ucxonon I'IITT-nedputa
y B3pOCJIBbIX, TTOJYYEHbI U3 PETPOCTIEKTUBHBIX UCCIIe-
noBaHuii. PerpocniektuBHoe ucciaenoanue I'IIIT y
B3pOCIIbIX, TpoBeaeHHOe B cmaHuu, 1aeT OCHOBaHUS
MoJjiarath, 4YTO MOpakeHue MOYeK y B3POCTBIX BCTPE-
yaeTcs yalle, 4eM y AeTel, HO MCXOAbl OJMHAaKOBO
OyraronpusITHbIE B 00eMX BO3pacTHBIX rpymmax [579].
B uTanbsHCKOU KOropTe puUCK MpPOrpeccupoBaHUs
T'HITT-HedpuTa y B3pOCAbIX OKa3acs BbIIIE, YEM Y
JIeTel, 1 ObLT ACCOLIMMPOBAH C HapaCTaHUEM MPOTEUH-
ypuu B TeueHue nepuonaa HaomoaeHus [580]. B cepun
HaboaeHuit B BenukooputaHum pakTopaMuy prcka
TXITH okazanuce nporennypus >1 r/CyTku B TeueHUE
reproa HaOJIIoIeHUsI, TUTIEPTeH3US B Ie0I0Te U B Te-
YeHUe Neproia HaOIIoAeHUS U HapyllleHue PyHKIMU
MoyveK B 1e010Te, YTO BeChMa CXOAHO € TPOrHOCTUYE-
ckumu akropamu ipu MTAH y B3pocibix [581].

B cepuu HabmoneHuit B QUHASHAUN MTOYeUHAas
BBIXKMBAeMOCTh uepe3 10 jieT nmocjie OMoncuu mouyku
okazanach 91% [582]. A B koropre nanueHToB B Kutae,
T10 HeTaBHO OMYOJTMKOBaHHBIM JaHHBIM, ObLT ITOKa3aH
0oJiee BBICOKUI pUCK ITPOTPecCCUPOBAaHUS B HAITpaBJie-
Huun XITH y B3pocibix o cpaBHEHUIO ¢ AeThMmu [583].
Camoe KpyITHO€E PeTpOCeKTHBHOE KOTOPTHOE MCCe-
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nosanue 250 B3pocibix ¢ 'IIIT 6110 MpoBeaeHO BO
Dpannun [584]. [Tpu Mmenuane Hadmonenus 14,8 roma
y 32% mnauueHTOB MMeJach IoYeyHasl HeI0CTaTou-
HocTh (KinKp <50 My1/MUH), 4TO 0OBIYHO aCCOLIMUPO-
BaJIOCh C MPOTEMHYPUEN 1/WUIU TeMaTypureil.
Mmeercsa nuiib Heckosibko PKU, B KOoTOpbIX
n3yvanochk iedeHne ' TT-nedpura y B3pocisix. B He-
JaBHEM 12-MeCSYHOM, MHOTOLIEHTPOBOM, ITPOCIIEK-
TUBHOM, OTKPBITOM HCCJIEA0BaHUM (MCCeqOBaHNE
CESAR) npyMeHsUIM CTEpOUIbI B COYETAHNUM C LIUKJIIO-
(hocammiom wim B Bujie MOHOTEpAruu y 54 B3pOCIbIX
¢ tskenioit LTI, B ToM yncie ¢ npoaudepaTuBHbIM
I'H u BucuepanbHbiMU niposiBiieHUsIMU [585]. BosibHbIE
¢ oeicTponiporpeccupytomiuM I'H B uccnenoBaHue He
BonLIH. Bee malimeHThI mMoTyJaiu CTEpOUIbI, 25 4eIo-
BEK ObUIM paHIOMU3UPOBaHBI K LIMKJI0(ochamuay. He
ObLTIO OOHAPYKEHO JOTIOJTHUTEIbHBIX TTPEUMYIIIECTB
npu 1o0aBIeHUM LHUKI0ochaMuaa o CpaBHEHUIO C
TMPUMEHEHUEM TOJIBKO KOpTUKOocTepouaos. Mccieno-
BaTeJIM IT0JIaraloT, YTO HEOOJIBIION pa3Mep HOMYJISILIUT
HE TO3BOJIWJI MMPUIATH K OTPEACIEHHBIM BbIBOIAM.
Mp&I TipeiyiaraeM UCIIoIb30BaTh B JIEYEHUH B3POC-
neix ¢ I'NTI-redpuTOoM Te Xe MOAXOIbI, KOTOPHIS
npeanoxenbl s FITT y neteit (cM. pazgenst 11.1 u

11.2). Umeroinasicst nokazatenbHast 6a3a He TIO3BOJISIET
MpeaiaraTh KCIOJIb30BaHUE KAKMX-TN00 MHBIX UMMY-
HOCYTIPECCUBHBIX TpenapaToB, KpOMe KOPTUKOCTE-
pounos, ripu I'lIITT-HedpuTe y B3POCTbIX.

PEKOMEHAOALMU NO NPOBEAEHUIO
UCCNEQOBAHUA

* Cnenyet npoBectu PKM m1s1 cpaBHeHMSsT 6- 1
12-MeCSTYHBIX KypCOB KOPTUKOCTEPOUIOB C
KOpPOTKUM KypcoM (28 mHeii) y mereit ¢ I'LLITT-
HedpuToM (OCTPBI HEPPUTUUECKU CUHAPOM
Wi He(ppOTUUECKUI CUHAPOM C HOPMaJIbHOM
dynkimeit mouek u <50% MoyayHUi WU CKITe-
POTUYECKUX U3MEHEHWI MO JAaHHBIM OMOTICHM ).

* Tpedyercs mposenenne PKU mist onipenenerms,
3G GEKTUBHBI T UMMYHOCYIIPECCUBHBIE TTPE-
napathbl (LMKJIOCIIOPUH, a3aTuonpud, MM®D)
1 KOPTUKOCTEPOUIbI MPU JICYSHUU IEeTeH ¢
TsokesbiM [ L TT-HedpuTom (ocTpbiii HeGpUTH-
YeCKUi1 CHHIPOM, HEDPOTUYECKUI CUHIPOM +
CHIXeHUe QYHKIIMY TToveK 1 >50% noymyHuii
WINA CKJICPOTUYECKUX U3MEHEHUI 110 JaHHBIM
OMOTICUY TTIOYKH).
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BBEAEHUE

B »T10ii r1aBe comepxkarcs peKOMEHIALUU I10
nmeueHnio BH y B3pocieix n meteit. ®mHAHCOBEIE TT0-
CJIeACTBUS IN100AJIbHOIO MMPUMEHEHUS TaHHbBIX Peko-
MEHIAIMI paCCMOTPEHHI B IJ1aBe 2.

NPEAMNOCDBIJIKK

Bosneuenue nouek npu CKB, n3BectHoe nmoj Ha-
3BaHMeM BojldaHOUHOro Hedputa (BH), odbycioBieHo
B OOJIBIIMHCTBE CJIy4aeB OTJIOXKEHHEM B KITyOOuKax
MMMYHHBIX KOMILJIEKCOB, IMPUBOASIINM K Pa3BUTUIO
BOCIAJIUTEIbHBIX UBMEHEHUH B KITyOOUKaXx, U €CJIU €r0
HE MpepBaTh — K BOBJICUYEHUIO TOYEYHOTO MHTEPCTU-
ust. [ToBpexxneHue moyek MoXeT MOAIePKMUBAThCI 1
JIPYTUMM MEXaHU3MaMU1, TAKUMHU KaK TPOMOOTHIeCKast
mukpoanruormatus (TMA). INamuenTts ¢ CKB 1 BH
MMEIOT XYIIINii TporHo3, yeM 0osbHBIe CKB 0e3 Bo-
BJIeyeHUs1 movek [586—588]. [1y10x0ii MPOrHO3 TOJIBKO
yacTuyHO o0bsicHsieTcsl puckoM XBIT u TXHII u B
3HAYUTEIBbHOM Mepe CBsI3aH ¢ TeM, 4To Hajnnuue BH
XapakTepusyeT Hauobosee Tskenoe TeueHrne CKB.

CorjlacHO CTaTMCTHUKE, YacTOTa KJIMHMYECKU
3HauYUMoro BoBjieueHus nouek npu CKB cocraBnsier
npuMmepHo 38%. Cpenu GOJIBHBIX ¢ KIMHUYECKUMU
nposiBneHusiMu BH y 40—60% Kk MOMeHTY ycTaHOBKH
nnarao3a CKB nmeercs pa3BepHyTast KapThHa ITopa-
>keHus mouek [589—591]. YacTora BoBeueHUS TTOUEK
3aBUCUT OT 3THUYECKOTO MPOMCXOXKIECHUST OOJbHbBIX.
V npencraButeneil 6enoii pachl (eBpomneunibl, ame-
PUKaHIIBI €BPOIEICKOro mpoucxoxaeHus; 12—33%)
BEPOSITHOCTh pa3BuTusi BH MeHbllle, yueM y 4epHbIX
(adbpoamepukaHubl, xuteau Kapubckoro dacceri-
Ha; 40—69%), naTuHoamMepukaHieB (36—61%) win
MalXEeHTOB a3MaTCKOro MPOMCXOXICHUST (MHACHLIBL,
kurtaibl; 47—53%).

Ha ocnoBanum 6a3sl ganHeix USRDS 3a mepron
1996—2004 rr. yactotra Bo3HMKHOBeHUs1 XITH, o0y-
ciosieHHo#t BH, coctaBmna y B3pocibix 4,5 ciaydas
Ha MWUJIMOH HaceJieHusl B oO1eit momyasiuuu [952],
HO OblJIa 3HAYMTENbHO BHIIIE y YepHBIX (17—20/
MJIH) U JTaTHHOaMepUKaHIEB (6/MIIH), 4eM y OeJbIX
(2,5/mMiH). AHajmOruYHbIe JaHHBIE IPEICcTaBICHbI
B PETPOCIIEKTUBHOM KOTOPTHOM MCCJIEIOBAaHUU U3
Benuko6puranun — 12% 6enbix u 62% 4YepHBIX Ta-
nueHToB ¢ BH mporpeccupoBaiu 10 TepMUHAIBLHOMN
XITH [593]. B CaynoBckoit ApaBun'y 12% naiieHTOB
¢ BH pazunace TXITH [589, 594]. PactipocTpaHeH-
HocTb XBII y 6onbpHbIx ¢ CKB o11eHUTh TpyAHO, HO
MMOCKOJIbKY COBpEMEHHasI Teparysl BHI3bIBAET MTOTHYIO
PEMUCCHIO U y TOJIOBUHBI 00JIbHBIX ¢ BH, MoXHO
npeanoaoxuTb, 4To XBbIT BcTpeuaeTcs yacTo.

Hanuuue BH cienyeT npenmnonarats y 1006010
nauueHTta ¢ CKB u HapymeHueM GyHKLIUU TTOYEK,
MPOTEUHYPUEN, apTEPUATILHON TUNIEPTEH3UEH WU
AKTUBHBIM MOYEBBIM OC3aAKOM. AKTHUBHBIIA MOYEBOI
0CaIoK BKJTIOYAET TeMaTypui0, OCOOEHHO €ClT UMe-
FOTCSI aKAHTOLIUTHI, CBUIETETBCTBYIOIIUE O TOYEYHOM
KPOBOTEUYEHUH, JIEMKOLIUTYPUSI B OTCYTCTBUE MOYEBOM
WH(EKIUN U IPUTPOLUTAPHBIE U JIEUKOIIMTapHBIE
nuauHaApbl. BH noyxeH 6bITh MOATBEPKAEH JaHHBIMU
Hedpobuorncuu. [Mcromornyeckre [aHHbIE COCTABIISI-
0T OCHOBY JUISl TEPANIeBTUYECKUX PEKOMEHIALINH 110
JneyeHuto BH.

12.1.  Kaacc I BH (munumaavhoui me3aneuaavhotii BH)

12.1.1. Mbpinpeaiaraem npoBOMTh JieUeHHE NANUEHTOB C
knaccom I BH B 3aBHCHMOCTH OT BHIPAXKEHHOCTH
BHETOYEYHBIX NMPOsIBJIeHHIA BoYaHKH (2D)

NMPEANOCDLIJIKH

ITpu BH I kjacca npu cBETOBOI MUKPOCKOMUU
KJIyOOUKHU BBIrISAAT HopManbHbiMu. Kinacc I BH
yCTaHaBJIMBAETCsS Ha OCHOBAHWM HAJTMIMSI UMMYHHBIX
JIETIO3UTOB, HE BBIXOISIIIINX 32 ITPEIETbl ME3aHTHSI 1 00-
Hapy>XKMBaeMbIX TOJIHKO MPU UMMYHOMIIOOPECIIEHIINT
WU DJIEKTPOHHON MUKPOCKOITHHU.

OBOCHOBAHME

« Kinacc I BH He conpoBozkaaeTcst KIMHUYECKM -
MM IPOSIBIICHUSIMU, CBOICTBEHHBIMM 3a00JIeBa-
HUSM TIOYEK.

» Kinacc I BH He accoumupoBaH ¢ OTIaqeHHbIM
CHUXXEHUEM (DYHKIIMU TTOYEeK.

ITpu 3ab0pe ¢ uccaenoBaTebCKOM 1IeIbIo MoUeu-
Hoit TKaHu y 00bHbIX CKB 63 KIMHUYEeCKUX Mpu-
3HAKOB 00J1e3HM TT04YeK y 90% TMalleHTOB BBISIBIISUICS
BH [595, 596], 4TO 3HAYMTENBHO MPEBHILIAET YACTOTY
KJIMHUYeCKUX rpossieHuit BH, cocrasnsionyio 40%.
Y HEKOTOPBIX MALIMEHTOB ¢ KIIMHUYECKU 0€CCUMITTOM-
HeiM BH I xmacca na6moganack TpaHcdopmamnus B
OoJiee arpecCUMBHBIC U KIMHUYECKU 3HAUMMBbIE (hop-
Mbl BH [597]. Tem He MeHee B HacTosIIiee BpeMsT HET
JTAHHBIX, MO3BOJISIIONIMX YTBEPXKAATh, YTO KAXKIOMY
nanueHTy ¢ CKB tpebyetcst Guoricusi Houku, Uiu 4To
neuenue BH I xiacca HeoOXoaMMO ¢ KIIMHUYECKUX
MO3ULIUIA.

12.2.  Kaacc Il BH (me3anzuo-npoaugpepamuenouii BH)

12.2.1. IlIpoBomuts ieueHue namueHToB ¢ Kiaccom I BH
u nporeunypueii <1 r/CyTKd B 3aBUCHMOCTH OT
BHETOYEYHBIX NMPOSIBJICHHUIT BoYaHKH (2D).
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12.2.2. Mbl npeayiaraemM npoBoauTh Jiedenne knacca I1
BH c nporeunypueii >3 r/cyTKu KOPTHKOCTEPOU-
navu uim KHU, kak 3To omucano st BMUA (cm.
maBy 5) (2D).

NPEAMNOCDBIJIKA

buornicusg nouku npu knacce I BH mo3Bousier
BBISIBUTH TMTIEPKJICTOUHOCTb ME3aHT U U pacIlIipeHUE
MEe3aHTHaJIbHOTO MaTpUKCa ITPY CBETOBOI MUKPOCKO-
MUY U ME€3aHTUAIbHbIC UMMYHHBIC IETIO3UTHI ITPU M-
MYHOMITIOOPECIIEHITNH U 2JIEKTPOHHON MUKPOCKOTIHMH.
Knunuuecku npu kiacce [1 BH moryTt HaGtonaThest
MPOTEVHYPUS 1/ TeMaTypusl, HO, KaK ITpaBUJIo, HET
He(GpPOTUUECKOTO CUMHAPOMA U CHUKEHUST (PYHKIIUU
nouek. Ecnu ke ipu kiacce I1 BH obHapyxuBaeTcs
MPOTEUHYPUST HEPPOTUUECKOIO YPOBHS, 3TO MOXKET
OBITH OOYCJIOBJIEHO COIYTCTBYIOIIIEH MOAOIIMTOIIATHEH.

OBOCHOBAHMUE

+ JlokazaTeibHOI 0a3bl, Kacalolleics JeueHust
kiacca II BH, HeT.

* [lomouuTomnarus, rUCTOTOTUYECKU XapaKTe-
pusytomasicsi 1udpdy3HbIM pacriacTbiBAHUEM
HOXEK TOJOIUTOB B OTCYTCTBUE OTJIOKEHUS
VMMYHHbBIX KOMILUIEKCOB WJIM SHIOKAMUJUISP-
HOI1 mpoaudepalnu, HadJIIo1aaach y rnalueH-
ToB ¢ KjaccoM I1 BH.

IToBpexnenue nmogounuToB Ipu Kiacce II BH nHe
CBSI3aHO C BBIPAXKEHHOCTbIO OTJIOXEHUSI UMMYHHbIX
KoMIuieKcoB B Me3aHruu [598]. Tak kak He MPOBO-
JUJITUCH TTPOCTIEKTUBHBIE UCCIEI0BaHUS 110 JIEUEHUIO
HedpoTrnueckoit nporeuHypuu npu kiacce 11 BH,
MPeJCTaBseTCS PAallMOHAIbHBIM JICUUTh TaKUX Ta-
LIMEHTOB, Kak 60JbHbIX ¢ BMU/®CIT npu Hanuuuu
He(hPOTUUECKOTO CUHAPOMA WU, ECITU POTEUHYPUSI
He KoHTposiupyetcs, — ookaropamu PAC.

12.3.  Kaacc III BH (ouazoevui BH) u xaacc IV BH

(Ougppy3nviii BH) — unuuuaavnas mepanus

12.3.1. MbI peKoMeHIyeM HHAIIMAILHYIO T€PAIII0 KOp-
TuKOcTepounavu (1A) B coueTannu ¢ mkiaogoc-
tdhavunom (1B) umu MM (1B).

12.3.2. Ilpumyxymuenuu reuenusi BH (nosbumenue CKp,
HapacTaHue NPOTEHHYPUH) B TeUeHHE TMEPBbIX
3 MecsinieB JieueHusl Mbl pe/ijiaraeM Npou3BecTH
CMeHY pe:KUMa WHUIMAJILHOW Tepanuu Ha alib-
TePHATUBHBIA PEKOMEHI0BAHHDIN WJIU MIPOBECTH
MOBTOPHYI0 OMOINICHIO TOYKH /IS ONpeIeIeHus
JajbHeiieil TaKTHKH Jevenus (2D).

NPEAMOCDBIJIKA

Kiacc 111 u xknace IV BH pasinuarpoTcsa Ha ocHO-
BaHUU KOJIMUECTBA MOPAXKEHHBIX KJIYOOUKOB B MPO-
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ueHTHOM oTHotueHuu (kiaace 11T BH <50%; knacc IV
BH >50%). IomepyasipHble MOBPEXIESHUST KITACCH-
¢urupytores kak octpsie (A) unu xpounueckue (C).
AxTtuBHbIe noBpexaeHus npu III u 1V knacce BH
XapaKTepU3YIOTCS SHAOKAMMWIISIPHON M OOBIYHO TaKKe
Me3aHTMaJIbHOM TMITEPKIETOYHOCThIO, TTOTYJIYHUSIMU,
HEKPO30M, ITPOBOJIOYHBIMU METISIMU Y TUAJTMHOBBIMU
TpoMbaMu. XpOHUYECKHE TTOBPEXKICHUS BKIIIOUAIOT
CeTMEHTAPHBIN U T100ATbHBIN TJIOMEPYJIOCKIEePO3.
I[Ipu uMMyHOMII0OPECHIEHTHOM W 3JIEKTPOHHOM
MUKPOCKOIIUU BBISIBISIIOTCSI pacIIpoOCTpaHEeHHEBIE
CcyO3HIOTEMMAIbHbIE M Me3aHTMaJbHbIe UMMYHHbBIC
Jerno3uthl. Eciim oOHapyXKUBAIOTCsI TAKKE pacipocTpa-
HEHHBIE Cy0aMNUTeIMaIbHbIE UMMYHHbBIC JIEITO3UTHI,
9TO O3HAYAET, YTO UMEETCSI COYeTaHUE C KjlaccoM V
BH (cm. OBOCHOBAHMUE).

[Toutn y Bcex MamMeHTOB MMEETCS] MUKpOTeMa-
TypusI W MIPOTEMHYPUsI, YaCTO BCTpedaeTcs Hedpo-
TUYECKUI CUHAPOM U CHMKECHME (PYHKLUMU TTOUECK.
OpmHako ec/id TUCTOJOTUYECKHE U3MEHEHUST TIPEUMY-
mectBeHHO xpoHudeckue (cMv. OBOCHOBAHUE),
KJIMHUYECKUE TIPOSIBICHUS] aKTUBHOCTH MOTYT OBITh
MEHee BBIPaXKEHbI, Ha TICPBBIN TIJIaH BBICTYIIAET IPO-
rpeccupyolias moyevyHast HeIoCTaTOYHOCTh. Teparmust
JTIOJDKHA TIPOBOIMUTHCSI B COOTBETCTBUM CO CTETIEHBIO
AKTUBHOCTY MJIM XPOHUYECKUX U3MEHEHMA.

CraHaapTHBIX OMpee/ieHUi OTBETa Ha TEPaIUio
npu I11 u IV Knacce HeT, UTo 3aTpYyAHSIET IPSIMOE COTO-
CTaBJIEHUE PE3YJIBTATOB KJIIMHUYECKUX UCCIIETIOBAHU.
TeM He MeHee, TOCKOJIbKY B pa3JIMYHbIX UCCJIEIOBAHM -
SIX OOIIMe eI JIeUeHUS OBLIA CXOTHBIMU, MBI TIPY-
BOJMM 3/€Ch OIpEIeICHNSI OTBETOB, ITO3BOJISIONINE
OLIEHUTh YCMEUIHOCTh TePAruyi U OCHOBAHHbBIE Ha
OITyOJIMKOBAHHBIX UCCIeT0BaHUSIX (TabT. 27).

OBOCHOBAHMUE

* IlponudeparusHbiii BH (xinacc 111 u IV) npen-
CTaBJIIET CO0OI1 arpecCUBHOE 3a00JIeBaHUE.

* J1o 1970-X romoB ¥ BEIKMBAEcMOCTb ITAIIEHTOB,
U TIOYeYHasl BBIKMBAEMOCTh IpU Audpdy3HOM
nposmdepaTnsHoM BH OBITM 0YeHb HU3KUMU,
nopsiaka 20—25%.

*  BbDKMBaeMOCTD ITALIMEHTOB U [IOYSYHAST BbIKM-
BaemocTb npu kaacce I11 u IV BH ¢ ucnonszo-
BaHMEM MHTEHCHUBHBIX UMMYHOCYIIPECCUBHBIX
PEXVMMOB paavKaIbHO YIyUIIMIUCE.

* Krnaccuduxkanuusg MexanyHapoaHOTro o0l1iecTBa
Hedposaoros/O01IeCTBA IOYEYHBIX ITATOJIOTOB
BBIIEISIET IPU3HAKY aKTUBHOCTH (A) M1 XpPOHM -
yeckue uameHeHus (C) mpu kinacce 111 u IV BH.
Haimm reyeOHbIe peKOMEHIaK IIpeIHa3HavYe-
HBbI JUIS aKTUBHBIX ITOBPEXACHUI MM aKTUB-
HBIX B COYETAaHUU C XpoHWYecKUMU. [ToaTomy
TpeOyeTcsl TLIaTeJbHOE M3yuyeHHe OuomnTaTa
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Ta6nuua 27. OnpeneneHue oTeBeTa Ha Tepanuio npu BH

Monubii oTBET — cHKeHWe CKp 40 NpefwecTBYIOLLEr0 HOPMANIbHOMO YPOBHSA, @ TaKxXe CHKeHne 0b/K go <500 mr/r

(<50 mr/mmorb)

Yactnyrbiii 0TBET — CTabUNN3ALNA (+25%) Unu cHKeHune CKp, HO He 10 HOpMbI, NOC CHKHene 06/K >50%. Mpwn He-
thpoTnyeckon npotenHypumn (06/K >3000 mr/r [300 Mr/mMmosb]) 06 yny4LIeHUn CBULETENLCTBYET CHKeHNe 0b/K >50%

n goctmxeHne ob/K <3000 mr/r [300 Mr/mMmonb]

Yxypwenne — Het onpegeneHns yxyawenus npu BH, koTopoe 6bl M03BOMNIIO KOHCTATUPOBATL OTCYTCTBIE OTBETA HA Te-
panuio 1 6b110 6bl OLEHEHO B MPOCMNEKTUBHbIX UCC/IEL0BAHNAX B KA4€CTBE MOKA3AHNA K U3MEHEHUIO CXEMbl MHWNLMANBHO
Tepanuu. LLnpoko ncnonb3yercs coxpaHstolleecs 25%-Hoe nosbilieHne CKp, HO 3TOT NokasaTesb He bl BanAMPOBaH

ITOYCIHBIM MOP(OJIOTOM, YTOOBI UMETH ITOJTHYIO
YBEPEHHOCTh B OLIEHKE MOBPEXKICHUS MEPe
HayajioM Teparuu.

+ Jleuenue xiacca IIl u IV BH noapasymeBaer
HavaJlbHYIO (MHULIMAIbHYIO) U TTOAIEPKIBAIO-
mryto pasel. Llenbro Tepanmu aBasieTcst ObICTpOe
nojaBjieHUEe BOCIIAJMTEILHOIO Mpolecca B
MMOYEYHOM TKAHU C MOMOIIbIO MHTEHCUBHOM
VHUIMAJIBHON Tepalliy U 3aTeM 3aKperieHue
addeKxTa MpoaOKUTEIBHBIM JieueHrneM. Ha-
YajJbHYIO a3y 4acTO Ha3bIBAlOT MHAYKIIMOH-
HOI, 9TO TIOIpa3yMeBaeT JOCTUKEHUE PEMUC-
cu 110 ee 3aBepiieHrr. OQHAKO peMUCCHU He
BCeT/Ia pa3BUBAIOTCS B TIEPUOA MHUIIUATBHOMN
Tepalluy, HepeaKO OHM JOCTUTAIOTCS yXe B
nmoanepkuBatomieit dase. [TosToMmy mpeamno-
YTUTEIbHEE TEPMUH «MHUIIMAJIbHAS TePaTIs».

* IIpeumymecTtBa nodaBiaeHUs LUKIodocha-
MHAa K KOPTUKOCTepOUIaM MpPHU MPOBEACHUN
WHULIMAIbHON Tepanuu ObLIM IMOKa3aHbl B
KOHTPOJMPYEMBIX MCCIEAOBAHUIX, TIPOJL-
MOHCTPUPOBABILINX, YTO 3Ta KOMOMHALIUS, 10
cpaBHeHMIO ¢ MoHOoTepanueit KC, mpuBoauna
K CHIDKCHUIO YaCTOThI ITOYEUHBIX PELIMINBOB,
XBIT u tepmunansHoit XITH B oTnaneHHbIe
CPOKM HaOJIIONEeHUSI.

+ Koppekuusi nHULIMAAbHOW Tepamuu IIpu
nponudeparusHoM BH Obuta HampaBieHa Ha
YMEHbIIIEHUEe TOKCUYHOCTHU JICUCHUsI C coXpa-
HeHueM ero 3HEeKTUBHOCTU. DTO MPUBEIIO
K HEKOTOPBIM MOAMGbUKAIUAM 036l ITUKIIO-
dbochamuga u BHeapeHnio MM® B KayecTBe
aJIbTepHaTUBHI LUKI0(pochaMuIy.

* D(PDEKTUBHOCTb HOBBIX PEXKUMOB MHULINATb-
HOI Teparuu J0JKHA OLIEHUBATHCS HE TOJIBKO
Ha OCHOBAaHUM II€pPBOHAYAJIbHOIO OTBETa, HO
Take W 10 OTAAJICHHOMY BO3/IEHCTBUIO — Ha
yacrtoty peunauBoB BH u pazputue XBIT.

[lIupoko ucroab3yeMble peXXKUMBbI JTCUSHUSI TIPei-
CTaBJIEHBI B Ta0IMIIE 28.

VYBenmmueHne akTUBHOCTH CUCTEMHBIX TTPOSBICHUI
CKB, u BocobeHHocTr BH, MOXeT ObITh OXapaKTepu-
30BaHO KaK «BCITBITITKA» WU «pelIMInB». B HacTosIImx
PEKOMEHIALIMSIX MBI UCIIOJIb3YeM TEPMUH «PEIIAIUB».

Kopmukxocmepoudot

Bo Bcex pexkuMax JiedeHus1 UCIOJIb3YIOTCS OIMHA-
KOBBIE TIPUHIIUTIBI JO3UPOBAHUSI KOPTUKOCTEPOUIOB —
HavaJibHasI 103a MPEIHU30JI0HA COCTABIISIET 1 MI/KT ¢
MOCTEIIEHHBIM CHUKEHMEM B COOTBETCTBUH C KIIMHU -
YeCKMM OTBETOM Ha MpoTskeHun 6—12 mecsites. [pu
HauboJiee TsKeNbIX (popMmax 3a00jieBaHUs B Hayajie
JICYCHUS IIMPOKO MCIOJb3YeTCsI TOMOJIHUTEIbHOE
Ha3HaYeHWEe METUJITIPEIHN30I0HA B/B. OTHAKO JO36I
KOPTUKOCTEPOUIOB U IJINTETHHOCTh NX TIPUMEHEHUS
HUKOrIa He ObUIK MpeaMeToM olieHKu B PKI.

Huxaogpocpamuo

Huknodochdamun B/B (0,5—1 r/m?), HazHadae-
MbIil €XeMeCSIUHO B TeueHue 6 MecsueB (pexkum A,
nHorAa HazbiBaeMbiil pexkumoM NIH), 6buT TIepBBHIM
BapMaHTOM MMMYHOCYIIPECCUBHOW Tepamnuu, Ybd
MPEMMYILECTBAa B CPABHEHUM C MOHOTEpanueil Kop-
THKOCTepouaaMu ObLIu nokasansl B PKU [599—602].

Pexum ¢ ncnonabp3oBaHueM 0ojiee HU3KUX /103
mukinodochamuna B/B — 500 Mr kakabie 2 HeIeIU HA
npoTsikeHuu 3 MecsieB (pexkxum B, nHorna Ha3biBae-
MbIit pexxkumoM Euro-Lupus), mo nanasim PKH, mipo-
BEAECHHOTO Yy Ipe/ICTaBUTENIe O€JI0l pachl, OKa3acs
SKBUBAJIEHTHBIM 10 3G (PeKTUBHOCTH pexkumy A [603,
604]. Ognaxo B uccienosanuu Euro-Lupus TonbKo y
HeOO0JIbII0M YacTU OOJIbHBIX ObLIO TSIKEI0€ ITopaXkeH!e
IOYeK B BUE OBICTPO MPOTPECCUPYIONIei MOYeIHOM
HEJ0CTaTOYHOCTU B COYETAHUU C PACIIPOCTPAHEHHBIM
(6omee 50%) cerMeHTapHBIM HEKPO30M KITyOOUKOB MITH
nostyiyHussMu. OcTaeTcst HesICHbIM, DKBUBAJIEHTHA
1 3 EKTUBHOCTb PEXXUMOB B 1 A nipu TsiXKesnbIX
dopmax kiacca III u IV BH u y mauneHTOB Apyroro
STHUYECKOTO MTPOUCXOXKIEHUSI.

Huknodbochamun BHYTpS B 103e 1,0—1,5 mr/kr/
cyTKU (MakcuMaIbHas 103a 150 MI/CyTKu) B TeUeHUE
2—4 mecsueB (pexxum C) UCTTOTB30BaJICs KaK aJibTep-
HaTuBa LuKIodochamuay B/B [605, 606]. DdbdekTrn-
HOCTb 00erX (hopM HazHauyeHUs LUKIohochamuaa B
MPOCTIEKTUBHBIX HAOIIOJAaTEeIbHBIX UCCAETOBAHUSIX
oKasajach dKBUBaJeHTHO [599, 607—610]. Lukio-
dochamu BHyTpb 0Ka3ajics 9KBUBaJIEHTEH M0 3 heK-
TUBHOCTH MUKO(EHOaTaM y KUTAaCKHUX MaIllieHTOB
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TaGnuua 28. Pexxumbl nHMUUuanbHoii Tepanuu BH, knacc lll/knacc IV

C. Luknochocthamupg

Pexum A. NIH* B. Euro-Lupus* D. MM®
BHYTPb
Lluknodhoccamug B/ 0,5-1 r/m? exe- B/B 500 Mr kaxble 1,0-1,5 mr/kr/cyTkn -
MECSA4HO B Te4YeHne 2 He[leNnn B TeYeHue (MakcumansHo
6 mecsaues 3 mecaues 150 mr/cyTKu)
B TEYEHMe
2-4 mecsues
MM® - - [0 3 r/CyTKN B TeYe-
Hue 6 MecsLeB
MpenmyLecTsa no aaH- Ja Ja Ja Ja

HbiM PKW npn nponude-
paTueHom BH

lMpeumyLLecTsa no faH- Ja
HbIM PKI npu Tsxenom
nponudepatneHom BH

He nccnepoBaH

He nccnepoBaH He ncecneposax

KommeHTapui dhhexTnBeH dhheKTnBEH dhpeKTUBEH Y be- dhhexTnBeH
y 6enbIX, YEPHbIX, y 6enbIx. He nc- NbIX, YEePHbIX, KUTA- Y BeSIbIX, YEPHBbIX,
NaTMHOAMEPUKAHLEB,  CNEJOBAH Y YEPHbIX, LB, W AeLIeBMe, YeM  NaTUHOAMEPUKAHLEB,
KuTanues naTuHoamepuKaHues, B/B UMKNoocamMug  KUTanLeB; BbICOKas
KuTanues CTOMMOCTb

BH — BonyaHou4HbIin Hedpput, MM® — mukodheHonata modpetun, PKIA — paHBOMNU3MPOBAHHbIE KOHTPONMPYEMbIE UCCNEA0BaHMS

Bce pexumbl BKAKOYAKT KOPTUKOCTEPONAbI: MPEAHU30H BHYTPb B Ha4anbHO Ao3e 0,5-1,0 Mr/Kr/CyTKu, C NOCTENEHHbIM CHIDKEHEM B Te4eHMe
612 mecsLeB B 3aBUCUMOCTI OT KIMHUYECKOr0 OTBETA; METUANPEAHU30MOH B/B B HaYase Tepanuu npu TsHKenbix hopmax 3a60neBaHus.

[611, 612], HO y mALMEHTOB APYTOTO MPOUCXOXKICHUS
3TO TOATBepXaeHO He Obuto. CoobIanoch o Gosee
YaCThIX TOOOYHBIX 3 heKTax MpH MpueMe HUKI0doc-
(bamMmua BHyTpb, OMHAKO 3TU JJAaHHbBIE KACaIOTCS JIUIIb
YaCTU UCCIEIOBAaHUM.

Muxodghenoaamot

DddextuBHOCTE MM®D (MaKCUMAJIbLHO 3 I'/CyTKI)
B TeueHue 6 MecseB (pexum D) onenuBanacs B PKU
Y KUTalCKUX MallMEHTOB U 0KA3aJIaCh 9KBUBAJIEHTHOM
pexnmy C, ogHaAKO TMallMeHTHI ¢ TsoKeabiM BH Obumm
HMCKJIIOUYEHBI M3 3TOTO UccieaoBaHus [612].

B PKU, usBectHoM mmona HazBaHuemM ALMS
(Aspreva Lupus Management Study), BKIrouYaBIlIeM
370 maumenTos ¢ kinaccoMm I11, IV V BH, cpaBunBanm
abdekTuBHOCTE MM® 1 pexxrma A. bbl1o mokasaHo,
4yto 3¢ dekTuBHOCTE MM® 3KBUBaJIEHTHA B/B IU-
ki1odochaMuay Mo YacToTe PEMUCCUI K 6 MecsaaM
JICUeHHUSI, a 9acTOTa IMOOOYHBIX SIBJICHUM, BKIIOYast
cepbe3Hble MHPEKIIUU U CMEepTh IallMeHTOB, ObLIia
corioctaBumoii [613].

MukodeHoaaT HaTpUsI B KMILIEYHO-PACTBOPUMOI
000JI0YKEe MOXET OBITh Takske 3ppekTuBeH npru BH,
KaK I0Ka3aJ10 HeOOJIbLIOE UCCIICIOBAHKE Y ITALIMEHTOB,
PE3UCTEHTHBIX K HUKI0dochamumy [614].

Jlpyeue pesxcumot

Ewe Oosiee orpaHnueHHas nokasaTesibHas 0asa,
ocHoBaHHasl Ha PKW, nmeercs B OTHOIIIGHUU Tpex

JPYTUX PEXUMOB MHUIIMATIBHON Tepanuu: KoMOHa-
LIMY KOPTUKOCTEPOUIOB C (i) a3aTHONpuHOM; Miu (ii)
LIMKJIOCTIOPMHOM, a Takxke (iii) KoMOMHAIIMY TAKPOIH-
Myca u MM @ (nHor1a Ha3bIBaeMasi MyJIETUTapTeTHOM,
T. €. MHOTOLICJIEBOI Teparnuein).

Azamuonpun

B PKMH, npoBeneHHOM y eBpoIIeiilieB, CpaBHUBAIU
WHULMAJIbHYIO TepaIuio a3aTUOTIPUHOM B KOMOMHA-
LMY ¢ METUJTIPEAHU30JIOHOM B/B C TOCCAYIOIIUM
Ha3zHAauYeHWeM TPeIHU30Ha BHYTPb, 1 KOMOMHAIIMIO
nukiodocdamMuia B/B ¢ MPeAHU30HOM BHYTPb [615].
Yepes 2 roga He ObUIO pa3iMuuii B 4acTOTEe OTBETA,
a moboyHbIe 3((hEKThl ObUIM HECKOJbKO MEHbIIE Y
MalMeHTOB, MOJyYaBIIMX azaTuonpuH. OaHako npu
JIOTIOJIHUTEJbHBIX UCCIIEIOBAHUSX 3TOM K& KOTOPThI
MaleHToB Haboaanach 060bllasi YacToTa MO3AHUX
peauBOB U Oosiee BhiICOKMIT puck yaBoeHust CKp y
0OJIbHBIX, MTOJIyYaBIIMX a3aTHONpPUH. bosee Toro, npu
MOBTOPHBIX HEPPOOUOIICUSIX B TPpYIIIe a3aTUONPUHA
XpOHUYECKME U3MEHEHUS] ObLIM BBIpaXXEHBbI OoJiee
3HAYUTENLHO [616].

Iukaocnopun

B HeGonbmiom (40 60nbHBIX) OTKpbITOM PKU
CpaBHUBAJIM LIMKJIOCIIOPUH U IMKIodpochamun (B
KOMOMHALIMY ¢ KOPTUKOCTEPOUIAMM ) B KAUeCTBE MHU -
LMaJIbHOM Teparuu pu npoaudeparnsHoM BH [617].
HuknocropuH B 103¢ 4—5 MT/Kr/CyTKW Ha3HAvyalu B
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TeueHue 9 Mecs1IeB ¢ MEIJIEHHBIM CHUKEHUEM U OTMe-
HOI Ha MPOTSIKEHUY TTocieAyonmx 9 mecses. Pexxum
BBeleHUs LMKIo(ochaMuia HECKOIbKO OTINYAICS
OT PEXUMOB, KOTOPbIE MPUMEHSIM B OOJIBILIMHCTBE
OIyO0JTMKOBAHHBIX MCCIEAOBAHUI: B TEUEHUE TIEPBBIX
9 MecsilieB MPOBOJAMIU BOCEMb MyJIbCOB B/B (10 Mr/Kr),
a 3ateM 4—5 mynabcoB BHYTpb (10 MI/KT) B TIOCTIeyIO-
mue 9 mecsitieB. He Obu1o pa3inuyuii HA B OTBETE (MJIN
4acToTe peMUCCHii) K 9-My u K 18-Mmy mecsity, HU B
4yacToTe peuuanBoB rnocie 40 mecsiiieB HAOIOACHUS.
YacroTa nHbEKIMA 1 JICMKOTIEHUU TaKXe HE Pa3fiv-
JaJIUCh MEXIy TPYTIaMu.

Taxpoaumyc 6 kombunavuuu ¢ MMD

B He6onrmom PKW, nmpoBegenHom B Kutae
y MalMeHTOB ¢ coueTaHueM KiaccoB [V u V BH,
CpaBHUBAJIW MYJBTUTAPIeTHBIN pexkuM (KOMOMHA-
uusl Takposumyca 4 mr/cytku, MM® 1 r/cyTku u
KOPTUKOCTEPOUIOB BHYTPb) U €3KEMECSIHBIC TYIbChI
uukinodochamuaa B/B (0,75 1/m? B TeueHUe 6 MecsILIeB)
B COUETAHMU C KOPTUKOCTEPOMIaMU BHYTPh. K 6 Mecsi-
uam 90% naureHTOB, MOJyYaBIIMX MYJILTUTAPIETHYIO
Tepanuio, u 45%, moaydaBIIKnX HUKIoGochaMu, 10-
CTUTJIV ITOJIHOM 1y yacTuaHoi pemuccuu (p = 0,002)
[618]. DdDdeKTUBHOCTD 3TOr0 peXxuMa IoKa He Obuia
OlLIEHEHA B IPYTUX STHUUYCCKUX TPYIIIIaXx.

Wcnonb3oBanue nukiaodochaMuaa B Je4eHUN
kiacca III w IV BH crtano pyrTuHHBIM TTOcie mpo-
cnektuBHoro PKW, npoaeMOHCTpUpOBaBIIETrO, UYTO
nobapiieHHe HUKIIohochamuaa K KOPTUKOCTEpOUIaM
camxkaio passurue TXITH [599]. B npyrux ucciemno-
BaHUSIX ObLIO IMOKAa3aHO, YTO 100aBIeHUE LIUKI0(OoC-
(haMmuma K KOPTUKOCTEPOUIAM YMEHBIIIAIO YACTOTY
peunauBoB BH, yBennmuumBaio 4acToTy peMUCCUI U
cumxaio passutue XBIT [600—602]. PerpocniekTus-
HBII aHaIU3 MOBTOPHBIX HE(POOUOTICUI Y BHIOOPOY-
HBIX TTAIIMEHTOB, TIPUHUMABIINX YYaCTUE B UCCIIEIO0-
BaHmsix NIH, mokasain, 4To y TeX, KTO IToJIy4aj TOJIBKO
KOPTUKOCTEPOUIbI, UMEJIOCh IMHEWHOE BO3pacTaHUe
WHAEeKCAa XPOHWUECKNX U3MEHEHUI CO BpeMeHEM
(c megnaHo# 44 Mecdma Tocie jJedeHus). B To ke
BpeMs y ITalIMEHTOB, MOJTYYaBIINX KOPTUKOCTEPOMIBI
ukiaodochamMu (MIu Apyrie UMMYHOCYIIPECCUBHBIE
npenaparhl), IMHAMUKA WHAEKCAa XPOHUYECKMX 13-
MEHEHUI He OTMeUeHO [619]. DTu JaHHBIE TO3BOJISIIOT
10JIaraTh, YT0 UMMYHOCYIIPECCAHThI IIPEAYIIPEKIA0T
porpeccupoBaHue cMopliuBaHus nodek. Hemo-
CTATKOM 3TUX MCCJICIOBAHUIA SBJISIETCS MAJIOe YMCIIO
MalMeHTOB, OCOOEHHO JUTUTEIbHO HAOJIIOaBIITUXCS.

B opurunansHom PKW He ObLIO BBISIBIEHO CTOJIb
3HAYMMBIX Pa3Iu4uii B UCX0JaX 3a00eBaHUsT MEXITY
npuMeHeHueM LuKiIodochamMuaa B/B U BHYTPb,
KOTOpBIEC TIPUBEIN OBl K IIMPOKOMY MCITOJIb30BAHUIO
pexxuma A [599], HO yUMUTBIBasI, YTO TOKCMYHOCTD B
OTHOIIIEHUU MOYEBOTO MY3bIPsT (XUMUUECKUM ITUCTUT)
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pa3BUBAETCSl TOJABKO TpU MpueMe nukiodochamu-
Jla BHYTpb, B/B BBeleHUE LMKIopochaMuaa cTaao
crangaptoMm jedeHus [599]. B atom mepBoHauaib-
HOM MCCJIETOBAHMM TALIMEHTHI IMOJy4Yaand OOJBIIYIO
KYMYJISITUBHYIO 103y HUKIodpochaMmuaa: mmpermapar
Ha3HavaJICs BHYTPb B 103¢ 4 MI'/KT/CyTKM C MEIMaHOM
JIIUTENbHOCTH 4 Tofa (4YTO 3HAUUTEBHO TIPEBBIIIAET
peKOMEHIyeMbie B HacToOsIee BpeMsl 103bl), U B/B
BBeIeHME IMKI0hochaMmIa TakKe IPOI0JIKaIOCh B
cpenHeM 4 rona. YUuThIBast HOTEHLIMAIbHYIO0 BO3MOXK-
HOCTb Pa3BUTHSI 37I0KAYECTBEHHbBIX TEMaTOJIOTMUECKUX
3a00JIeBaHMI1 HA TIPOTSDKEHUU KM3HU Y TaKUX 00JIb-
HBIX, OOJIBIIINX KyMYJISITUBHBIX 403 HUKJI0pochammma
cienyet uzoderathb. s nauueHToB ¢ BH MbI nipena-
raeM, 9ToObI MAKCMMAaJTbHAS J03a UKo ochamMuia,
MOJyYeHHasl B TEYEHUE BCEil KU3HU, He MpeBbIliaia
36 rpamMoB [13, 284]. Dra pekoMeHAALKUSI COOTBET-
ctByeT pexxumam A—C.

Jpyroit BaxxHOW 3agadyeil TIpU UCIOJb30BAHUU
nukiaodochaMuaa SIBISICTCS CHIKEHNE TOKCUYHO-
ctu. Jlo3a nukinodochamuaa 1okKHa ObITh CHUXKEHA
Ha 20 u 30% y nauuentoB ¢ KinKp 25—50 ma/MuH u
10—25 mia/MuH cooTBeTcTBeHHO [620]. [103a LUKII0-
docdamuna B/B nomKHA OBITH ITOIO00OpPaHa TaAKUM 00-
paszoM, yToObI K 10—14-My nHIO HaTUp (MaKCUMaTbHOE
CHIDKEHNE ) KOJTMYECTBa JICMKOLIMTOB KPOBU COCTABIISI
>3000/mki. TTpu ucnonbzoBaHuu 1ukiIodochamMmuaa
BHYTPb KOJIMYECTBO JEUKOIIUTOB IepudepruIecKoit
KpPOBU CJeAyeT MOHUTOPUPOBATH €XEHEAEIbHO, U
no3a 1ukiodocdamMuaa 10KHa KOPPEKTUPOBATHCS
TaK, YTOOBI MOIEPKUBATh KOJIMYECTBO JIEHKOLIMTOB
>3000/mxi1. JIeiikoneHUsI TpeOyeT TIATeIbHOM OlIeH -
KU, Tak Kak cama CK B, Tak e Kak ¥ IpuMeHeHUE 11~
Kiodocdamuaa, MOXeET BbI3bIBATh MUEJIOCYIIPECCHIO.

JIn1s1 yMEeHBIIEHUSI TOKCUYHOCTH B OTHOIIIEHU W MO-
YEBOTO ITy3bIPsI TIPYU MPUMEHEHUU IIUKII0hochaMuma
BHYTPb MBI TIpeijlaraéM MHCTPYKTUPOBATh MAIIUEHTOB
MPpUHUMATH LIUKIodhochaMua B yTpeHHHUE Yachl, 3a-
nuBasi OOJIBIIUM KOJMYECTBOM XKUJAKOCTU, U MUTh
KHUIKOCTb JOIIOJIHUTEIBHO BO BpeMsI KaxKA0ro mprema
MUILY U B HOUHOE BpeMsi. HazHaueHue 2-MepKanToa-
TaHa HaTpus (MECHa) MOXET TakXKe MUHUMM3UPOBATh
PUCK TeMOpPParnyeckKoro UUCTUTA MPU B/B MyJIbcax
nukiIodochammaa.

Jnas npenynpexaeHus OecIIoAusl Ha BpeMs
npuema rkiaodochaMuaa XeHITMHAM CIeTyeT IMpe-
JlaraTh NpoUIaKTUIYECKUN MpueM Jelnpoauaa, a
My>KUMHAM — TecTocTepoHa [621, 622]. [IpumeHeHMe
JIEUIPOJIMAA JOJIKHO OBITh THIATEJIEHO COOTHECEHO 110
BPEMEHHU ¢ HazHavYeHUeM IMKIodochamMuaa, 4YToObI
apdekT 6bu1 MakcuManbHbIM. Ellle omHMM, mpaBaa
JIOPOTOCTOSIIIIAM, METOZIOM SIBJISIETCSI KpUOKOHCEpBa-
LIMsI TKAaHU SIMYHUKOB. D ¢hEeKTUBHOCTh TECTOCTEPOHA
B OTHOIIIEHUM COXPaHEHUs AETOPOAHON (hyHKIIMU
Yy MYXYMH IMOATBEPXIEHA HEAOCTATOYHO, II03TOMY
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CJIelyeT MPeUIOKUTh MallMeHTaM UCIOIb30BaTh 0aHK
CIIEPMBI.

YunTeIBast TOKCUYHOCTD HUKJTO(ochamMuaa, ObIIN
MPOBeIeHbI UCCIICAOBAHMS C LIEJIbIO BBISICHEHUST BO3-
MOXXHOCTA MOAU(PUKALIMKA peXnuMa JO3MPOBAHUS.
B PKMU [603, 604] uzydanu 3¢dGEKTUBHOCTD MaJIbIX
03 uKiogochamMuma U IpUMEHEHHS €T0 B TCUCHIE
KOPOTKOTO Ieproja BpeMeHHU (pexxuM B) y marimeHTOB
6eoii pacel. [IpuMeHeHMe 3TOro peXknma 00eceanIo
0oJiee BBICOKUI MPOLEHT pEMUCCUIT TTPpU MeHblIel
YaCTOTE TSDKEJIBIX MH(EKINM 10 CpaBHEHUIO C PEXU-
MOM A, XOTs pa3ian4us He ObUIM CTaTUCTUYECKU 3Ha-
yumbimMu [804]. HemanoBaxkHo, 4TO NpU ATUTETBHOM
HaOmoaeHuu (B cpenHeM 10 JieT) oTnasieHHbIE UCXOIbI
MIPUMEHEHUST HU3KNX 003 LUKIodochamMuaa ObLIn
aHaJOrMYHbI HabomaeMbIM Ipu pexume A [603].
B »TOM mccinemoBaHUM OOJBIIMHCTBO IMALIMEHTOB
ObLIU TIpEICTAaBUTEISIMKU O€JI0Oi packl U HE UMEU
TSKEJIBIX KIIMHUYECKMX MPOSBIICHUI 3a00JIeBaHMUSI.
IToaTOoMy HesicHO, OyAeT JIM TaKOU MPOTOKOJ 3 PeK-
TUBEH Y TAIEHTOB APYTOro MPOMCXOXICHUS U Y
0oJIbHBIX ¢ OoJiee TskensiM BH ximacca II/1V.

Bbu1 npeanioxeH Takxke pexuM 0e3 UCTI0Tb30BaHUS
nukiiodochamuaa (pexxum D). B kauecTBe anbrep-
HATUBBI MOCJIEAOBATEILHOMY TIPUMEHEHUIO IINKIIO-
dochamumma mn MM O tepanust MM D nipnmeHsTach B
TeyeHMe NepBbiX 6 MecsieB. OCHOBaHUEM JIJisl TOTO
MOIXO0/1a TIOCIYKIJIM TPY HEOOIBIIINX UCCIeI0BAHUS
¢ npuMeHeHueM MM®, npoBeneHHbIe B A3UM, U
onHo OobIIoe uccienoBanue (140 malreHToB), BbI-
nojaHeHHoe B CIIIA [611, 623—625]. UccaenoBarenu
13 A3nV TIPAIIUTK K 3aKTI0UeHUT0, 9T0 MM® 3KBU-
BaJICHTeH 10 3 HEKTUBHOCTU LUMKIO0Pochamumy, a
uccnegoanue B CIIA nponeMoHCTpUpOBaiIo Aaxke
Gouibiyio 3hdekTuBHOCT MM® 10 cpaBHEHMIO C
nukinodochaMuaoM B/B, XOTSI MHOTHE MalUEHTHI
HE TOJIYYUJIN 1IeJIeBOI 103kl uKiIodochamuna, u 'y
3HAYUTEJLHON YyacTu OOJbHBIX He ObLIO 3 deKkTa,
WUJIM OHU BBRIOBUTN U3 nccaenoBanust. B PKI (ALMS)
[613] ObL10 BrITOUeHO 370 marmeHToB ¢ Kiaccom 111,
IV u V BH, xotopbsiM HazHauyalu KOPTUKOCTEPOU/IbI
BHYTPh B KOMOMHauu 1n6o ¢ MM® exemHeBHO,
00 ¢ ImyIbcaMu IMKiIopochamMmuaa B/B pa3 B MECSII]
B TeueHue 6 mecsues (0,5—1 r/m?). UccaenoBaHue
ALMS noka3zano, yto MM® 0Obl1 5KBUBaJIEHTEH
nukiogochaMumy B/B 10 YaCTOTe OTBETOB Ha Tepa-
nuio K 6 Mecsiam [613]. ALMS noka3zaio Takxke, 4To
yacToTa MOOOYHBIX 3(PMEKTOB, CEPbe3HbIX MH(EKINT
U CMEPTETbHBIX UCXOIO0B ObLIIa OAMHAKOBOM IPU ITPU-
meHeHnn MM @ u nukinodochamuaa. AHaJIOTMYHBIC
pe3yIbTaTh MOJIyYeHbI M B KOTOPTHOM UCCJIEIOBAaHNH,
nposeneHHoM B Erunre [626].

AHau3, BBIMTOJTHEHHBIN TTOCJIE 3aBEPIICHUS KC-
CJeIOBaHUS U MyOJIMKALlMM OCHOBHBIX PE3YJIETAaTOB,
MoKa3aj, 4ToO y NMpeAcTaBUTENIE YEPHOUW pachl, Ja-
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TUHOAMEPUKAHIIEB U Yy JINIl CMEIIAaHHOTO TPOUC-
XOXKAEHUS (JUIsI KOTOPBIX B LIEJIOM XapaKTepHO 0oJiee
pesucteHTHOE TeueHre BH [627]) pe3yabraThl mpume-
HeHus HuKJodochaMuaa ObUIU XyKe IO CPAaBHEHUIO C
MM®. Heobxoarma JONoJIHUTEIbHASE THGOPMALIKS,
ocHoBaHHas Ha PKH, npexxae ueM MOTYT ObITh Mpe/-
JIOXKEHBI peKOMEHIA1IN K, Kacaroniuecs 3(pekTuBHO-
cti MM® y naiyeHTOB OIpeAeIeHHOTO STHUIECKOTO
MPOUCXOKICHUS.

ITockoJibKy YacTOTa IOYEYHOTO OTBETA Y TALIMEH-
toB ¢ BH xnacca II1 u IV ipu 11060M 13 yrmoMsiHy ThIX
PEXKMMOB MHUILMATIBLHOM Tepanuu K 6—12 Mecsuam
COCTaBJISACT JUIIb 0KOo 60%, OBLIN MPOBEACHBI
PKW, 1enbio KOTOPBIX OBLIO BbISICHUTh, MPUBEAET
JIN TOTIOJTHUTEIbHOE Ha3HauYeHWe pUTykcumada mpu
WHULIMAIbHOM Tepanuy MM® 1 KOPTUKOCTEPOUIAMM
K YBEJIMUEHUIO 4acTOThl peMuccuii BH no cpaBHeHMIo
¢ noGasiaeHneM riane6o [628]. Otu PKU onupanuch
Ha JaHHbBIE HECKOJILKUX HEOOJbIINX OTKPBITHIX HE-
KOHTPOJIMPYEMbBIX MCCIIEOBaHUI, B KOTOPHIX OBLIO
MOKa3aHO, YTO PUTYKCUMAO MOXKET ObITh 3(pheKTrBeH
npu npoaudepatusHoM BH kak gns nedyeHust ped-
pakTepHbIX (OpM, TaK U B KAUeCTBE MHUIIMATLHOM
tepanuu [629—635]. OgHako 0Ka3ajaoch, 4TO Yyepe3
12 MecsiiieB pa3inuuii B YaCTOTE MOJHBIX M YaCTUYHBIX
peMUCCUI MEX Ty pUTYKCMMA0OM U 1ialie0o He ObLIO.
Takum 00pa3zoM, pUTYKCMMaO HE MOXET ObITh PEKO-
MEHJIOBaH KaK JOMOJHEeHNE K MHUINAIbHOM TEPariu.

Buvioop pexcuma ununyuaavroil mepanuu

[TauureHTbI, BKIIOUEHHbIE B 00a HanboJ1ee KPYIMHbIX
uccienoBanus, cpapHuBasimine MM® u nukiodoc-
damum, B 11eJIOM UMEN, €CJIM CYIUTh 110 YPOBHIO
MIPOTEMHYPUHU U COCTOSIHUIO (PYHKITUM TTOYEK, MEHEee
Tsxesblii BH [613, 623], yeM nmaleHThl B HEKOTOPBIX
PKM ¢ ucnonb3oBaHUEM TOJBKO LUKIO(pOochaMuia
[601, 636]. [TosTomy npu Ts1ketom BH knacca 111/1V
PeXUMBI JIeYeHHMSI, BKIIIOYaroe HuKiIohochaMun,
MOTYT OBITb IIpearnoYTuTeIbHee. OQHAKO Y YacTH Ma-
LMEeHTOB B ucciaegoBaHu ALMS 6b11 Tskenbiii BH,
U TeM He MeHee OHM OTBeTuIM Ha MM, nostomy
HEOoOXOAVMBI TalbHEeHIIMEe UCCASAOBAHNS. Y Mallu-
€HTOB C MEHee TsKeJIbIM IpordepatnBHEIM BH 11
MHUILIAAILHON Tepalny clIenyeT B MEPBYIO ouepenb
paccMaTpuBaTh TeparieBTUYECKUE PEKUMBI 0e3 -
Kiodochamuaa.

Kpowme Toro, 6iaronpusitHblii apdexT nrkiodoc-
daMuma B OTHOIIEHNHU COXpaHEHUs (PYHKIIMU ITOYEeK
MPOSIBJISLICS TOJIbKO 4yepe3 3—5 jeT HaboaeHus
[599—601]. [ToaTOMY TIpU OLIEHKE HOBBIX, HE COOEP-
XKaux nukiaogochaMuga pexXxuMoB MHULIMATBHON
tepanuu 1ipu kjiacce 111/IV BH ciaenyeT umeTs B BUY,
YTO JJIs BBISIBJICHMSI Pa3IUuYMii MEXAY peXuMaMu
WHULIMAIBHOM Tepanuy M0 MX BIUSIHUIO HA OTHAJICH-
HYIO ITOYE€YHYIO BBLKMBAEMOCTb HEOOXOAMMO CTOJIb XKe
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InuTeabHoe Bpemst. Hampumep, Tommanackast pabouast
rpynna no CKB oOHapy:kuia, 4To a3aTUOTNIPYH, SIBJISTIO-
muiicst, Kak ¥ MM @, aHTMMeTab0IMTOM, SKBUBAJICH-
TeH 1uKiaodochamMuay Mpy MHULMAIbLHOM Teparnuu
kinacca [11u IV BH. OnnHako crycTst iiuTesibHOe Bpemsi
0Ka3aJI0Ch, UTO Y OOJIbHBIX, ITOTYYaBIIMX a3aTUOIIPUH,
MpU TTOBTOPHBIX HehpoOUoricusx 060Jee BbIpakeHbI

XpPOHUYECKME U3MEHEHMS, a TaKXKe BBIIIE YacToTa

peuuauBoB Hedputa u yasoenus CKp [615, 616].

B HEKOTOPBIX pernoHax, Ijie CTOMMOCTb M IOCTYITHOCTh

JIEKapCTBEHHBIX MPEMapaToB UTPAET POJIb, MOXKET BO3-

HUKHYTh HEOOXOAMMOCTb MCITOJIb30BaTh a3aTUOIIPUH

1711 nHuanbHoi Tepanuu BH ximacca [T u IV.

HccnenoBanue pmuteabHOro npuMeHeHust MM @ B
CpaBHEHMU C MHUIIMAJILHOU Tepanuei nukiodocda-
MUJIOM C TIOCJIEIYIOIIMM Ha3HaYeHWeM a3aTHONpUHA
HE BBISIBUJIO 3HAYMMBbIX Pa3IUIUil COCTOSTHMS (DyHK-
LMY TIOYEK MeXIy TpyImnaMu IIpyu MearaHe Iepruoaa
HaOoneHus 64 Mecsaua [612]. OgHako B rpymnie, Io-
nmygaBireiit MM, y 60JbIIero KoJIMJecTBa 00JTBHBIX
HaOJII0JAIMCh PELUAUBLI, IJIUTEIbHAS IIPOTCUHYPUS
>11/cyTku u nepcuctupymomuii ypopeub CKp >2 mr/
1 (>177 mxmonb/n). Takue KITMHUYEeCKHEe TPU3HAKKU
ObLTM ACCOLIMMPOBAHBI, TTO JAHHBIM JIPYTUX UCCIIeI0BA-
HUIA, C MTOCTIEAYIOIIM YXyAIIeHeM (DYHKIIY ITOYeK.

[Toce 6-MecsTaHOTO TIepUOIa MHUIIMATTLHOM Tepa-
nun uccienosanne ALMS OwlT0O TIpomIeHo Ha 3 roma
JUIST OLIEHKY MojyiepkuBatoieit Tepanuu MM® nim
azaTuonpuHoM [637]. XOTs LieJIbIO UCCIeIOBaHUS He
OBLIO CPaBHEHNE OTAAJICHHOT'O BIIVSIHYSI MHULIMAIbHOI
Teparuu Ha (PYHKIIMIO TTOYEK, BbISIBUIIACH TEHACHIIUS
(CTaTUCTUYECKM He 3HAUYMMast) K MEHBIIIEH 4acTOTe OT-
cyTcTBUS A heKTa IeUeHUS Cpeaur OOJbHBIX, ITOTyJaB-
LIUX MHUIIMAIbHYIO TepaIuio HuKIodochamMuaoM, o
cpaBHeHUI0 ¢ MM®. BTH pe3yabTaThl HE 3aBUCEIH OT
TOTO0, MPOBOIWIIACH 3aTEM TOIIEPXKUBAIOIIIAS] TePATTUST
a3aTUOTNpUHOM Mau MM®.

Takum oOpa3zoM, B HAcTOsIIee BpeMsl HEb3s
YTBEpXIaTh, 4To Mpu nponudepatusHom BH nHu-
nuanbHas tepanust MM® crtonb ke 3¢ deKTUBHA B
OTHOIIEHUYN OTIAJICHHOTO BJIMSHUSI HA TTOYEUHYIO
GyHKUMIO, YTO U LUKIT0ohochaMu/.

12.4.  Kaacc III BH (ouazoevui BH) u xaacc IV BH
(Oucpghy3noiii BH) — noooepcusarousas mepanus

12.4.1. MbI peKOMeHIyeM NOCJie 3aBepIIeHNS HHUIUAb-
HO¥i Tepanuu MPOBOAUTH MANKEHTAM C KJIACCOM
III u IV BH noanepKuBaouIy0 Tepanuio a3a-
THonpunom (1,5—2,5 mr/kr/cyrkmn) mm MM®
(1-2 r/cyTKM B ABa NpHeMAa) U HU3KUMH 103aMHI
KOPTHKOCTEPOUIOB BHYTPh (IKBHBAJIEHTHBHIMH
<10 mr/cyrku npeauu3ona) (1B).

12.4.2. Mbpl npeaiaraem ucnoib3oBatb KHU n Huskue
J103bI KOPTHKOCTEPOUIOB J1JIsI IO/I/IePKUBAIOIIIE
Tepanuy y MaldeHToB, KOTOpble He TepeHocaT
MM® u azatuonpus (2C).
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12.4.3. MpbI npeasiaraemM mocje JI0CTHXKEHHS TMOJTHOM
PEMHCCHHU TPOI0JIKATH NMOAIEPKUBAIOIILYIO Te-
panuio B TedeHue Kak MuHIMYM 1 rona, npexie
YeM paccMaTpuBaTh BONPOC O JajbHeiIeM mo-
CTeNneHHOM CHIZKEHNH 00beMa HMMYHOCYTIPECCHH
(2D).

12.4.4. Ecim noiHas peMHCCHs HE TOCTUTHYTA B Tede-
Hue 12 mMecsineB NMoAIepKUBAIOLIEH Tepanuu,
cJie/lyeT PelMTh BONPOC 0 MOBTOPHOI OMONCHU
MOYKHM, MpexKIe 4eM OnpeaessiTh NOKA3aHus K
WU3MEHEHHIO Tepanuu (HeT CTeneHn).

12.4.5. Ecim B nepros yMeHbIIIEHHS 00'beMa NMOIePKM-
BaIoINeii Tepanuu yxymmaercs (yHKIus noyexk
/WA HAPACTAET MPOTEUHYPHSI, MbI TIPEJIaraeM
YCHJIUTD TEPATHIO 10 YPOBHSI, KOTOPBbIii IO3BOJISLT
0bl KoHTposIpoBaTh nposisieHus BH (2D).

OBO0CHOBAHMUE

* HmeeTcs yMepeHHas CTeNEHb J0Ka3aTelb-
HocTU, nojaydeHHasa u3 PKWM y nauueHToB ¢
ki1accom I1I/IV BH, uto mocie nHULIMaIbHOR
Tepanuu TpedyeTcs IUINTEIbHOE MOIIEPXKUBAIO-
1Iee JICUYCHUE.

* HMmeeTcs yMepeHHas CTeMEHb J0Ka3aTeslb-
HOCTH TOTO, YTO TOAAEPKUBAIOIIasT TepaIus
azatTuonpuHoM 1 MM® mpeBOCXOAUT MOJ-
JIep>KMBAIOIIYI0 Tepanuio IUKiIodochaMuaom
(ecnu cymuTh MO PUCKY CMEPTH M PUCKY pa3-
Butus XbII).

*  HMmMeercs ymepeHHasi CTeTIeHb 10Ka3aTeIbHOCTH
TOTO, YTO a3aTUOIPHUH U IIUKJIOCTIOPUH A B Ka-
YeCTBE OIS PKUBAIOIIEH TepaItiy TPy KJ1acce
I11/IV BH comnocraBuMsbl 110 3(h(eKTUBHOCTH.

* HmMeercs oueHb HU3KAsI CTEMEHDb J0Ka3aTeNIb-
HOCTH, YTOOBI OTIPEIENISITh POIOKATETHHOCTD
NOJIePKMBAIOLLEH TEpAITUU TTOCIIE JOCTUXKEHUS
TTOJTHOM PEMUCCUHN, HO B OOJIBIITMHCTBE PaHI0-
MU3UpPOBaHHBIX UccaenoBanuii BH kimacca 111/
IV tepamnust npoBoauiaach B Te4eHUE HECKOJIb-
KUX JIET.

» [IpoBeneHne noamepKMBaoIIeit Teparu ObLTIO
MPEUIOKEHO TTOCTIe TOro, Kak ObUIO ITOKa3aHo,
YTO Yy TTAIIUEHTOB, JICYEHHBIX TOJIbKO KOPOTKUM
KypcoM (6 MecsueB) uukiodpochamuna B/B,
yalle BO3HUKAIOT IMoYeyHble peluaussl [600].

Boioop noooepicusaroweii mepanuu

B HacTos11ee BpeMst IMeeTcs HECKOJIbKO BApMaHTOB
MOIeP>KUBAIOIIICH TepaITiy ITOC/Ie MHULIMAIBHOTO JIe-
yeHus mposindeparuBHoro BH. Mmeroniyecs: B HacTos -
1Iee BpeMsI TaHHbBIC He TIO3BOJISTIOT JaTh OTIpeIeICHHBIC
peKOMEHIAlMK B OTHOIIICHUM BbIOOpA IIperiapaTa aJIst
MMOIAC P>KUBAIOILECH TepaIlii, XOTS B KOTOPTE OOJTBHBIX
Pa3IMYHOTO 3THUYECKOTO IpoucxoxaeHns MM®
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ObLT Oosiee ahdexTrBeH, yeM azatuonpuH. [1pu Bei-
Oope Iperapara cjieIyeT YIUThIBaTh crielupuIecKre
(akTOpHI, CBSI3aHHBIC C TTAIIMEHTOM (KeJJaHUE UMETh
pebeHKa), UJIM 4acToTy IMOoOOUYHBIX 3((PEKTOB.

B koropte 6ompHBIX ¢ BH II1/TV x1acca, cocTosieit
B OCHOBHOM M3 YE€PHBIX MALIMEHTOB U JIATUHOAMEPH -
KaHIIeB, CPAaBHUBAJIM €XEMECSIUYHOE BBEACHUE LIUKITO-
(ochamuna B/B — 10 7 «IIyJbCOB» C ITOCIEIYIOIINM
HazHaueHreM MM® i azaTuonprHa U 6-MeCsSIuHYI0
MyJIbC-TEPANUI0 HUKI0(DOChHAMUIOM €XEMECIIHO C
TOCTIEeIYIOIINM eXeKBaPTAIbHBIM BBEJICHUEM B TeUe-
Hue roga [638]. B aTom ucciie1oBaHmM ObIIO ITOKA3aHO,
YTO B TeUCHUE 72 MECAIICB MTALIMEHTHI, TIOJTyJaBIINe a3a-
THOIPpUH Wi MM, pexe 10CTUTaIM KOMIIO3UTHOM
KoHeuHo# Touku (cMeptu uiau XBIT), uem nosyyasiive
MOTIEP>KUBAIOLIYIO TepaInio HUKIo(pochaMuIoMm, Uy
HUX OTMEYAIOCh MEHBIIIE TOOOYHBIX 2(D(HEKTOB.

B uccnenosanuu MAINTAIN Nephritis, mpoBo-
JMUBIIEMCSI B TIOTMYJISIIIAM, COCTOSIBIIEN B OCHOBHOM
13 0eJIbIX MAllMEHTOB, CPAaBHUBAIM MOICPXKUBAIOIITYIO
tepanuio MM® 1 a3aTUONPUHOM I10C/Ie UHULIMATIb-
HOTO JIeYeHUS C HU3KMMM J03aMU IIUKJIodochamMuaa
(pexxum B) [639]. [Tpu aTOM He y BceX O0IBHBIX TIOCIE
MHUIAJIBHON Teparuu Obljla TOCTUTHYTA PEMUCCHSI.
IlepBuuHOI1 KOHEUHOI TOUYKOI OBLIO BpeMs 10 BO3-
HUKHOBEHMS ITOYeYHOT0 pelirava. [1pu ummreabHoM,
HE MEHEee TPeX JIET, epuojie HaOIIOIeHUs B 9TOM UC-
cJIen0BaHMH ObLIO ITOKa3aHo, uTo MM ® 1 azaTnonpuH
9KBUBAJIEHTHBI 11O 3(hPeKTUBHOCTH.

B npomienHoii dase ucciaenoBanuss ALMS [637]
CpaBHUBAJIM MOJyIepKUBalolyto Tepanuio MM® u
a3aTUOIPUHOM Ioce 6 MeCsILIEB MHULIMATBHOM Tepa-
iu (pexkxum D). [TatmeHTOB BKITI0Yaiu B 3Ty (hasy uc-
CJIeI0BaHMS, TOJIBKO €CJIM OHU JOCTUTAIN ITOJTHOM MIn
YAaCTUYHOU PEMUCCUU MOCJIE MHULIMATIbHOMW TEPATIUN.
Yepes 3 roga KOMITIO3UTHOM KOHEYHOM TOUKY (CMEPTh,
TXITH, moueunsrii peuuaus, yasoenue CKp wimm mo-
TPEOHOCTh B MPUMEHEHUY TEPATTUU «OTYASTHUSI») [10-
cturn y 16% nauneHToB, JedeHHbIX MM®, ny 32% —
JledeHHbIX azatTrnonpuHoM (p = 0,003). [TpeumyiiecTBa
MM® Haz a3aTHONTPUHOM He 3aBUCEIN HU OT PeKrMMa
WHUIMAJILHOU Teparu, HU OT pachl allMEeHTa.

IMunotnoe PKW y 69 maumentos c I11/1V xmaccom
BH, mony4aBmnx MHULMAIBHYIO Tepanuio Ipej-
HU30HOM U 1UKJI0(hochamMruaIoM BHYTPb, MOKA3aso,
YTO B OTHOLICHMU MPEAYNPEXACHUS PELUUINBOB U
CHWXEHUST POTEUHYPUM JIEYEHUE LTUKIOCITIOPUHOM
B T€YEHUE 2 JIET MOXET OBbITh Takxke 3(PPEeKTUBHO B
KavyecTBe TMOIEPXKUBAIOIIEH Teparnuu, Kak Teparusi
asatuonpuHom [606]. Enie B onHom PKM Gbu1o mo-
KazaHo, uto npu Tsxkenoit CKB nuxiocnopuH u
a3aTUOIIPUH COITOCTABUMBI 110 3((HEKTUBHOCTU KaK
CTepounI-cOeperaolme mpernapaThl AJ1s1 TOCTENEHHOTO
CHIZKEHMSI 103bl KOPTUKOCTEPOUIOB, HO CPEIU 3TUX
MalyeHToB ToIbKO Y 29% 6bu1 BH [640].
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,Zl./lllme./lbﬂocmb mepanuu

JInme y yacTy malmeHTOB MOTHAS peMUCCHUS 10-
CTUTAETCS K 6-My MecsILy, U He(hpOOMOIICUU, BBIITOI-
HEHHbIE Tocie 6 MecsleB UHULMAIBHON Tepanuu,
MoKa3ajau, 4YTO, HECMOTPSI Ha TEHAEHIIUIO K YMEHb-
IIEHUIO IPU3HAKOB aKTUBHOI'O BOCTIAJICHUSI, TIOJIHOE
pa3peleHre MaTOJIOrMIeCKUX U3MEHEHUI OTMeUaeTCst
penko [614, 625, 641, 642]. C 3TuMK TaHHBIMU COTJIA-
CyeTCsI U TOT (paKT, YTO MOJI0XKUTEIbHAS KIIMHUYECKas
nuHamuka npu BH xitacca I11/1V nponoszkaeTcs mocie
6 MecsILeB, yXKe B MOAAEePKUBAIOLIYIO a3y JeUeHUs
[603, 605, 607,610, 615, 645]. IIpunsarue peiieHust oo
M3MEHEHUH XapaKTepa Tepaluy He TOKHO OCHOBBI-
BaThCs TOJIBKO Ha MCCJIEIOBAaHUM MOYEBOTO OCa/Ka.
[Tpu iporpeccupyromeM yXyameHUN QYHKIINH TTOYeK
OITpaBIAaHO MMPOBEACHNE TTOBTOPHOM OMOTICHH.

He nmeeTcs mokasaTenbCTB, TO3BOJISIONINX OIIpe-
IeNTh IIUTebHOCTD eueHus. [1o manaeim 7 PKA
CpeaHsISI MPOIOIKUTEIBHOCT UMMYHOCYIIPECCUN
cocraBistia 3,5 roma [599, 600, 603, 604, 609, 612,
615, 638]. MbI ipeuiaraeM MOCTENEHHOE MEIJICHHOE
yMeHbIIIeHHe 00beMa UMMYHOCYIIPECCUU Y HallleH-
TOB, HaXOISIIMXCS B IOJHOM pEeMUCCHU He MEHee
roga. Hanuuue peuuausos BH B aHamHe3e MoXeT
OBITh OCHOBAaHUEM [UISI YIUTMHEHUSI CPOKOB ITOIIEP-
>KUBAIOIIEH Teparuu.

Y maumMeHToB, TOCTUTIINX TOJIBKO YaCTUUHOM
PEMUCCUH, MMMYHOCYIIPECCHUIO CJIeAyeT MPOIOJI-
KkUTh. OTHAKO MOITBITKA B TAKOI CUTYaIIUU TOCTUID
TTOJIHOM PEMUCCUHN, YBEIUUMNBAS T03bI KOPTUKOCTE-
POMIOB WJIM MCIIOJIb3YSl aJIbTepHATUBHbBIE PEXUMBbI
MMMYHOCYIIPECCHHM, HE MMEIOT oM co00il JoKa3a-
TeJIbHOI 0a3hbl.

CBeneHus, Kacalolyecs TOBTOPHBIX He(poOUOoII-
CHIA MOCJIe JIeUeHMs, HEMHOTOUYMCIICHHEI. B OnonTarax,
MOJYYEHHBIX Yyepes 2 1 0oJiee rofa nocjie MUHUIMATb-
HOI Tepamuu, HEPEAKO MPOAOIKAIOT BBISIBISITHCS
MMPU3HAKU aKTUBHOCTH, OCOOEHHO B TEX CIydasx,
KOTIIa COXpaHsIeTCs 3HaUMUTEeIbHASI TIPOTCUHYPUST WITN
noBbieHue ypoBHst CKp [644]. Bosee Toro, B omHOM
M3 UCCJEN0BaHUI ObUIO MOKa3aHo, 4yTo Juilb Y 40%
oosbHBIX ¢ BH wimacca I11/1V uepes 2 rona ummyHo-
CYIIPECCUBHOI Teparuu MpU MOBTOPHOU Ouomicuu
HabJogaeTCs perpecc MophoI0rnIeCKIX U3MEHEHUI
o kinacca Il [616]. IIpu stom ypoBeHb CKp 1 BbI-
PaXXeHHOCTh TIPOTCUHYPUU KO BPEMEHM ITOBTOPHOI
OMOTICMHU B TPyIMaxX MAallMEHTOB C COXPAHSIOMINMCS
BH xnacca I11/1V u ¢ Tpancdopmanueii B kiacc 11 ve
pa3IUYaINCh.

IIpeouxmopst omeema na mepanuro npu BH
kaacca III/IV

BapuabGenbHOCTh KaK OMpeaeieHUuid peEMUCCHT,
TaK ¥ MHULMATbHBIX PEXUMOB JIeUSHUsI B pa3jind-
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HBIX UCCJIEIOBAHUSIX HAXOAUT CBOE OTPake€HUE B HE-
OIHOPOIHOCTH OITyOJIMKOBAaHHBIX PE3YJIBTATOB. XOTSI
OCHOBHOI1 11eJbt0 TeueHust BH noykHa ObITh MoiHAs
peMUCCHSI, TOCTIKEHUE Jaxe YaCTUIHOM PeMUCCUN
3HAYUTEJbHO YJIy4IllaeT MOYeYHbI TTPOTHO3 U BbI-
>KMBAaeMOCTb ITAILIMEHTOB B CPABHEHUU C OTCYTCTBUEM
pemuccuu [645].

YacToTa OTBETOB Ha Tepalinio uepes 6 u 12 Mecsies
JiedeHus1 (Kak MoJTHbIe, TaK M YaCTUYHBIE PEMUCCUN),
10 JaHHBIM HECKOJIbKUX MCCIeIOBaHUIi, B KOTOPBIC
BOLILJIM MALMEHThI O€JION U YepHOI packl, JATUHO-
aMepUKaHIIbl, MeKCUKAHIIbI ¥ TAIIMEHTHI CMEIIIAHHOTO
MIPOUCXOXKACHUS, KOJebaeTcs: B mpeaeaax ot 20 mo
85% 604, 605, 613, 615, 623, 638]. YacToTa MoJHBIX
pemuccuii uepe3 6 1 12 MecsLeB COCTaBJsIET B 3TUX
ucciaenoBanusix ot 8 10 30%. B mpoTUBOMONIOXKHOCTD
ATOMY B KIIMHUYECKMX MCCIIENTOBAHUSIX Y KUTANCKUX
MalMeHTOB YacTOTa peMUCCHUil Obljla 3HAUYUTEIbHO
BBITIIe, 0KOJIO 90%, M cpeny HUX TTOJTHBIE PEMICCHH
coctapisii 60—80% [607—609, 611].

MHorodakTOpHBI aHaIU3 PEeTPOCIIEKTUBHBIX
HMCCIeAOBaHUI TaeT OCHOBaHMS I10J1araTh, YTO Hau-
0oJiee BaXXHBIMU IIPEIUKTOPAMU OTCYTCTBUSI OTBETA
Ha Tepamnuio sBisiroTcs ypoBeHb CKp K Hauasy ieye-
Hus (OP 0,21 na 1 mr/nn [88 MkMoJb/1]), cTeneHb
Hapactanusi CKp npu peuuause, oTcpouyeHHOE
Hayvajo JeueHusT — OoJiee 4eM uepe3 3 Mmecsia Io-
cJie YCTAaHOBJICHUS KJIMHWYECKOTO auarHo3a BH,
U BeIpaxxeHHOCTh npotenHypuu (OLL 0,86 Ha 1 r/
cytku 6enka [ob/K 1000 mr/r unu 100 Mmr/mMmoob])
[627, 643].

B omHOM mMpoCTeKTUBHOM MCCJIeOBAHUU Ha
OCHOBaHUM MHOTO(AaKTOPHOTO aHaJIN3a HE BBISIBJIEHO
KJIMHUYECKUX TIPU3HAKOB — IIPEIMKTOPOB TOCTUKE -
Hust pemuccuu [609], B To BpeMst Kak Apyroe Mpocrek-
TUBHOE MCCIIEAOBAaHMUE TT0KA3aJl0, YTO MPEAUKTOPOM
nojHoi pemuccun 6n11 cxoaHbii CKp (OP = 0,96
Ha 1 Mmxmonb/n [0,0113 mr/mi]) [608].

Enie B 0om1HOM NMPOCMEKTUBHOM HUCCEI0BAHUN
py MHOTO(haKTOPHOM aHajir3e ObLIO [M0Ka3aHo, YTO
OTCYTCTBME JOCTVIKEHMS TIOJTHON PEMUCCUM SIBIISI-
€TCSI OCHOBHBIM (haKTOPOM pUCKa BO3HUKHOBEHMSI
peuuauBa [607], omHAKO B APYTUX UCCIETOBAHUSIX
TaKOI He3aBUCHUMBII IIPEAUKTOP PELMAMBA BbISIBJICH
He ObL1 [616]. O030p HECKONIBKUX PETPOCIIEKTUBHBIX
MCCJIeIOBAHUIA IOKA3bIBAET, YTO OAHUM OOLIMM IIpe-
nukrtopoM pucka XbBII, TXITH u cmeptu siBasgercs
CKbp B ne6rote 3a06o0aeBanus [627, 646—648]. Y nereii
¢ BH orcyrcTBHMe oTBeTa Ha Tepamuio W MOYEUHBIH
peuuauB ObUTH pakTopamu pucka TXITH, OII 5,5 u
11,8 cooTBeTcTBEHHO [649].

Monumopune mepanuu npu BH I11/1V kaacca

YenewmHocTts iedyeHust BH koHTpoaupyeTcs mo-
BTOPHBIMU OIIPEICICHUSIMUA YPOBHSI IIPOTEUHYPUU
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u CKp. B HacTos1iee BpeMsT He CYILIECTBYET OoJjiee
YYBCTBUTEJbHBIX U KIMHUYECKU 3HAYMMBIX OMO-
MapkepoB nouyeuHoro orsera ipu CKB [650]. TTpu
BH, xak u npu npyrux nporeuHypuuyeckux ['H,
yCTpaHEHUE MPOTEUHYPUU SIBISIETCS CUJIbHEHUIIIUM
MPEeIUKTOPOM TMMOYEeUYHO# BbIKMBaeMocTu [477,
651, 652]. Takum oOpa3oM, a(pPpeKTUBHOE JIeUeHre
MpearnoiaracT CHXKEHUE TPOTEMHYPUHU C TEUCHUEM
BPEMEHMU.

IIpeanonaraercs Takxe, 4To 3(pheKTUBHAS Te-
panusi mpuBeaeT K CHUXeHuIo noseiieHHoro CKp.
C TOI1 OrOBOPKOIA, YTO IPU ITPOBEICHUU COMYTCTBYIO-
uieit Tepanuu 6JokaTopamu PAC normycTUMBbIM SIBJISI-
ercst ymepeHHoe HapactaHue CKp. B nepuon neueHust
CJIeTyeT PeTyIsipHO KOHTPOJMPOBATh MOUYEBOI OCAIOK,
obOpalas creluaibHOe BHUMaHE Ha UCYE3HOBEHUS
KJIETOYHBIX IIUJIMHAPOB. MUKporemaTypusi, OIHAKO,
MOXKET COXPAHSITbCS MECSIIAMM, 1axke €CJIM Tepartust
OTHOCUTEJIbHO YCIIEIlIHA B OTHOIIEHUU YJIYyUIIeHUS
(yHKIIMM MOYEK U CHUXXEHMS NpoTeuHypuu. Ke-
JIaTeJIbHO yIOCTOBEPUTHCS, UTO HA (DOHE JICUEHUSI
HOPMAaJIU3yIOTCS CEPOJIOTUUECKUE MapKephl aKTUB-
Hoctu CKB, Takme Kak KOMIUIEMEHT M aHTUTEA K
nycrmpanbHoit JIHK. Onnako C3, C4 w anTHTENAa K
npycrnupanbHoii JJHK nmeror Hu3Kkyio 4yBCTBUTENb-
HOCTb (49—79%) u cnetudwmaHoctb (51—74%) B oT-
HolreHuu aktuBHoct BH [653—659].

PEKOMEHAALU NO NPOBEAEHUIO
UCCNEQOBAHUA

*  HeobOxonumo npoBeaenue PKU nis cpaBHeHUS
sdpdexrruBHocTH MM® 1 ko ochamuma B
Ka4yeCTBe MHUIIMAIBHOM Tepaliiy y MalllieHTOB
Pa3IUYHOTO 3THUYECKOTO TPOUCXOXKICHUS
(mpeacraBuTeeil He 6eJIoi pachl).

* Heobxonumo nposenenve PKU mist uzyuyeHus
PEXMMOB Tepanuu 0e3 CTepOMIOB U C TIPUME-
HEHMEM MaJIbIX 103 CTePOUIOB.

* Heobxonumo nposenenue PKU nis onpenene-
HMSI ITUTEIbHOCTHU MOAIEPXKUBAIOIIEH Teparuu
MocJjie TOCTUKEHMS TMOJTHOW PeMUCCUM TIPU
npoiudepaTusHoM BH.

* HeoOxomnuMbl UCCIEAOBAaHUS, YTOOBI OIpene-
JINTh, MOXHO JIM Ha OCHOBAaHWU MOBTOPHOM
HedpoOMOIICUM y MallMEHTOB C YaCTUYHOM
pemMuccueil peKoMeHI0BaTh MOAM(UKAIINIO
Teparuu sl JOCTVKEHUS TIOJTHOM PEMUCCUM.

* Heo0xoauMo BEIIBUTH OMOMapKephl, KOTOPhIE
OBl OTpaxkajau OTBET Ha Tepamuio U Mopdo-
jgorudyeckue nsMeHeHus1. Ux HeoOXoguMo
TECTUPOBATh U OTIPEACIUTh BO3MOXHOCTb UX
VICTIOJIb30BAHUSI ISl PEIIeHUST BOIIPOCa O Mpe-
KpalleHU Teparuu, MpoBeIeHUN TTOBTOPHOM
Tepanuu 1 00 U3MEHEHUM PEXMMOB JICUCHUS.
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12.5. Kaacc V BH (memopanosuviit BH)

12.5.1. Mbpbl npenjiaraeM NPOBOAMTS JieUeHHUE NAIMEHTOB
c knaccom V BH, nopmasnbhoii pynkumeii nouek
U cyOHe(dpoTHUECKOil MpOTenHypHeid aHTH-
NPOTEMHYPHYECKUMU U AHTUTHIIEPTEH3MBHBIMU
npenapaTamMu U HA3HAYATh KOPTUKOCTEPOHIbI U
HMMYHOCYTIPECCAHTBI, TOJIBKO €CJI UMEIOTCS M0~
KA3aHHUS CO CTOPOHBI BHETIOUEYHBIX MPOSIBJICHUIA
CHCTEMHOI1 KpacHoii BoluaHKu (2D).

12.5.2. Mbl npeajiaraemM npoBOIUTH JieUeHUE NAIUEHTOB
¢ «yncThiM» Knaccom V BH u nepcuctupyromeit
HedpoTHIECKOii MPOTENHYPHEll KOPTUKOCTEPOU-
JIaMH B COYETAHUHN C IMMYHOCYTIPECCHBHBIMH Tpe-
napatavu: mukiaopochavuaom (2C), wm KHU
(2C), i MM® (2D), uium azatuonpunom (2D).

NPEAMNOCDBIJIKA

ITpu xnacce V BH nipu ¢BeTOBOII MUKPOCKONUU
OTMEYaeTCsI XapaKTepHOE YTOJIIIeHNE O0a3aIbHOI MeM-
OpaHbl KaNWJUISIPOB KIyOoUuKa, a Mpu UMMYHODIII00-
pEeCLIEHLINY U SJIEKTPOHHON MUKPOCKOITUY UMMYHHBIE
KOMILIEKCHI BBISIBIISIIOTCS TOJIBKO CYO3IMTEINAIBHO.
Ecnu xe nameHeHMs1 Kitacca V cOImpoBOXKIAIOTCS TAKKE
SHIOKAIMWUISIPHOM TMIIEPKIIETOYHOCTBIO M/ M1 CYO3H-
JTOTeUATBHBIMU IETIO3UTaMU, TO TUCTOJIOTUYECKUI
IarHo3 (popMynIMpyeTcs Kak codeTaHue Kiacca V u
kiacca [11/1V BH. OcHoBHOE KTMHUYECKOE TTPOSIBIIC-
Hue kaacca V BH — nnporennypusi, yacto He(ppoTHUue-
CKOT0 YPOBHSI, B COUETAaHUY C TeMaTypueli Wiv 0e3 Hee,
(byHKIIMS TTOYEK, KaK MPaBUJI0, OCTAETCSI HOPMAIbHOM.
[Mpu covyetanuu ¢ kiaccom 11 wimu IV BH mMouesoit
0CaJ0K MOXET OBbITh 00JIee aKTUBHBIM, U 00Jiee BEPO-
SITHO HaJIM4YMe HapylIeHUs! (DYHKIIUY MTOYEK.

OBOCHOBAHMUE

* Yucroiit knacc V BH, xots u cuuraeTcss MeHee
TseKeabM 1o cpaBHeHuto ¢ 111 u IV knaccom
BH, taxxke accounupoBaH ¢ pazButueM XbII
u TXITH, ocobeHHO NMpU HaJIWUYUU BbICOKOW
MPOTEUHYPUH.

* Ilpu HeppoTHUECKOM MPOTEUHYPUHN Y TTALIUECH -
TOoB ¢ KiaccoM V BH crioHTaHHBIX pemuccuii
00BIYHO He HaOIOAaeTCS.

* HMmeetca onHo Hebonbioe PKU, kacatoeecst
kJacca V BH, B KoTopoM cpaBHUBaJIM KOPTUKO-
CTEPOUIBI B COUETAHUM C UMMYHOCYIIpEeCCaHTa-
MU ¥ MOHOTEPAINIO KOPTUKOCTEPOUIaMH.

* MmMeeTcst HECKOJBKO HEOOIBIINX PETPOCIICK-
TUBHBIX MCCIIeA0BaHUI puMeHeHnsI MM® u
azaTronpuHa rpu kiacce V BH.

* He npoBonuinck ncciaenoBaHusl, Kacarolmecs
BIMSTHUST TEPAITMM Ha OTHAJICHHYIO MTOYCUHYIO
BbIXKMBaeMoCTh Ipu Kiacce V BH.
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* [IporHo3 y maiueHTOB CO CMEIIaHHBIMU MEM-
OpaHO3HBIMU U TTPOIU(EPATUBHBIMU U3MEHE-
HusiMu (T. e. ¢ couetanuem V xiacca BH c 11
wn IV KinaccoM) MeHee 01aronpusiTeH, 4eM mpu
yrucToM kiacce V BH, 1 anamornueH TakoBomy
npu III unu 1V knacce BH. TToatoMy neueHue
MAaIMEHTOB CO CMEIIAHHBIMU MEMOPAHO3HBIMU
U TIpoIMepaTUBHBIMU U3MEHEHUSIMU CJICAYeT
MPOBOJIUTH TaK ke, Kak rpu kiacce [1Tu IV BH.

Het yOenuTenbHBIX JaHHBIX B I0JIb3Y JICUCHUS
kinacca V BH c cyOHedpoTtuueckoit nporenHypueit
MMMYHOCYIIpeCCaHTaMM, OAHAKO YYUThIBasl HeO1a-
TONPUSITHOE BIMSHUE TIPOTEMHYPUU KaK TaKOBOMH, y
TaKMX MallMEHTOB ONPaBIaHO IPUMEHEHNE aHTUIIPO-
TeUHYPUUYECKUX M aHTUTUTIEPTSH3UBHBIX IIPEITapaToB
(cM. raBy 2). Ota Tepanus npu kiacce V BH moxer
CHU3UTH npoTenHypuio Ha 30—50% [486, 652, 660].
DTU Tpernapathl CJIeAyeT UCIIOIb30BaTh U JOITOJTHU-
TEJIbHO — TIPU TIPOBENEHUU MMMYHOCYTIPECCUBHOIM
Teparuu y MalueHTOB C IIPOTenHypueil HeppoTuue-
CKOT'O YPOBHSI.

MoTtuBupoBkoii jedyeHus kiacca V BH ¢ He-
(poTryeckoit MpoTeuHypueil UMMYHOCYIIpecCaH-
TaMu ciyxkat ciaenyonme daktel. CHikeane CK®
HaOmogaercst npumepHo B 20% ciiydaeB kiacca V
BH, a XITH yepe3 7—12 net pa3suBaercs y 8—12%
[661—664]. B ogHOM Mccie10BaHMM COOOILAETCS O He-
oaronpuATHbBIX ucxonax — cMeptu U TXITH — y 28%
nanyeHToB K 10 ronam [665]. CrioHTaHHBIE PEMUCCUN Y
MMaIlMEHTOB C MACCUBHOM ITPOTEUHYPUEH ITpu Kitacce V
BH pa3BuBaiorcst oueHb peako [666, 667]. [TobouHbie
3¢ dEKThI JUIMTETBHO COXPaHSIOIIECS BBICOKOM ITPO-
TEUHYPUU BKITIOYAIOT TUTIEPIUTIUIEMUIO U aTePOCKIIe-
pO3, CIOCOOCTBYIOIIIME, B CBOIO OYEPEdb, CEPACYHO-
COCyIMCTON 3a00J1eBAEMOCTU U CMEPTHOCTHU [652,
668], a Tak:ke TUIEPKOATYISLIMIO C apTePUATbHBIMU U
BEHO3HBIMU TpoMOo3amu [588, 652]. TpomboTHUECKIE
ocsoxHeHus npu kiacce V BH BosHukaror B 13—23%
cJydaeB, M aCCOLIMMPOBAaHbBI ¢ aHTU(HOCHOMUTTUAHBIMU
aHTUTEIaAMU 1/WIu HePOTUUECKUM CUHIPOMOM [661,
664, 669].

Mwmeetcs TonbKo ogHo Heboaboe PKHA (1o 15 ma-
LIMEHTOB B KaXIO TPYIINE JIEUEHUSsT), TOCBSIIIEHHOE
sieyenuio kiacca V BH [670]. B stom uccnenoBaHuu,
npoBeneHHoM B CIIIA, cpaBHUBanIu n1o0aBIeHUE 1IN~
Ki1odochamMuaa Win MUKJIOCIIOPUHA K MPEeIHU30HY
B KOTOpPTE MAI[MEHTOB, BKJIIOUABIIEH MPEICTaBUTE-
Jieii yepHoi 1 OeJioit pachl, a TakxKe JaTMHOAMEPU-
kaHueB. O0a mpemapara — 1 uukiIodpochamua, u
LIMKJIOCIIOPUH — 3HAYUTEJbHO YJIy4Ilaad OTBET Ha
tepanuio (K 12 mecsitiam 40—50% moJIHBIX peMUCCHIA
npotuB 14% B rpyIiie MOHOTEPATUK MPEIHU30HOM).
[Tpu 3TOM peunauBEI MOCe MPEeKpPaIIeHUS JIEUSHUS
BO3HUMKAJM 3HAYUTEIbHO Yallle B IpyIIie OOJbHBIX,
JIeYeHHBIX HuKJocriopuHoM (40% B Teuenue 1 roga),
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110 CpaBHEHMIO ¢ LIMKiIohochamMunoMm (He OBLIO pe-
LIMAMBOB B TeueHUe 2 JieT). B aToM Xe nccaeqoBaHUMU
€IMHCTBEHHBIM HE3aBUCUMBIM IIPEIUKTOPOM OTCYT-
CTBUSI PEMUCCHUH, BBISIBIIEHHBIM TP MHOTO(DaKTOPHOM
aHanu3e, OblJIa UCXOAHAs MpOTeuHypus dosiee 5 r/
cytku. OTCYyTCTBUE YCTOMUMBOI PEMUCCUH SIBJISLIOCH
dakTopoM pricKa CHIKCHUS (PYHKIIUM TTOYCK.

Bbuto mpoBeneHO HECKOJIbKO HEOOJNBIIUX He-
KOHTPOJUPYEMBIX MM OTKPBITBHIX MCCIEAOBaAHUI
npuMeHeHuss MM® u azatMonpuHa B KOMOMHALIUKN
C KOPTUKOCTepoMAaMMu Win 0e3 HUX Mpu Kiacce V
BH [663, 669, 671, 672]. B uenoM 4yacToTa MOJHbBIX
pEMUCCHI B 3TUX KCCieI0BaHUsIX cocTabisiina 40—60%
K 6—12 Mecsiiam. B He00JIbLIOM OTKPBITOM UCCIIEI0BA -
HUU y NalyeHToB ¢ KiaaccoM V BH Ha ¢oHe neyeHus
TaKpOJIMMYCOM YaCTOTa ITOJTHBIX PEMUCCHI1 COCTaBIIIA
39% k 6 mecsiiaM [673]. DTH peXXUMBI JIeYeHU S 10K~
HbI 0bITh M3ydeHbl B PKH, Tipeskie yem oHu MOTYT OBITh
PEKOMEHIOBAHBI TSI TIPUMEHEHUSI.

IMauuenTsr ¢ couetanuem kiacca V u kiacca 11
win IV BH moryt umerh MeHee 01aronpusiTHbIN
MPOTrHO3 U MOJKHBI OBITh JISYEHBI KaK MalUeHTHI C
nponudepatuBHbiM BH [664].

PEKOMEHAOALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

* Heobxonumo nposenenue PKU st cpaBHeHMst
sppektnBHOCTH MM® 1 tmkinodochammma
unu KHW B uHayK1mu peMuccuu mpu YucToM
kiacce V BH.

12.6.  Obwgue npunyunvt aevenus BH

12.6.1. Mubi1 npeanaraem Bcem nandentam ¢ BH Jmo-
0oro Kiacca MpoBOAMTH JieUeHHE THIPOKCHX-
JIOPOXHHOM (B MAKCHMAJIbHOI CYTOYHOIi 103e
6—6,5 Mr/Kr umeajJbHOrO Beca Teja), ecaH HeT
cnenuduIecKuX NPOTHBONMOKA3AHUI K ITOMY
npenapary (2C).

OBOCHOBAHMUE

+ HWmMeercst HU3Kas cTeNeHb M0Ka3aTeIbHOCTH,
YTO IMIPOKCUXJIOPOXMH MOXKET ITPEAypeKaaTh
pazsutue BH, permmauser BH, TXITH 1 cocynu-
CThbIe TPOMOO3bI U UYTO OH OJIATOIPUSITHO BIIUSIET
Ha JIMITUIHBIN Tpoduiib [674].

B nipocrieKTMBHOM MCCIe10BaHUK THIPOKCHUXIIOPO-
XWH, KOTOPBI MAlIMEHTHI TTOTyYasIv 0 YCTAHOBJICHUS
nuardHo3a BH, y onHMX 00JIbHBIX TPOIOJIKAIU TPUME-
HSITh, a y IPYTUX OTMeHsuH [675]. B npyrom muccieno-
BaHMUM y OOJIbHBIX, IMOJYYaBIIMX TMAPOKCUXIOPOXUH
no paszsutusi BH, ormeuanace MeHbIlas gactora
TXITH, a Takxxe cepaeuHO-COCYAUCThIX U TPOMOO-
TUYECKUX OCJIOXKHEHWI MO CpaBHEHUIO C TEMU, KTO
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HUKOT/a He noJrydan ruapokcuxaopoxuna (O pis
TXITH 0,29;95% 1N 0,026—1,009) [676]. B Gombirom
peTpocrnieKTuBHOM uccienoBanuu (1930 maimeHTOB)
ObLIO YCTAHOBJIEHO, YTO JIeYeHUE THIPOKCUXJIOPO-
XHHOM MpeaynpexaacT cocyauctoie TpoM003bl (OP
0,62; p < 0,0005) [677]. HakoHell, B TIPOCIIEKTUBHOM
Ha0JI0JaTeIbHOM KOTOPTHOM MCCJIeIOBaHUM ObLIO
MOKa3aHO, YTO TUAPOKCUXJIOPOXUH 3aMeISIeT Mpo-
rpeccUpoBaHUe MOYEUHOTO MOBPEXACHUS: KyMYJIsi-
TUBHasI BeposATHOCTD 50%-Horo cHikeHuss CK® v
passutust TXITH yepes 10 ner cocrasisuia 38% vy 1o-
JIyYaBIIKMX TUAPOKCUXTIOPOXUH U 70% y Tex, KTO ero He
rrostyua (p < 0,0001) [678]. [TariueHTI, TTOJTyJaroIIme
TUIPOKCUXTIOPOXUH, TOJDKHBI €KETOMHO MPOXOIUTh
OCMOTp y OKYJIMCTA JUISl UCKTIOYEHUST TOKCUIECKOTO
TMOBPEXICHUS CeTYATKU, OCOOEHHO TPH JJTUTSIBHOM
(bonee 5 neT) mpueme mpemnapara.

12.7.  Kaacc VI BH (ckaeposupyrouguii BH)

12.7.1. Mpbl pekomeHayem mamueHtam ¢ kjaaccom VI
BH npoBoauTh JieueHre KOPTUKOCTEPOUIAMU U
HMMYHOCYTIPECCAHTAMH, TOJIHKO €CJIH UMEIOTCS
MOKa3aHWA CO CTOPOHbI BHENIOYEYHBIX IPOSABJIC-
HMii CHCTeMHO#1 KpacHoii Boraanku (2D).

NPEANOCDLIJIKH

IIpu xnacce VI BH umeercsa ckiiepo3upoBaHue,
00BIYHO TIT00aNbHOE, MO MeHbIIel Mepe 90% Kity-
OOYKOB, Hapsioy ¢ pacIpOCTPaHEHHBIM UHTEPCTHU -
UaIbHBIM (UOPO30M U aTpodueil KaHaIbleB, 0c3
MPU3HAKOB MMMYHOJIOTHUYECKOM aKTUBHOCTH. Pazmep
ouomnTaTa JOJLKEH OBITh JOCTATOYHBIM, YTOOBI UMETH
BO3MOXXHOCTb CYIUTh O COCTOSSHUU BCEM TOYECUHOM
TKaHu. B kiuHudeckoii kaptuHe nipu kiacce VI BH
JIOMUHUPYET TsKeloe HapylleHue (QYHKIUU MTOYEK,
OOBIYHO COMPOBOXIAaeMOE MPOTEUHYPUE U MHOTrIa
reMaTypuei.

OBOCHOBAHME

 Kinacc VI BH oTpaxaeTr XpoHUUYeCKOe IO~
BpeXjeHue ¢ nmorepeil yHKIMOHUPYIOIIEH
MOYEYHOI MapeHXUMbI, 6€3 aKTUBHOI'O UMMY-
HOOMOCPEJOBAHHOTO MOBPEXAEHUS, TTO3TOMY
MMMYHOCYIIPECCHS He ToKa3aHa.

* Hecmortps Ha orcyTeTBue akTuBHOTO BH, y 11a-
LIMEHTOB MOT'YT COXPAHSIThCS SKCTpapeHaIbHbIE
npossaenuss CKB, TpeOyionive nmpoBeaeHus
MMYHOCYIPECCUU.

» Kak u nnpu XBII 1106011 aTHMOI0TMM, TTOKA3aHbI
AHTUMNPOTEMHYPUUECKME U aHTUTUIIEPTEH3UB-
HbIE ITpenapaThl C LIeJbI0 COXPAaHEHUS OCTaTOY-
HOIt (OYHKIIMM MOYEK U OTAAICHUST, HACKOJIbKO
BO3MOXHO, pazButus TXITH.
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12.8.  Peuuduevt BH

12.8.1. Mbpbl npenjiaraeM NpoOBOAMTS JieUeHHe PENUIMBOB
BH, BO3HHKIIMX NMOCJ€E JOCTHNKEHUS MOJHOM
WM YACTUYHOW PEMHMCCHH, 10 TE€M XKe CXeMaM
MHMIMAJIBHON ¥ MOJIePKUBAIOLIEH Tepanuu,
KoTopble ObLTM 3(hdeKTUBHDBI i1 TOCTIKEHUS
nepBoHAYAIbHOI pemuccuu (2B).
12.8.1.1. Eciiu noBTOpPHOE NMpOBEJAEHHE WHM-

HUAJbHOW TEPaNuM BeleT K PUCKY
HAKOIJIEHUS] BBICOKOW KyMYJISTHB-
HOi 103bI HNHKJI0(MochamMmmuaa, Mbl
npeajaraeM MCHOJb30BaTh PEXUM
0e3 mukinodochavuaa (Pexum D)
(2B).

12.8.2. Eciin umMeeTcs oa03peHne, YTo TuCTOI0rHIeCKuii
kaacc BH uamennics, nim He siCHO, 3aBUCHT JIK
nosbienne CKp u/wim HapacTaHue npoTeuH-
YPYH OT BBIPAXKEHHOCTH AKTHBHBIX WJIM XPOHHYE-
CKHX M3MeHEHHiA, CJIe/IyeT BHITIOTHUTD IOBTOPHYIO
OMONCHIO TOYKH (HET CTENeHH).

OBOCHOBAHMUE

* BH xapakTepusyeTcs pelluINBUPYIOLIUM TeUe-
HUEM.

* Peruausel acconmupoBans ¢ pazButreM XbIT.

* Tucronornyeckue uameHeHust npu BH moryr
M3MEHUTHCS PU OOOCTPEHUH, U XapaKTep ITUX
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M3MEHEHUI He MOXET ObITh TOUHO MpeJCKa3aH
Ha OCHOBAaHUM KJIMHUYECKUX JaHHbIX.

V nauumentoB ¢ BH, npuHuMaBuiux yyactue B
PKM u nocturuiux rmoaHoi pemuccuu, B 40% ciaydyaen
BO3HUKAJIU MMOYEUHbIE PELIMINBBI, C MEIMAHON CpoKa
BO3HMKHOBEHMS peliuanBa 41 Mecsiil mocjie HacTyIuie-
HUSI peMuccuu. Y malueHTOB ¢ YaCTUYHOM peMuccueit
000CTpEeHMSI TOYEUHOTO Mpoliecca HabmoaaIuch B 63%
cllyyaeB, ¢ MEIMaHOW CpOKa BO3ZHUKHOBEHUST PELIU-
nuBa 11,5 mecsua nocie pa3sutus pemuccuu [607].

BaxkHO cBOEBpeMEHHO paclo3HaBaThb U JICUYUTh
PeLIMAMBBI, ITOCKOJIBKY € KaxKabIM 000CTpEHUEM HaKa-
TUIMBAIOTCSI XPOHMYECKIE TMTOBPEKACHUS, KOTOPbIE MO-
ryT 3aKOHYUTHCS pa3BuTeM XbI1 v noTeHUManbHO —
TXITH. D10 moarBepkmaeTcss TaHHBIMU ITOBTOPHBIX
HepOoOMOIICHIA, BRISIBIISIIONINX HapacTaHUE MHIASKCA
XPOHUYECKUX U3MEHEHUN Aaxe Mocje yCTelrHOro
JeueHust [614, 616, 618, 625, 641, 644, 680].

BosMmoxxHa cnoHTaHHas TpaHcgopmanuss BH u3
OIHOTO KJIacca B Apyroii. Yare Bcero HaOMomacTCs
tpanchopMmard kiacca 111 B kiaace IV BH [644]. He-
JlaBHEe PETPOCIIEKTUBHOE MCCJIeIOBaHME TTOKa3allo,
YTO KJIMHUYECKU 3HaYMMasl TpaHchopMalus OMHOTO
KJlacca B JIpYToi yallle XapaKTepu3yeTcsl MepexoioM
He nipoJuepaTuBHoro kiaacca BH B mponaudepatun-
HBIIA, YeM HaobopoT [681]. YkazaHueM Ha UBMEHEHME
knacca BH saBnsercss HapacTaHue MPOTEUHYPUU 10
HEe(DPOTUIECKOTO YPOBHS M TOSIBJIEHUE aKTUBHOTO

Ta6nuua 29. Kputepuu anarHocTuKu n onpeaeneHns peunausos BH

Jlerkuii noyYeyHbli peyuaus

MoYeyHbI peyuaus cpeHen TAXEecTH

TaXenblit NOYeYHbIA peungus

HapacrtaHue Kiy604K0BOM remMatypuu
¢ <5 10 >15 B n0ne 3peHus C akaHTo-
LMTamu >2 B none 3peHus

wnn

nosiBneHne >1 apuTpoLUTapHbIX wnm
LWIMHAPOB, NeiKoLuTapHbIX (Mpu
OTCYTCTBUM UHCDEKLMM) LUAUHAPOB,
UNn TeX 1 Apyrux

ECnu MCXoaHbIN KpeaTuHUH:

<2 mr/an [<177 MKMOSTb/N], NOBbILLEHNE

Ha 0,2-1,0 mr/gn [17,7-88,4 mkmonb/n]

>2 mr/an [>177 MKMOSb/N], NOBbILLEHNE
Ha 0,4-1,5 mr/an [35,4-132,6 MkMosb/N]

ecnu ncxopHoe ob/K:
<500 mr/r [<50 mMr/monb], NOBbILLEHNE

Ecnu ucxooHbIN KpeaTuHNH:
<2 mr/pn [<177 mkmonb/n],
MOBbILLIEHME Ha

>1,0 mr/an [>88,4 Mkmonb/n]

>2 mr/an [>177 mkmons/n],
MOBbILLIEHNE HA
>1,5 mr/gn [>132,6 Mkmons/n|

wnnn

00 >1000 mr/r [>100 mr/Mmmons]

500-1000 mr/r [50-100 mr/mmosb], noBbILLE-

abcontoTHOE noBblIlweHne 0b/K
>5000 mr/r [>500 mMr/mMmorb]

Hue fo >2000 mr/r [>200 mMr/mMmons],
HO MeHee 4eM abCoMTHOE NOBbILLEHNE
Ha <5000 mr/r [500 mr/mmorb]

>1000 mr/r [>100 Mr/mMmorb], NOBbILLIEHNE
B 2 pasa u 6onee ¢ abconoTHbIM 0B/K
<5000 mr/r [<500 mr/mMmmons]

BH — Bon4aHo4HbIN HedhpuT, 0B/K — 0THOLLEHME «BEMOK/KpeaTUHUH MOYM>».

Anantuposato u3 Lahita R.G., Buyon J.K., Koike T. (eds). Systemic Lupus Eruthematosus, 5™ edn, Rovin D.N., Stillman I.E., Chapter 42: Ridnet,

Elseveir, Waltham, MA, 2011, pp. 769-814 [687].



124

MOYEBOTO 0Ca/iKa, HO ISl OKOHYATETLHOTO IUarHo3a
TpebyeTcst OMOTCUsT MOYKU.

Knununyeckast 1uarHocTKa MOYEYHOTO PELMIN-
Ba 0a3upyeTcsl Ha U3MEHEHMSIX XapaKTepa MOYEBOIO
ocajika, ypoBHs npotenHypun n nuHamuke CKp o
CPaBHEHUIO C MCXOIHBIM YPOBHEM y KaXXKJI0TI'O KOH-
KpeTHOTo naimeHTa. EfuHOro MHeHUs 1Mo MOBOIY
oIpe/iesIeHNs TTOYEYHOTO PellUaBa HET, KPUTEPUM,
WCTIOTb30BAaHHbIE B OITYyOIMKOBAHHBIX UCCEIOBAHUSIX,
npeacTaBieHbl B Tabnuie 29 [682—686]. CHuxeHMe
YPOBHS KOMIIOHEHTOB KOMITJIEMEHTA ¥l TUTPOB aHTUTEJT
K apycnivpaibHoi JIHK B CbIBOpOTKE TakKe yKa3bIBaeT
Ha BEPOSITHOCTD PEIIMMBA, HO BBISIBJISIETCS HE BCET/IA.

PEKOMEHOALWU NO NPOBEAEHUIO
KJIMHUYECKUX UCCJIEQOBAHUA

HeobxonmmMo nccnenoBaHme MOBTOPHBIX OMOTICHIA,
BBITIOJTHEHHBIX BO BPEMsI TOYEYHOTO PELIMINBA, C LIETBIO
BBISICHEHUSI, OyaeT 1 3(h(PEeKTUBHBIM U3MEHEHUE Xa-
pakTtepa Teparnuu, orvparolieecs: Ha JaHHbIe OUOTICUN.

12.9.  Jleuenue peghpaxmepnoix ghopm 3aboaesanus

12.9.1. ¥ namuenroB ¢ Hapactanuem CKp u/wm npo-
TEMHYPUH TOCJe 3aBepIIeHns] HHAIUATbHOM
Tepanuu, MPOBEIEHHON COIIACHO OJHOMY U3
PEKOMEHI0BAHHBIX PEKUMOB, 1I€J1eCO00pa3HO
BBINOJIHEHHE TOBTOPHO# OWMOTICHMM TOYKH ISt
i depeHIUaTbHOIN TMATHOCTUKI MEXKTY AKTHB-
HeiM BH 1 cMopuiuBanuem nouex (HeT cTeneHu).

12.9.2. Jleuyenune nanuentos ¢ Hapactanuem CKp u/mm
NPOTEUHYPUH, Y KOTOPBIX COXPAHSAETCS AKTHB-
Hoctb BH, ciieyeT npoBoauTh B aI5T€PHATUBHOM
peRIMe MHUIMAIbHO# Tepamu (cM. pa3nen 12.3)
(HeT cTeneHn).

12.9.3. JIns nanuMeHTOB, HE OTBETHBIIMX 00Jiee 4eM HA
OJIMH PeXNM MHUIMAJIBHOW Tepanuu (CM. pa3-
nen 12.3), Mbl npejiaraeM NpoBOIUTD JieUeHHE
PUTYKCMMAa0OM, B/B MMMYHOIJIOOYJIMHOM WM
KHU (2D).

OBOCHOBAHME

* ¥V GONBITMHCTBA MAlIMEHTOB MPU3HAKW OTBETA
Ha Tepanuio JOKHBI BEISIBUTHCI K KOHITY ToAa
JICYCHUsI, XOTSI MOJIHASI PEMUCCHSI MOXET Ha-
CTYIIUTb U MO3IHEE.

* He uMeeTcst JaHHBIX TIPOCTIEKTUBHBIX HCCTIe-
JIOBaHUI, KacarIINXCs OOJBHBIX, Y KOTOPBIX
HE TOCTUTHYTA XOTSI OBl YaCTUIHASI PEMUCCHS.
[TosTOMYy XeraTeTbHO MOBTOPUTH OMOIICHIO
TIOYKH 1 OTIPEICTNUTh, UMEIOTCS JIM KaK1e-JT00
N3MEHEHUS B MOP(OJOTMUECKIX XapaKTepu-
CcTUKax 3a00JieBaHUsI, KOTOPbIe MOTJIU Obl 00b-
SICHATH HEYCIIeX JICUCHUSI.
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* He nMeercst IpOCIIEKTUBHBIX UCCICIOBAHUN Y
MalMeHTOB, He OTBETUBIINX Ha MHUITAAJIBbHYIO
Teparnuio, 0OHAKO 11eJeCO00pa3HO MPOBECTU
BTOPOIl KypC MHUILIMAILHOW Tepaluu ¢ UC-
MMOJIb30BaHUEM aJIbTEPHATUBHBIX PEXMMOB,
YUUTHIBasI JaHHbIE IIOBTOPHOI OMOIICUY ITOYKMU.

*  Hmerorcs HeOOIbIITNE UCCIIEIOBAHNS «TePAITT
OTYasTHUSI» Y MMALIMEHTOB, OCTAIOIIMXCS pehpak-
TepHBIMM K ITOBTOPHBIM KypcaM JICUCHMUS.

Kak mo maHHBIM MPOCIEKTUBHBIX, TaK U PETPO-
CIICKTUBHEBIX MCCIeAOBaHUI y manueHToB ¢ BH,
HECMOTPSI Ha NIPUMEHEHUE Pa3IMYHBIX ITPOTOKO-
JIOB JICUYCHUS W Pa3INYHbIe KPUTCPUU PEMUCCHUU, Y
OOJIBIIIMHCTBA OOJIbHBIX, JOCTUTIINX PEMUCCUN, OHU
pa3BUBAJIMCh B TeUEHUE TIEpBOTO roja Tepanuu [604,
605, 615, 618, 645]. 1o maHHBIM KUCCIAENOBAHUM, Y
50% mnauueHTOB peMHCCUU (ITOJHBIE M YaCTUUHbIC)
BO3HUKAIU B TeueHue 12 mecses, eme y 5—25% — B
TeueHue 24 mecsaueB. [1ooBrMHA TTOJTHBIX peMUCCHI
JocTuraizach K 12 Mecsiam, u elle IoJoBMHA — K
24 mecsiam.

Het eqiHOTO MHEHMS 11O TTIOBOAY TOTO, YTO CUUTATH
pedpakreprabiM BH. TTatimeHT MOXeT OBITH paclieHeH
Kak pedpakTepHBIi, eCI OOIIETIPUHSATHIC PEKUMbI
Tepanuu MuKiIohochaMuaoM He MPUBEIN K YCIIeXy
U peXUMBbI Tepanuu 0e3 Hukiodochamuma TakKe He
nanu a¢gpdexta. Ho KoHKpeTHOI MH(pOpMaLUU, MO-
3BOJISIIOLLEH TOPEKOMEHI0BATh PEXKUM TepaIliu, eCJIn
IMOBTOPHAs OMOIICHS ITOYKU ITOATBEPKAAET, YTO IMPU-
YMHOM KJIMHUYECKUX CUMIITOMOB SIBJISIETCS] aKTUBHBIIA
BH, He umeercs. PaznuuHble BapuaHThl «Tepanuu
OTYaSTHUS» OBLIM OLIEHCHBI JIMIIb B HEOOJBIINX Ha-
OJIroaTeIbHBIX UCCIIEIOBAHUSIX.

Jloka3zaTenbHast 6aza B I10JIb3y IIPUMEHEHUS PU-
Tykcumaba nipu pedpakrepuom BH ocHoBaHa Ha
HEeOONIBIINX OTKPBITHIX MCCegoBaHusX [623, 688].
YV MHOTHX M3 TTAIIMEHTOB B 3TUX UCCICIOBAHUIX HE-
OHOKPATHBIE TTOIBITKY JICYCHUS BHIIIEOMMCAHHBIMU
OOWIECTIPUHATHIMUA T€PATIeBTUICCKUMHU PEeXUMaMU
ObLIM Oe3ycrellHbIMU. PUTykcuMab MOXHO CUMTATh
«Tepamnueil oT4YassHUSI» B Cydyasix, Korja OObIYHbIC
TepareBTUIECKIE PEXXKUMBI YKe UcuepIiaHbl. B Takmx
CIIydasix MpeuMyIecTBa puTyKcumMadba KOHTPaCTUPYIOT
C €ro HeIoCTaToYHOI 3((GEeKTUBHOCTHIO B KaueCTBE
TIOTIOJTHUTEJIFHOM TepaIuy K CTAaHIAPTHBIM peXXruMaM
MHMLMAIbHON Tepanuu (pexxum D) mponudepaTus-
Hbix BH [642].

KauecTBo gokazateabcTB 3(OEKTUBHOCTU TIPU-
MCHEHUST B/B UMMYHOTIJIO0YJIMHA B pepaKTepHBIX
CJIydJasiX O4eHb HU3KO0e. B/B MIMMYHOII00yIMH IpUME -
HS1TM OYKBaJIbHO Y TOPCTKM TALIMEHTOB ¢ MpoJudepa-
TUBHBLIM BH, 11 y HEKOTOPBIX U3 HUX OTMEUeH (P deKT,
COITOCTaBUMBIN ¢ apdexkToM LukIodochamuga [689].
Hexoropsle mpenapaTsl B/B UMMYHOIJIOOY/IMHA (caxa-
po3ocoaepxalne) o0J1agaroT He()pOTOKCUIHOCTBIO,
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MO3TOMY MX cJeAyeT u3berath y MalMeHTOB C yXe
MMEIOIIMMCSI CHIDKEHUEM (DYHKIIMY TTOYEK.
WNmMeroTcst nokazaTesbcTBa, OCHOBAHHBIE JIMIITL Ha
OJIHOM HEOOJIbIIIOM IPOCIIEKTUBHOM MCCJIEIOBAHUM,
B ITOJIb3Y TIPUMEHEHMSI HU3KMX J03 LIMKJIOCIIOpUHA
(2,5 mr/xr/cytkn) ipu pedpakrepHom BH [690, 691].
U xots Ha ¢oHe Takoro edeHUsT (GyHKIIUS TTOYCK He
yJIydlllajiach, y OOJBIIMHCTBA MAllMEHTOB OTMEYEHO
CHUXXCHUE TIPOTCUHYPUM, UCUC3HOBEHNE MUKPO-
reMaTypuu ¥ yMeHbIIEHNE TTOTPEOHOCTU B KOPTUKO-
crepoujax. AHAJIOTUYHO B MPOCTIEKTUBHOM HCCIIe-
JIOBAaHUHU C MPUMEHEHNEM TaKpoJimmyca (3 MI/CyTKM)
y mmauueHToB ¢ BH, KoTophIM He yaaBaaoch CHU3UTH
JI03y KOPTUKOCTEPOUIOB, MTOKa3aHa IMOJOXUTEIbHAs
JWHaMUKa MpoTenHypuu 1 ypoBHs C3 [692].

PEKOMEHAALWU NO NPOBEAEHUIO
UCCNEQOBAHUN

HeobxonuMo ennHoe, 0OIIETTPUHSTOE OTpeaesie-

HME OTCYTCTBMSI OTBETA HA TePaMUIO

Heob6xogumo nipoBenenne PKU st BEISICHEHUS
3(pPEeKTUBHOCTU 00CYXKAAEMbIX BhILIE BaApUaHTOB

«Teparuy OTYasTHUST» B OTHOIIEHUUW YacCTOTHI BO3-

HUKHOBEHUSI PEMUCCUIT U TIOUEYHOI BbIXKMBAEMOCTH

12.10.  Cucmemnasn Kpacnas 6044anKa u mpomoomu-

uecKasa MUKpoOAHSUONAMu

12.10.1. M1 npenjiaraemM npoBOAMTDH JieYeHHE AHTH-
thochommanoro cuaapoma (ADC) ¢ mopaxke-
HUEM M0YEeK Y NALMEHTOB C CUCTEMHOI KPACHOM
BoTuaHkoii, ¢ BH mwm 6e3 Hero, ¢ momMompio
AHTUKOATYJISIHTOB (1ieJieBOe MEeXKIYHAPOHOe
HopMaJM3oBanHoe otHomenne [MHO] 2-3)
(2D).

12.10.2. ITamueHTaM ¢ CHCTEMHO# KPACHOM BOTYAHKOI
U TPOMOOTHYECKOIl TPOMOOUIUTONEHNIECKOI
mypmypoii (TTII) mb1 npeniaraemM npoBOAUTH
NpoIeaypbl MIA3MO00OMeEHA, TAK JKe KaK Maiu-
enram ¢ TTII 6e3 Bouanku (2D).

NPEAMNOCDBIJIKA

TpomboTryeckass MUKpPOAQHTUOMATHSI, aCCOLMU-
poBanHasi ¢ CKB, MoXeT BO3HUKHYTb U30JIUPOBAHHO
WIM B COYETaHUM ¢ UMMYHOKOMIUIEKCHBIM BH. TMA
npu CKB MoxeT ObITh acCOLIMMPOBaHA CO 3JI0Kaye-
CTBEHHOI1 apTepUaJIbHOM TUTIEPTEH3UEH, CHCTEMHBIM
ckiepozoM, TTTI v HOCUTETBCTBOM BOTYAHOYHOTO
antukoaryistnta/ADC.

Xotst TMA, accouumpoBanHasi ¢ ADC, TTII u
3JI0KaQUECTBEHHOI apTepuaibHOM TMIIEPTOHUEH YacTo
niporekaeT Kak OITIT, mpu ADC MoxeT HabIIOIaThCS
U MENJIEHHO Mporpeccupyloliee CHIXXeHe QyHKIUN
MOYeK C MUHUMATbHBIMU KIMHUYECKUMU MPOSIBICHU -
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saMu. [To gJaHHBIM pPeTPOCTIEKTUBHBIX UCCIIEIOBAHNUIA,
ADC ¢ nopaxkeHUeM ITOYEK BO3HUKACT MPUMEPHO Y
30% nauuentoB ¢ CKB [693, 694]. BosuaHo4YHbI
AHTUKOATYJIHT oOHapyxuBaercsa y 30—52% nauu-
eHTOB ¢ noyeuyHbiM ADC, y 72—95% BHIABASIOTCSA
AHTUKAPIUOJIUITMHOBBIEC aHTUTENA, U 15% malreHTOB
HE UMEIOT HUKAKMX CepoJIornueckux Mmapkepos ADC
[693, 695]. PyTrHHBIE TECTHI HE TTO3BOJISTIOT BhISIBIISITh
Bce aHTU(OCHOTUNUIHBIC AaHTUTEIA, TTO3TOMY ITallk-
eHTbl ¢ TMA 6e3 BbIsIBI€HHbIX aHTU(POCHOJUTTUAHBIX
AQHTUTEJ IOJDKHBI JIEYUTHCS TaK K€, KaK CEPOTIO3UTUB-
Hble. /19 moATBepXKIeHUS AMarHo3a Ipyu BHICOKOM
MHJIEKCE TTO03PEHMS TPeOyeTCsl OMOTICHST TTIOUKMU.

OBOCHOBAHME

* A®C yacto Bo3HukaeT nipu CKB, u umeercs
CPEIHSISI CTeTIeHb T0Ka3aTeTbHOCTH, YTO OTCYT-
CTBME YyCIIeXa B €ro JICYEHUU MOXKET IIPUBECTU
K XBIT u TXITH, HecMOTpsl Ha ageKBaTHBIN
koHTposb BH u npyrux nposisienuit CKB ¢
TTOMOIIIBI0 UMMYHOCYIIPECCAaHTOB.

* CneumanabHbBIX UCCIICAOBAHUM aHTUKOATYJISTHT-
Hoit repanuu ADC mpu CKB He TpoBoImiIocs.
HNmerotcs nBa PKU, xacaroimecst ”HTEHCUBHO-
ctu Tepanuu BapdapruHoM npu ADC [696, 697].
DTU uccienoBaHus 00eCeund CPEIHIO CTe-
MeHb 10KA3aTeJIbHOCTH OTCYTCTBUS pa3IMIMii B
TPOMOOTHYECKUX OCJIIOKHEHUsIX Mexxny MHO
Ha ypoBHe 2—3 1 Ha ypoBHEe 3—4, HO reMoppa-
TMYECKUE OCTOXHEHUS Yallle BO3HUKAIIU, ECITU
MHO noanepkuBajioch Ha YpOBHE CBBIIIIE 3.

* TTII npu CKB accouuupoBaHa ¢ BbICOKOI
netanbHOCTBIO [698]. He mpoBoauiaocs PKU,
MO3BOJISIIONIMX JaTh PEKOMEHAIIMU 110 Bele-
Huto TTII B pamkax CKB, Ho nipencTaBisieTcst
OIpaBIAHHBIM MPUMEHSTh PEKUMBI JICUCHMS,
apdextuBHbIe y 60abHBIX ¢ TTIT 6e3 CKB.

PEKOMEHAOALMU NO NPOBEAEHUIO
MCCNIEQOBAHUA

» HeobOxoaumMo mpoBefeHNEe KIMHUYECKOTO UC-
CJIEIOBAHUS JUTSl yTOUHEHMS BIUSTHUS JICICHUS
ADC Ha oTnaieHHY10 (YHKIIHIO TTOYEK.

» HeoOxonuMo npoBeaeHUe KIMHUYECKUX UC-
clIieIoBaHUI 71 BhISICHEHUS 3(POEKTUBHOCTHU
mna3MoobmeHa y mauueHToB ¢ TTIT B pamkax
CKB.

12.11. Cucmemnasn KpacHas 60a4anKka u bepemen-

HoCcmb

12.11.1. MbI npeajaraeM peKOMeHIOBATh KEHIMHAM
OTJIOXKHTh HACTYIIEHHE OepeMeHHOCTH JI0 J10-
cTizKeHus nosHoi pemuccuu BH (2D).
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12.11.2. MbI peKoMeHIyeM He MCNOJIb30BATh IUKJIO-
tdochavmun, MMP, uAIIP u BPA Bo Bpems
oepemennoctu (1A).

12.11.3. MblnpeniaraeM npoIo/DKUTb TEPAMIO IHIPOK-
CUXJIOPOXMHOM BO Bpemsi OepemenHocTH (2B).

12.11.4. IIpu HacTymjieHMH OepeMEHHOCTH MbI PeKO-
MeH/TyeM NePeBOIUTb NANMEHTOK, MOTyYaBIINX
Jnedyenne MM®, na azaruonpun (1B).

12.11.5. IIpu pa3sutuu oboctpennsi BH Bo Bpems
0epeMEeHHOCTH Mbl PEKOMEH]yeM NMPOBOIUTH
JiedeHre KOPTUKOCTEPOMIAMH U, B 3aBUCHUMOCTH
OT TSDKECTH 000CcTpeHus, azatuonpuHom (1B).

12.11.6. IIpuHacTynieHun 6epeMeHHOCTH Y MANMEHTOK,
NOJIYYAI0UIUX KOPTUKOCTEPOUIbI HIIH A3aTHO-
NPHH, MbI IPEIaraeM He CHHKATH J03bI ITHX
NpenapaToB B MepuoJ 0epeMEeHHOCTH M KakK
MHHHAMYM B TeyeHHe 3 MecsIieB mocie poao-
paspemenus (2D).

12.11.7. MblnpeajaraeM NpUMeHSITb MAJIbI€ J103bI ACTIH-
PYHA BO BpeMsi 0epeMeHHOCTH JIJIsl yMEHbIIIEHUST
pucka norepu mioaa (2C).

OBOCHOBAHME

* JlaHHBIe HAOIIOIEHUH TTOKA3bIBAIOT, YTO AKTUB-
Heiit BH 1 BH B ctaguu yacTuyHoi pemuccumn
aCcCOLIMMPOBAHBI C TIOTEPel IIofa 1 yBeIrIe-
HUEM YaCTOThI [IOYEYHBIX PELIUINBOB BO BpEMsI
OepeMeHHOCTHU.

+  Huxnodpochamun, MMD, uAT1®D u BPA tepa-
TOT€HHBI.

*  [MAPOKCUXIOPOXUH, a3aTUONPUH U KOPTUKO-
CTepOUIbl UCIIOJIb30BAIMCh BO BpeMs Oepe-
MeHHoCTH Yy nanmeHTok ¢ CKB u okazanuce
Oe3oIrmacHbBIMKM. Maiible 103bl aCIIUpUHA MOTYT
YMEHBIIUTh BEPOATHOCTh MOTEPHU IUIOAA MPU
CKB.

Puck nmorepu nona y nmaimeHTok ¢ BH 6wt o1e-
HEH B HECKOJIBKUX PETPOCIIEKTUBHBIX UCCJICIOBAHUSIX.
B uccnenoBanuu 78 6epeMeHHOCTEN METOIOM «CJTy-
Yali—KOHTPOJIb» YaCTOTa ITOTEPH II0a Y TTALIMEHTOK
¢ BH n mamuenTok ¢ CKB 6e3 BH He paznmmyanach
[699]. V xenmuH ¢ pemuccueir BH noteps miona
KoHcTtaTupoBaHa B 8—13% ciydaes [700—702]. Bmecte
C TeM Y XeHIIMH ¢ akTuBHbIM BH vactoTa nmorepu
mioja Oblia 3HaYMTETbHO Bbillle — 35% [702]). TTo-
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MHUMO KJIMHUYECKUX MpPOsiBiIeHu akTuBHOCTH BH
(akTOpOM pucKa MOTEPU IJI0AA SIBISIETCS TaKXe
TMITOKOMILIEMEHTEMMUSI, B 9TUX CTyJasix TpUMeHEeHUe
MaJIbIX 103 aCITMPUHA MOXKET 00J1a1aTh TPOTEKTUBHBIM
nmerictBrueM. B perpocriektuBHOM mccienoBaHum 113
o6epemeHHoctei y )keHrH ¢ CKB 1 BH runokomiuie-
MeHTeMust Obl1a accounrpoBaHa ¢ OP mmorepu mona
19, a npumeHeHue acnupuHa ¢ OP mortepu 1uiona
0,11 [701]. Bce XeHIIMHBI B 3TOM HCCIICAIOBAHUU
MpUHAIeXaIn K 0eI0il pace, IO3TOMY Pe3yJIbTaThl
HE MOTYT OBbITh TIEPEHECEHbI Ha MAIIMEHTOK JAPYroro
STHUYECKOTO ITPOUCXOXKICHMSI.

Tepanust TUAPOKCUXJIOPOXMHOM BO BpeMs Oepe-
MEHHOCTH AO0JDKHA OBITh MPOMOJIKEHA, TaK KaK €ro
OTMEHa MOXeT MpuBecTH K obocTpeHnio CKB, B Tom
yucie u BH [703].

V xxenmun ¢ BH Bo Bpemst 6epeMeHHOCTH BO3HU -
KaeT TOIOTHUTEIbHbBIN PUCK B OTHOILIEHUH TTIOUYEYHOM
narosioruu. B omHOM KnccienoBaHuM ObLIO TOKA3aHO,
YTO TMOYEYHbIE PEUUIMBBI U MPOrpecCUPOBaAHUE T1O-
YeuHoU MuchyHKIIUU HEe PA3TNYainuch y 0epeMeHHbBIX
U HebGepeMeHHBIX XeHIuH ¢ BH [699]. [To naHHBIM
JIPYTUX UCCIENOBAHUI, PeIIUANBBI BOZHUKAIM Yallle,
eciu 0epeMeHHOCTh HacTynaja Ha (hoHEe YaCTUIHOM
pemuccuu BH, nporennypuu cBbiiie 1 r/cyTku win
HapyueHust pyHkuuu nouek [700—702]. Coob1anocs,
YTO YaCTOTA MOYEUHBIX PELIUMBOB BO BpeMsi OepeMeH-
Hoctu coctasisiia 10—69% [699—702].

12.12. BHy demeii

12.12.1. Ml npeniaraem nposoauth iedenne BH y ne-
Teii Mo TeM ke cxemam, uro 1 BH y B3pocabix,
U J103MPOBaTh NMpenaparbl B 3aBUCUMOCTH OT
mwiomanayu nosepxHoctu rejaa u CK® (2D).

OBOCHOBAHME

* BH y gereit uMeeT TOT 3Ke KITMHUYECKUIA U TH-
CTOJIOTUYECKMIA (DEHOTHII, KaK U Y B3POCJIBIX.
« PKM no neuenuto BH y nereit He mpoBoamn-
JINCh.
TTosToMy MBI TIpeasiaraeM NpoBOAUTh ieueHre BH
y IeTei 110 TeM 3Ke cXeMaM, KOTOPbIE pEeKOMEHIOBaHBI
B 9TOH TJIaBe IS B3pOCIbIX. PeKoMeHIaIy 1mo Impo-
BEICHUIO KIIMHNYISCKNX UCCIICIOBAHN, YKa3aHHBIC B
paznenax 12.1—12.10, Takke KacaroTcsl U AeTeit.



127

IIABA 13. IAYHIU-UMMYHHBII1 (MAJIOMMMYHHBbBIN)
®OKAJIBHBIN 1 CETMEHTAPHBII1 HEKPOTU3UPYIOILIIUN
[NIOMEPYJIOHE®PUT

BBEAEHUE

B sToi1 rnaBe npeacTaBieHbl peKOMEHIAIMHN 10
JICYEHUIO B3POCIBIX MALIMEHTOB ¢ MAJIOMMMYHHBIM
(boxaNbHBIM M CerMeHTapHbIM HEKPOTU3UPYIOIIUM
[JIOMEPYJOHEDPUTOM, C TIPOSIBICHUSIMU CUCTEMHOTO
BaCKYJINTa WU 0€3 HUX, U C TUPKYJIUPYIOIIUMU aHTH -
TeJaMy K LIUTOIJIa3Me HeUTpoduiaoB wiu 6e3 HUX.
DuHaHCOBbIE MMOCIIEICTBUS ITI00TLHOTO TPUMEHEHUS
JTaHHBbIX PekoMeHanmii paccMOTpeHBI B TiIaBe 2.
13.1. Huuuuaavnas mepanus nayuyu-ummyHHOZ20
dokaabro20 u cecmenmapHo2o HeKpOmMu3Upyro-
weeo 'H
13.1.1. Mpbi pekomenayem nukiaocgochamMua u KopTu-

KOCTEPOHU/IbI B KAYeCTBe HHUIMAIBbHOI Tepaniu
(1A).

13.1.2. Mbl peKoMeHIyeM PUTYKCHMA0 W KOPTHKOCTe-
pouJibl B KauecTBe AJIbTEPHATHBHOTO PeKUMA
WHUIUAJIbHOM Tepanuy y NaUeHTOB ¢ MeHee
TsKeIbIMH (hopMamu 3200J1eBAHUS M TEM, Y KOTO
UMEIOTCS MPOTUBONOKA3aHusI K nukjiodochavu-
ay (1B).

13.2. Ocobble nonyasuuu 604bHbIX

13.2.1. Mbl peKOMeH/IyeM JIONIOJHUTEILHO MPOBeIeHHe
mwiasmMadepesa nanpeHTam, TPEOYIOIINM IHAJTH-
3a, M manueHTaMm ¢ ObicTpo HapacTtaoumm CKp
10).

13.2.2. Mbl npenjaraeM JAONOJTHUTEILHO NMPOBeEAEHHE
miasMacepesa namuentam ¢ auddy3HbIMHA Jie-
roynbiMu KpoBoteyeHusvu (2C).

13.2.3. Mpbl npenjaraeM JONOJHUTEILHO NMPOBEAEHHE
naasmadepesa NaueHTaM ¢ NepeKpecTHbIM
cungapomom — codetanuem AHIIA-Backymura u
antu-I'bBM I'H, B cOOTBETCTBMM C Mpe/I0XKeH-
HBIMH KPUTEPUSIMH U pe;kumamu 11 antu-1I'bM
I'H (cm. miasy 14) (2D).

13.2.4. MpeinpeniaraeM OTMEHSTh TEPANHUIO IUKIO(OC-
thamunom yepe3 3 mMecsina y nanueHToB, 0CTAIO-
HIMXCS JMATH3-3aBUCHMBIMH ¥ He HMEIOINX
BHENOYEYHBIX NposBJieHnii 3a0onesanus (2C).

NPEANOCDLIJIKU

BackyMThl MEJTKMX COCYIOB BKJTIOUAIOT B Ce0sI IpyTI-
my 3a00JIeBaHUI C HEKPOTU3UPYIOIIUM BOCTIaJIeHUEM
MEJIKHX COCY/IOB: apTePUOJI, KalTUJUISIPOB U BeHy1. OHU
XapaKTePU3YIOTCS TIOJTHBIM WX ITOYTHU TTOJTHBIM OTCYT-
CTBYIEM OTJIOKEHMSI UMMYHHBIX KOMITJIEKCOB B COCY/IM -
CTOI CTeHKe (Taylu-uMMYHHBIe 3a00ieBaHus ). THO-

r7a B MaTOJOTMYECKMI TIPOIIECC MOTYT BOBJIEKATHCS
CcpenHue WK KpyIHble cocyabl. K mayiiu-uMMyHHbIM
BAaCKyJIUTaM OTHOCSITCSI TpPaHyJIEMaTo3 C TIOJUaHTUM-
ToM (TpaHyieMato3 BereHepa), MUKPOCKOIIMYECKUI
nmoJuaHTuutT u cuHapom Yapra—Crpocce. s aTux
3a00J1eBaHNII XapaKTEepPHO TOPaKeHUE MOYEeK B BUJIC
Maylu-uMMYHHOTO (hOKaJIbHOTO M CETMEHTApHOTO He-
KPOTU3UPYIOIIETO U MOJTYJIYHHOTO IJIoMepyioHedpuTa
(HTITH). AKTUBHBIN Mayluu-UMMYHHBII BaCKyJIUT
MEJIKUX COCYI0B OOBIYHO aCCOLIMUPOBAH C LIUPKYIU-
PYIOIIIMMU aHTUTENIAMU K LIUTOIUIa3Me HEUTpoduIoB
(AHIIA-Backyautsl). HITI'H MoxeT npoTekaTh u 6e3
3KCTpapeHATbHBIX MPOSIBICHUN.

KnvHuueckue nposiBieHust, 00yCIOBIEHHbBIE
HIII'H, BkiIoyaloT MUKpOreMaTypulo ¢ IMCMOPQHBI-
MW 3pUTPOIUTAMU U SPUTPOLIUTAPHBIMYU LIVJIIUHIPA-
MM, ¥ TIPOTeMHYPHI0, 00BIYHO yMepeHHY1o (1—3 1/cyT-
ku). [Mayum-ummynnsiii HITT'H gacto acconmmpoBan
¢ 6bicTpbIM cHIKeHeM CK® B TeueHUe HECKOJIbKUX
IHEW wiu Henxelsb. JInlb y He3HAUYUTEIbHOW YacTu
00JIbHBIX OTMEUAETCsI MEHEE aKTUBHOE TeUeHUE ¢ Oec-
CUMIITOMHOM reMaTypueil U MUHUMAJIbHOW MPOTEU-
Hypueit 1 60Jiee MeIJIEHHBIM, B TEeUEHUE HECKOJIbKUX
MECSILIEB, TPOTPECCUPOBAHUEM.

YV mauueHToB ¢ CUCTEMHBIM BaCKyJIMTOM MOTYT
MPUCYTCTBOBATh PAa3HOOOpPa3HbIE 3KCTPapeHaTbHbIE
KJIMHWYECKUE TTPOSIBICHUS C TIOPAXKEHUEM OJHOTO I
HECKOJIBKAX OPTaHOB M CHCTEM, KaK C BOBJICUECHUEM
Mmoyek, Tak u 0e3 Hero. Kak mpaBuio, mopaxaroTcs
BEpXHUE IbIXaTebHbIC TyTH, JIETKNE, KOXa, I1a3a u
HepBHasl cuctema. TspKesbie JIeTOUHbIe KPOBOTEUEHMS
BO3HMKAIOT npumepHo y 10% 6GonbHbix ¢ AHIIA-
accouuupoBaHHbIM ['H, ux Hanmuuue cyiiecTBEeHHO
yBeanuuBaeT puck cmeptu [704]. HeobxonumocTth
JIeYeHUsI BHETTOUEUHBIX MPOSIBIIEHU I BACKYJIUTA MOXET
OTpaxaThcsl HA BbIOOpE Tepanuu y OOTbHBIX C TOYEY-
HBIM BaCKYJIUTOM.

Y 90% GOJIbHBIX C BACKYJIUTOM MEJIKUX COCYIOB U
HIIIH BoisiBnsitorcss AHLIA, mpuyem 3T0 BOCHOBHOM
aHTuTesa K muesnonupokcuaase (MI1O) wiu npoteu-
Haze-3 (ITP-3).

PexomeHaanuu no jge4eHUIo, MpecTaBIeHHbIE B
9TOI IJIaBe, OCHOBAHbBI HA UCCJIETOBAHUSIX, TPOBEICH-
HbIX y aneHToB ¢ AHIIA-Backymuramu u/vnu ['H.
Oko110 10% 60bHBIX ¢ KIMHUYECKUMU MTPU3HAKAMU
WA CUMIITOMAaMU MUKPOCKOTTMYECKOTO TTOJTUAHTAN -
Ta, TPAHYJIEMAaTO3a C TIOJTUAHTUUTOM (TpaHyJIeMaTo3a
Berenepa) wiu nayuu-umMmyHHoro HITTH sBnstitotcs
yctoitunBo AHIIA-HeraTuBHbIMU. JIeueHue 3Tux na-
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LIMEHTOB aHajIoTU4HO jedeHn0 AHLIA-nmo3nTuBHBIX
OOJIBHBIX, OHAKO MCCIICA0BAHU, TTOCBSIIIEHHBIX CIIC-
uanbHO neyeHnio AHIIA-HeraTuBHBIX MAllMEHTOB,
He IPOBOIUIIOCE.

OBOCHOBAHMUE

» IIporno3z AHLIA-BackynuToB ¢ I'H 6e3 ieuenust
KpaliHe HeOJaronpusiTeH.

+ HMmMeercs BbIcOKasi CTENEHb 10KA3aTeIbHOCTU B
II0JIb3Y TePAIMU KOPTUKOCTEPOUIAMU U LIMKJIO-
ochamuaom, KoTopast paTKaJIbHO YIydIlIaeT
HEIMOCPEACTBEHHbBIE U OTHaJeHHbIE MCXOIbI
AHIIA-BacKyauTOB, aCCOLIMMPOBAHHBIX C CU-
CTEMHBIMU 3200JIeBAaHUSIMU.

*  HMMMyHOcymnpeccuBHasI Teparus MOXET OBITh
HelleJecoo0pa3Holi y TMalMEeHTOB C TSKEJIbIM
HIITH, yxe TpeOylolum JedeHus JUaTU30M.

* Bce maimeHThI ¢ 3KCTpapeHaIbHBIMU MTPOSIBIIC-
HUSIMU 3a00JIeBaHMS JOJIKHBI ITOJIy4aTh UMMY -
HOCYTIPECCUBHYIO Teparnuio 0€30THOCUTEIBLHO
CTEIIeH! HapylIeHUs (GYHKIIUM ITOYeK.

+ HMmMeercs BbicOKas CTeTIEHb 10Ka3aTeIbHOCTH,
yTO TUIa3Madepe3 obecreynBaeT TOTOJHM-
TeJIbHBIE PEUMYIIIECTBA Y MAIIMEHTOB C TSIXKe-
JaeiM HITTH.
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*  Hwmeercs BpICOKas CTEIIEHb TOKA3aTEJIbHOCTH,
4TO TI1a3Madepe3 00ecreunBacT JOITOTHUTETh-
HBIE IIPeUMYyIIeCTBa ITpU TU(PDY3HOM JIETOUHOM
KPOBOTECUCHUM.

» HMMeloTcs moKa3arenbCeTBa, YTo 3(PHEeKTUBHOCTD
puTyKcruMaba He npeBblluaeT 3(POEeKTUBHOCTD
nukiaodochaMmuaa B KauecTBe MHAYKIIMOHHOM
Teparmu.

* PexoMmeHIyeMbIe PeXXMMBI JICUCHUS TIPEACTaB-
JneHs! B Tadmuize 30.

HUcxomsr AHILIA-BackynuToB ¢ I'H 0e3 nmeueHus
KpaliHe HeOJ1aronpusaTHbL. JIeueHre KOPTUKOCTEPOU-
ITaMu ¥ UKIogochaMUIoOM paguKalbHO YIydIlaeT
OMMKAWIIMI M OTHAJIEHHBIM MPOTHO3 CUCTEMHBIX
AHIIA-BackynutoB. [Ipn3HaHO, YTO UMMYHOCY-
IIpecCcUBHAas Tepalus ImoKa3aHa BO BCEX CIydasix
AHIIA-BackynuToB ¢ 'H. Penkue nckmoueHms Mmoryt
KacaThCs JIUIb MAIMEHTOB C TSOKEIBIMU OTpaHUYEeHO-
MOYEYHBIMM BapMaHTaMM 3a0oJieBaHUs, Oe3 dKCTpa-
PEeHaJIbHBIX ITPOSIBIICHUI BACKYJIUTA MEJIKMX COCYIOB.
Tak, y MallUEHTOB C TSKEIBIM Mayln-UMMYHHBIM
HIITH, tpebymoimuM Je4eHUs] Tuaaiu3oM, BCTaeT
BOTIPOC, MPEBHIIIACT JIU PUCK TePAITMU BEPOSITHOCTH
BOCCTAHOBJICHMS (DYHKIIMU TIOYEK M HE SIBJISICTCS JIN
OecCIToJIe3HBIM TIPUMEHEHNE NMMYHOCYIIPECCUBHOM
TepaIuy Ha TaHHOM 3Talle TeYeHUs 3a00JIeBaHMSI.

Ta6nuua 30. Pexxumbl nevyeHus, pekomeHayembie ana AHLUA-BackynutoB ¢ M'H

Cnocob

Mpenapar BBE/IEHNS

HavanbHas po3a

LUuknochocthamup® /B

0,75 mr/m? Kaxable 3—4 Heaenu

CHU3NTb HavYanbHy 0o3y o 0,5 mr/m?, ecnn Bo3pacT >60 net unn CK® <20 mn/MuH Ha

1,73 w2

KoppekTuposaTb nocneayoLime A03bl Tak, YT06bI KOMNYECTBO NENKOLUTOB Yepe3 2 He-
Jenu nocne BBeAeHNs He 6bino <3000/mm?

LUuknodpocthamup®  BHYTPb

1-2 Mr/Kr/CyTKuM, CHUXaTb [03Y, ecnu Bo3pacT >60 net unnm CK® <20 mn/muH Ha 1,73 m2

KoppekTupoBaTth 03y, 4T00bI NOAAePXNBATb KONNYECTBO NeikoumtoB >3000/mm®

KoptukocTepouabl  B/B

[Mynbcbl MeTURNPeAHU30M0HA N0 500 Mr exKeHEBHO B TeYeHMe 3 AHel

KopTtukoctepoupabl  BHYTPb [MpeaHn30H 1 Mr/Kr/cyTkun B TeHeHue 4 Hefeslb, He NpeBblwatb 403y 60 mr/cyTku, no-
CTENeHHO CHWXaTb 103y B Te4YeHne 3—4 mecsues

Putykcuma6® B/B 375 Mr/m? exxeHefieNnbHO, 4 BBEAEHMS

Mna3madhepes” 06bem 3ameLeHus 60 mn/kr

Backynut: 7 npouenyp B TeveHne 14 gHeit, npu andy3HOM 1ero4HOM KpOBOTEYEHNUM —
eXXe[HEeBHO [0 NPeKpaLLeHns KPOBOTEYeHUs, 3aTeM Yepe3 AeHb, Bcero 7—10 npoueayp
Backynnt B coyeranmm ¢ aHTn-NbM-aHTutenamu: exxejHeBHO B TeyeHue 14 oHen, unu no
TEX M0P, NOKA AHTUTENA HEe NCHE3HYT 3 KPOBY
AHLIA — anTuTena K uutonnasme Hentpodunos, FEM — rnomepynsipHas 6a3anbHas memépaHa, CK® — ckopocTb kny604KoBOiA hunbTpaumm, MH —
rNOMepYNOHedpUT, B/B — BHYTPUBEHHO

2HasHayaeTcs COBMECTHO CO CTEpOMAaMu B BUAE MyNbCOB W BHYTPb, aNbTEPHATUBHbLINA pexxum BefeHus LD — 15 Mr/Kr kaxzable 2 Hefienu Tpuxabl,
3aTem 15 Mr/Kr Kaxable 3 Heenn B Te4eHne 3 MecsLeB, yMeHbLIEHNE 403bl B 3aBUCUMOCTM OT Bo3pacta i pCK®

HasHayaeTcst COBMECTHO CO CTEPOMAAMI B BUAE NyNbCOB U BHYTPb
®Ha3Ha4aeTc COBMECTHO CO CTEPOMAAMM B BUAE MYNbCOB 11 BHYTPb

"He HazHa4yaeTcs COBMECTHO C MynbCaMi METUINPEHN30M0HA, 3amMeLLieHne 5% anbbymmHoM, £06aBnaT 150-300 M1 CBEXe3aMOPOXKEHHOI NnasmMbl B
KOHLe KOXL0I NpoLesypbl NPY NEro4HbIX KPOBOTEHEHNSAX, UK €CAIM NPOBOAMIOCH XMPYPruyecKoe BMELLATENbCTBO, B TOM YUCAe BUONCUS MOYKY.
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KoroprHble ucciieoBaHus HE TTO3BOJIVIIN YCTAHO-
BUTb yPOBEHB (DYHKIIUU MTOYEK, HAKE KOTOPOTO IMPOBE-
JIEHUE Teparnuu CJieyeT CYUTATh HE1leJIeCOO0Pa3HbIM,
MOCKOJIBKY PEMUCCUU Pa3BUBAIKUCh Y 57% OONBHBIX
¢ CK® 10 Ma/MUH 1 MeHee Ha MOMEHT YCTaHOBKU
nuarHo3sa [706]. 13 69 6obHBIX ¢ AMAIN3-3aBUCUMOM
MOYEYHOMN HEOCTATOYHOCTHIO K MOMEHTY BKITIOUEHUSI
WX B UCCJIEIOBaHE C IPUMEHEHUEM METUJITTPEIHU30-
JIoOHa miun 1a3MoodoMeHa (nccimegoBanue MEPEX)
[707], B 44% ciyyaeB K KOHILY rofia icueH1e AUATU30M
yaanoch npekpatutb. lIlaHChI yMepeTh OT OCI0XKHEHU I
Tepanuu rmiasmMadepe3oM NpeBbIlaiy IIaHChl Ha BOC-
CTaHOBJIEHHWE (DYHKILMU MOYEK TOJbKO Yy MalUeHTOB
C TsIXeJIol aTpodueil KaHalbleB U MOBPEXICHUEM
npakThuuecku Bcex Kiyboukon [708]. Ha ocHoBaHuM
3TOr0 MCCIEOBAHUSI MOXKHO I0JIaraTh, 4TO JICUEHUE B
OTCYTCTBUE SKCTpPapeHaIbHbBIX MPOSIBJICHU I OTIpaBaa-
HO BO BCEX CJIyyasx 3a UCKJIOUEHHWEM MAllMeHTOB C
KpaifHell CTeneHbl0 pa3pylieHusT KIyOOUKOB U TsI-
JKEJIBIM TYOYJOMHTEPCTULIMAIbHBIM CKJIepo3oM. Bce
0OJIbHBIE C 9KCTPAPEHATBHBIMU MTPOSIBJICHUSIMU JOTIXK-
HbI MOJIydaTb UMMYHOCYIIPECCUBHYIO Tepaluio, 6e3-
OTHOCHUTEILHO CTETIEHU HapyIlleHUsT (DyHKIIUU TTOUEeK.

Axmuenocmo 3a0601eeanus

KnuHuueckumu nposiBieHUsiMu aktuBHoro I'H
SIBJISIIOTCSI TIpOTpeccupymolee CHUXeHUe OYHKIUU
MOYEeK IIPU COXPaHSIOIIEICS MPOTEMHYPUU U MUKPO-
reMaTypuu ¢ HaJIMIrueM IUCMOPGHBIX SpUTPOLIUTOB U
SPUTPOLUTAPHBIX LIUJIUHAPOB.

Pemmccnio KOHCTaTUPYIOT MIPU OTCYTCTBUM K-
HUYECKUX IPOSIBIICHUI BacKyIuTa 1 akTuBHOCTH [ H.
Pemuccus I'H onpenensieTcs Kak OTCYTCTBUE MUKPO-
reMaTypuu Mpu CTabUIM3aluy WU TOJOXUTEIbHOM’
IWHAMUKe co cTOpoHbI ITpoTenHypn 1 CK®. 06
AKTMBHOCTU BacKYyJMUTa CBUAETEIbCTBYIOT MPU3HAKU
WM CUMITOMBI aKTUBHOCTU CO CTOPOHBI JIIOOOTO
opraHa WJiu CUCTEMBI.

Huxaogpocpamuo

Buenpenne nuknodocdaMmuma B 10MOJTHEHUE K
KOPTUKOCTEPOUIaM IIPU ITPOBEIEHUN MHIYKITMOHHOM
Tepary IPUBOIUIIO K YBETMIECHHUIO YaCTOTHI PEMMUC-
cuu ¢ 55 10 85% M CHUXKEHUIO YAaCTOThI PELIMAVBOB
noutu BTpoe [706, 709].

B/B mynbcoBoe BBeeHME U TIpueM 1MKIodocha-
MUIa BHYTPb COTTOCTABUMEI IO YAaCTOTE PEMUCCUI 1
peuunnBoB [705]. Berbop Toro miam MHOTO TMOAXOAa
OIIpeeIsIeTCSI: KOMIJIAGHTHOCTBIO OOJIbHBIX, CTOM-
MOCTBIO JICUeHUsI, KyMYJISITUBHOM 103011 IMKIO(OC-
(ammma, 4acToTOI JIeHKOIEeHUN U MH(MEKIIMOHHBIX
ocinoxHeHuit. [1py oqMHAKOBOI IIUTETEHOCTH Tepa-
MUY TIpY B/B BBeIEHNU ITUKJI0(ochamMua ero KymMyJisi-
TUBHAs 1032 BABOE MEHBIIIE, YeM IIpU IIpUeMe BHYTPb
[705]. TTo pmamHBIM MeTaaHanm3a 4yeTbipex PKH,

cpaBHUBaBIINX LUKIodochamMua B/B U BHYTPb,
ObLIO MOKa3aHO, YTO IIPU B/B BBEIIEHUHU PeKe HaOJII0-
nmaerca neiikonenus: (OP 0,53; 95% AU 0,36—0,77;
p = 0,0009), MeHbllIe MTHHEKIMOHHBIX OCIOXHEHUN
(paznuuust HE3HAYMMBI), HO B TO K€ BPEMs BO3pac-
TaeT puck peuuausos (OP 1,79; 95% AU 1,11-2,87,
p =0,02) u umeeTcst TEeHIEHIMS K YBEJIMUEHUIO YU CIIa
OOJIbHBIX, KOTOPBIM TPeOYyeTCsI 3aMeCTUTEJIbHAs T10-
yeyHas Teparmus [710].

Ha ocnoBanumn PKU, cpaBHUBaBIIMX oaAepKU-
BaIOIIYIO Tepamnuio MukKiaodochamMumioM 1 a3aTHo-
MPUHOM, y OObIIMHCTBA 60bHBIX (77%) pemuccust
Ha (oHe MpMMeHEeHUS IUKiIodochaMnuaa BHYTPh
JOoCTUTajach K 3 Mecduam, u euie y 16% manueH-
TOB PEMUCCUSI pa3BMBajach MeXAy 3 U 6 MecsuaMu
[711]. TToaTOMY MIUMTENIBHOCTb MOCTOSIHHOTO MpreMa
nukiaogochamMmuga BHyTpb OTOJKHA ObITh PYTUHHO
orpaHMueHa 3 MeCSLIAMU 1 He MTPEBBIIIATH 6 MECSLIEB.
JlornuHo ObL10 ObI OTHECTU 3TO U K BBEIEHUIO LIMKJIO-
¢ocdamua B/B, HO KOHTPOJUPYEMbIE UCCIIETOBAHUS
HE MPOBOAMINCH. ENMHCTBEHHOE MCCeNIOBaHUE,
B KOTOPOM CpPaBHUBAJIU KOPOTKUI (6 MecsIeB) U
ITATENNbHBIN (12 MecsmeB) Kypc nukiaodocdammaa,
He 00J1afa0 JOCTATOYHOM CTaTUCTUYECKOU CUJION,
YTOOBI BBISIBUTH PAa3fINUMs B MCXOHax JiedeHus [712].
PeTpocrieKTuBHBIM KOTOPTHBIN aHAIU3 He YKa3bIBaeT
Ha To, YTo OoJiee JIUTeNbHOE JieueHre LuKIopocha-
MMIOM CHUKAET YacTOTy peLuanBoB [706].

Ecnu y 60716HBIX, KOTOPBIM TPEOOBAJIOCH JICUEHUE
ITHUAIM30M, HAOII0OAAIOCh CYIIECTBEHHOE BOCCTAHOB-
JIeHre (PYHKIIMY MOYeK, TO 3TO TPOUCXOAWIO B TeUe-
HUe TTepBhIX 3 MecsaneB iedeHus [708, 709]. [ToatoMy y
MaIMEeHTOB, KOTOPBIE OCTAIOTCS AUATN3-3aBUCUMbBIMU
rmocjie 3 Mecs1eB JeUeHUs U Y KOTOPBIX HET 3KCTpa-
PEHAJIBHBIX MTPOSIBJICHUIA aKTUBHOTO BACKYJINTAa, MBI
MpeyIaraeM MpeKpaTuTh TePaIruio HMUKIohochaMm-
JIOM.

Ilyavcot memuanpeonuzoaona

HemnocpencTtBeHHast posib My/IbCOB METHIITIPETHY -
30JI0HA B MHAYKIIMOHHOM Tepanuu He uccieaoBaaach.
O0ocHOBaHWEM TSI IPOBEICHUS ITyJICOB METHIITIPE/I-
HU30JI0HA SIBJISIETCSI €r0 OBICTPBIA MPOTUBOBOCIIAIM -
TeJAbHBIN 3¢ deKT. Boicokne mo3bl METUIIPETHU30-
JIOHA MOTYT BHOCUTb BKJIaJ B ObICTPOE CHUXKEHUE KO-
smaectBa AHIIA-npoayiMpyommx ra3zMaTuieckKnx
KJ1eToK. EnMHCTBEeHHBIM paHAOMU3MPOBAHHbBIM HCCIE-
JIOBaHVEM, TIO3BOJISTIOIINM OLIEHUTH 3(h(PEKTUBHOCTD
MyJIbCOB MeTWINpenHu3010Ha (3 x 1000 mr), siBisieTcst
nccnenosanue MEPEX, B KoTopoM cpaBHUBAIU ITyJIb-
Cbl METWIIIPEAHUI030HA U I1a3Madepes B KauyeCTBe
JIOTIOJIHUTEJIbHOI Tepanuu K KOPTUKOCTEPOUIaM M1
nukiaodochamuay BHyTpb [707]. B aTOM uccnenona-
HUU TIyJIbCHl METUJIIIPETHN30JIOHA OKA3aJIMCh MEHEee
9 ®dEKTUBHBI B OTHOILIEHUM COXpaHEHUs DYHKIIUU
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rnoyek, Hexenu 1nasmadepes. He nmeercss naHHbIX
KacarteyjbHO Toro, uro 1000 Mr MeTUInpeaHnu30J0Ha
€XeIHEBHO B TeueHue 3 gHel addexTuBHEEe, yem
500 Mr B ToM XKe pexxume. Takue 0oJiee HU3KUE J03bI
IIUPOKO MCTIOIB3YETCS B KIMHUYECKOW MpPaKTUKE,
TeM 0oJiee YTO BBICOKME 103bl METUJIIPEIHU30I0HA
MOTYT OBbITh aCCOLIMUPOBAHBI C YBEJIUYEHUEM HEIO-
CPEICTBEHHbBIX U OTHAJECHHBIX PUCKOB MHMEKIUN U
JIPYTUX OCJIOXKHEHU KOPTUKOCTEPOUITHOU TEPAITUU.

Pumyrkcumat

Putykcumab Kak npenapat nepBOil TMHUU MHAYK-
nuoHHoi Tepanuu AHIIA-BackyauTa ucciaenoBaH B
nByx PKU. B uccnenoBanuu RITUXVAS 44 manuenra
¢ BriepBbie quarHoctupoBaHHbiM AHIIA-BackynuTom
ObLTM PAaHIOMU3UPOBAHBI B OTHOIIEHNH 3: 1 10O K pu-
TykcuMaoy (375 Mr/m2exXeHeeIbHO X 4) B cCOueTaHUM
¢ uukiioochamuaom (15 Mr/Kr B/B, BCEro ABE M03bI
C MHTEPBAJIOM 2 HEIIEJIN ), TM0O0 TOJBKO K IIMKI0(MOC-
dbamumy (15 Mr/Kr B/B Kaxabie 2 HeJlean X 3, 1 3aTeM
Kaxnple 3 Hegenu, Bcero 10 mo3) [713]. O6e rpyImmb
nojrydanay Metwimnpeaau3oion 1000 Mr B/B ¢ 1ociie-
IYIOIIMM Ha3HaYeHUEM KOPTUKOCTEPOUI0B BHYTPh B
OIMHAKOBOM pexkuMme. YacToTa peMuccHii okasajaach
cxomHoi (76% B rpyrre putykcumaba u 82% B rpyrime
HukiaodochamMuaa), TakkKe Kak 1 4acTOTa CEPbE3HBIX
MoOOYHBIX siBJIeHUI [713].

B nccnenosanuu RAVE (putykcumad B ieyeHUU
rpaHyjaemMarosa BereHepa 1 MUKPOCKOIIMYECKOTO I10-
JuraHrumta) 197 manmeHToB ObUIM paHIOMM3UPOBAHbI
K JeueHUIo Tubo putykcumaoom (375 mr/m? exe-
HeneabHO X 4), mubo nukinodochamunoM (2 Mr/Kr/
CYTKU BHYTPb) B TeUeHUE 3 MECSILIEB, C TTOCIEIYIOIIUM
Mepexo0M Ha IIpYeM a3aTHONpuHa (2 MI/KT/CyTKH) C
4-ro 1o 6-it Mmecsiubl [714]. Bce mauueHTHI oayvanu
ot 1 1o 3 B/B mysbcoB MeTvmnpeaau3oaoHa (1000 mr
Ha KaxJoe BBeJCHHUE) C MOCISAYIOLIUM IIPUEeMOM
KOPTHUKOCTEPOMIIOB BHYTPh B OMMHAKOBOM pexkrme. He
BBISIBJICHO 3HAYMMBbIX Pa3JIMUUil MEXIY TUMU IBYMS
rpyIIaMHu JieYeHUs B 4aCTOTE MOJHBIX PEMUCCUI K
6 MecsiaM, a TakKe 4acToTe NoO0YHBIX 3G (GEKTOB U
peunauBoB. M3 uccnenoBanuss RAVE 0bun UCKII0-
YEeHBI MTALIMEHTHI C TSKEJIBIMU JIETOYHBIMU KPOBOTEUE-
HUSMU WIM TSDKEJIbIM HapylleHueM (QYHKIIUK TTOYeK
(CKp >4 mr/nn [>354 MKMO7b/71]), MO3TOMY pPOJb
pUTyKCcHMaba y TaKX OOJIbHBIX OCTAETCSI HESICHOIA.

Db bheKTUBHOCT pUTYKCHMaba Mpyu UHULTMATBHON
Tepanuu 3KBUBaJIeHTHA 3(PPEKTUBHOCTU LIMKJIO(POC-
damuga, 1 UMeloIIasaCcs JoKa3aTebHas 0a3a He yKa-
3bIBAET Ha pa3IMuMsl B 4aCTOTE TOOOYHBIX 3(pDeKTOB.
OnHaKO MPEICTOUT elle IPOBECTU aHAIU3 OTAAJICHHBIX
pe3yabTaToB, BKJIIOYas 0€30IacHOCTh Mpernapara.
Kpome Toro, BbICOKass CTOMMOCTh pUTYKCHMaba I10
CpaBHEHUIO ¢ LIUMKIOodOochaMuIOM OTpaHUUYMBAET
LIMPOKHUE MEePCIEKTUBEI €r0 UCII0Ib30BaAHUS.

HEKPOTU3WPYIOLLUWVIA TNIOMEPYJTOHE®PUT

Ilrazmadhepes

Ilnasmadepes B 1OMOJHEHUE K MHUIIMAIbHOMN
Teparnuy KOPTUKOCTEPOUIaMu U ITUKI0dochaMuaom
PeKOMeHIyeTCsI OOJIbHBIM C TSKEJIOM MOYeYHO Hel0-
cratouHocThio (CKp >5,66 mr/mi [>500 MKMOIb/71])
WK ¢ AU Y3HBIM JIETOUHBIM KPOBOTEUEHEM.

B 6GonbIoM MHOTOLIEHTPOBOM KOHTpPOJUpYE-
MmoM ucciaegoBanuu [707] 137 GOJbHBIX C BIIEPBLIE
nuarHoctupoBaHHbIM AHIIA-BackyauTom, moju-
TBEPXKAECHHBIM TaHHBIMU OMOIICUM ITOYKU, OBLIN
pPaHIOMU3MPOBAHBI OO K 7 MpolieaypaM Tia3Mma-
(depesa, 1100 K TpeM IyJIbcaM METWITPEIHU30JI0HA
o 1000 mr B/B. O0e rpynITsl MOIyYaay CTaHIAPTHYIO
Tepanuio nukiodochaMugioM U MPETHU30TOHOM
BHYTPb, C TOCJIEAYIONINM Ha3HAaUYEHUEM a3aTHOTIPUHA
B Ka4yecTBe MojyiepxkuBaoiiieii repanuu. [lpumeHeHue
ia3Madepesa ObUIO AaCCOLMMUPOBAHO CO 3HAUUMO
0oJiee BBICOKOI YaCTOTOM BOCCTAHOBJIEHUS (DYHKIIMU
rnmouex K 3 mecsiam (69% GobHBIX Ha TU1azMadepese
npoTtuB 49% Ha B/B METUJITIPETHU30IOHE), a TAKXKE C
JIydlilieii BBKMBAEMOCThIO 6€3 nranu3a K 12 mecsiiam.
He nzyueHo, cienyer v Ipy ONpeaeIeHUM JTUTEIb-
HOCTH Tepanuu I1a3mMadepe3oM OpUeHTUPOBAThCS Ha
tuTpel AHLIA.

HccnemoBaHus mpuMeHeHus IiazMadepesa B
KayecTBe JOTOJHUTEIbHOU Tepanuu y OOJbHBIX C
CKp <5,66 mMr/mt [<500 MKMOJIb/J1| HE BBISIBUJIU €T0O
MPEVMYIIECTB, OHAKO OHM He 00JIafgaid JOCTATOYHOM
cTaTucTuuecKoi cuitoii [ 715, 716]. B HacTosiiiee Bpems
npoBoauTtcs kpyrnHoe PKU mazmacdepesa B kauecTse
npornoaHuTebHo Teparuu (NCT00987389).

Ilaazmachepes y 60avnbix ¢ dughgpyznvimu
a1b6€0.4PHLIMU KPOBOMEHEHUAMU

Bknan niasmadepesa B CHUXKEHUE CMEPTHOCTHU
y OOJIbHBIX ¢ AU(GY3HBIM TSXKEIbIM aJbBEOJISIPHBIM
KPOBOTEUEHUEM OIIEHMBAETCS Ha PETPOCIEKTUBHOM
aHaJIM3e OTOEIbHBIX cepuil HabmoneHuit [716, 717]).
M xots noxaszatesbHasi 6a3a B MOJIb3y MPUMEHEHUS
iasmadepesa cinadast (peTpOCIeKTUBHBIN aHAIN3 Ce-
puii ciyyaeB 6€3 KOHTPOJIST), POJIb 3TOTO BUIA JIEUSHUST
MPEACTaBISIeTCS] 3HAUMTEIbHOM (CMEPTHOCTH MEHBIIIE)
[709, 718]. Tpebyercs 1 ipoBeaeHNe T1a3Madepesa
OOJILHBIM C «HETSXKEIBIM» aJbBEONSIPHBIM KPOBO-
TeyeHueM (HeOOoJIbIIMe 04aroBble MHMUIBTPATHI C
TUITIOKCEMUEN UIn 03 Hee), 0CTaeTCsl HEBbISICHEHHBIM.

Ilauyuenmot c nepexpecmuvim cunopomom AHIIA-
eéackyaum—anmu-IbM I'H

[Tpumenenue miazmadepesa B JOMOJTHEHUE K
KOpTUKOCTepouaaM U 1ukiaodochaMmuay y 60IbHbIX
C OJTHOBPEMEHHBIM MPUCYTCTBUEM B LIUPKYJISLUU U
AHIA, u antuten k 'bM 6a3zupyercsd Ha o00CHO-
BaHUSX, OTHOCIIIMXCS K jedyeHuto aHTu-I'bM T'H.
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OxoJ10 TpeTH OOJIBHBIX C aHTU-I B M -00J1e3HBIO UMEIOT
taxkxke AHILIA, kak npaBuio, 3to antutena Kk MITO.
IManuenTsl ¢ mepekpectHbiM cuHapomom AHIIA/
aHTu-I'BM xapakTepusyloTcsl XyaIIUM TTPOTHO30M,
yeM MalWeHTHI, cTpagamomue coocrBeHHo AHIIA-
BaCKYJIMTOM, WJIW MAllMeHTHI C U30JIMPOBAHHOI aHTH -
I'bBM 6GonesHblo.

MMD

NmMeeTcst HETOCTaTOYHO NaHHBIX B MOIIEPXKKY
ucnoib3oBaHuss MM® 111 MHIYKIIMOHHOM Tepanuu
AHIIA-BackynuToB. XOT$I B OTIIEIbHBIX HEOOJBIITX HE-
KOHTPOJIMPYEMBIX MCCICIOBAHMUIX YACTOTa PEMUCCHUIA
COTIOCTaBMMa C HAOJTI0AAeMOi MpU JIeUeHU M KOMOHA-
el KOPpTUKOCTEpPOuAoB U LuKIodochamuaa [720],
COOOIIIAETCST 0 BOBHUKHOBEHUU PELIUANBOB, HECMOTPSI
Ha TIpoJopKaronryrocs teparnmio MM® [721].

EnuHcTBeHHOE K HACTOSIIIIEMY BPEMEHU KOHTPO-
JMpyeMoe MccienoBaHue, cpaBHuBaponiee MM®
(1,5-2 1/cytkmn) u nuxinodochamu (exkeMeCTIHbIe
myabehbl B/B 0,75—1 r/M?) y 35 GONbHBIX, MPOBEACHO
B Kutae [722], mpuyem 4eTBEpO OOJIbHBIX U3 TPYIIIIHI
ukiodocdamuaa ObLIU TOTEPSIHBI 1J1S1 HAOTIOAEHUSI.
Korma manueHThl, TOTepsiHHBIE IS HAOII0AeHUS,
OBbLIM MCKJIIOUEHBI U3 aHaIM3a, 4acToTa PEMUCCHUIA B
00euX IpyIInax oKa3ajiach OHMHAKOBOM. JlaHHBIX, Ka-
calolIMXCsl HAOIIOAeHUST 3a TTALlMEeHTaMMU TTocie 6 Me-
CsI1IEB, B 9TOM MCCJIeIOBAaHUM He MpeacTaBieHo. B Ha-
crosiiee Bpemst mpoBoauTcs 6osbiiioe PKH, nmeroniee
uesblo cpaBHeHue MM® u nukiiodocdamuna B/B B
KauecTBe MHAYKUMOHHOMI Tepanuu (NCT00414128).

13.3.  Ilodoepxucusarowas mepanus

13.3.1. ITanueHnTam, JOCTUTIIAM PEMHCCHH, Mbl PEKO-
MeH/IyeM IPOBOIUTH NOIEPKUBAIOILYIO TEPATTHIO
(1B).

13.3.2. Mbel npeasiaraeM NPOBOIUTD MOIIEPKUBAIOIILYIO
Tepanuio KaK MUHIMYM B TedeHune 18 mecsmes y
NAIMEHTOB, OCTAIONMIMXCS B MOJHON PEMHCCHH
(2D).

13.3.3. MblI pekomMeHIyeM He NMPOBOAMTH MOJIEPKH-

BAIOLIYI0 TEPANHUIO MANUEHTAM, OCTAKUIUMCS

JIMAJT3-3aBUCHMBIMH 1 He MMEIOIM BHEI0Ye-

HBIX nposiBJienuii 3a0oaesanus (1C).

Buvioop npenapamoe 0asa noddepicusaroueii

mepanuu

13.4.1. Mbl pekomMeHIyeM a3aTHONPUH B 103e 1—2 mr/
KI'/CYTKHM BHYTpPb B KA4€CTBe MOIePKUBAIOIIEN
Tepanuu (1B).

13.4.2. VY naumeHToB C HENEPEHOCHMOCTBIO A3aTHONPUHA
MblI NpejljIaraeM NpuMeHsTh B Ka4ecTBe Mmojiep-
kuBatomeii Tepamud MM® B no3e 10 1 r aBa
pa3za B nenb (2C).

13.4.3. Mpbl npeasnaraeM NpUMEHSATb TPUMETONPUM-
Cy/b(hamMeToKCa30J1 B Ka4ecTBe A0NOJIHUTEIbHOTO

13.4.
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npenapara iis noAiepKuBalonieii Tepaniy y na-
IIMEHTOB C MOPAXKEHHEM BEPXHUX JIbIXATeIbHbIX
nyreii (2B).

13.4.4. Mpbl npeajaraeM UCHOJb30BaTh METOTPEKCAT
(B HayayIbHOI 103€e 0,3 MI/Kr B HeJle0, MaKCH-
MaJIbHO 25 Mr B HeJIeI0) IS MO/IepXKUBAIONIei
TepanuM y MAIMEeHTOB C HeNepeHOCUMOCThIO
azatuonpuHa 1 MM®, Ho Toibko eciii CKD
>60 mu/vun (1C).

13.4.5. Mbl peKOMeH/IyeM He CT0JIb30BATh dTAHEPCENT
B Ka4eCTBe J0NOIHATEbHON Tepanmiu (1A).

NPEANOCDLIJIKHN

[TokazaHus K IMOAIe p>KUBAIOIIEH Teparuy OIpe/ie-
JIEHBI HeoCTaTOYHO YeTKo. Llenbio monaepskuBaoieit
Tepanuu SIBJISICTCS YMEHBIIICHNUE YaCTOThI U TSLKECTHU
000CTpeHMI BACKYJIUTA. 32 UCKITIOUCHUEM HEOOJIBIIIOTO
HCCIIeI0BaHUSI C TPUMETOIIPUM-CYJIb(haMeTOKCA307I0M
(cM. OBOCHOBAHME), He npoBoaAXIOCH I11a1e00-
KoHTposupyembix PKH, moaTBepxaaoyx mpeumy-
11IeCTBa MOAepKUBatollei Tepanuu, XoTs B psiae PK
U cpaBHUBaIN 3G (PEKTUBHOCTD Pa3IMYHBIX PEXIMOB
noaaepxxuBalomieil Teparnuu. [1oaTomMy BeposSTHBIE
MpeuMYyILIeCTBa MOAACPXKUBAIOLICH Tepariu OIpee-
JISIIOTCS PUCKOM PELIMAMBOB, KOTOPBIM pa3inyaercs
B OTHCTBHBIX MOATPYIIIAX MmanneHToB. Hampumep, v
ocJ1a0JIeHHBIX TTOXWIIBIX TAIMEHTOB CIEAYET COOT-
HOCHUTh PUCK MOMICPKUBAIOIIECH MMMYHOIETIPECCUN
MaJiIbIMM J03aMM MpelapaToB C pPUCKOM Pa3BUTUSI
TsDKeNbIX peuuanBoB. [logmepxkuBamoliiasi UMMYHO-
CyIlpecCHUBHasl Tepallus oIlpaBAaHa y MallMEeHTOB C
BBICOKMM PHCKOM PELUAUBOB, HO MOTEHIIMATIbHbIE
MIPEeMMYIIeCTBa MOAACPKUBAIOIICI Teparuyi MOTYT
OBITh COMHUTEILHBIMU ITPY HEOOJIBIII0I BEPOSITHOCTU
peLuanBa.

OBOCHOBAHME

* HWmMeertcst cpenHsiss cTeneHb 10Ka3aTeIbHOCTH
TOTO, YTO TIOJIepKUBAIOIIIAST TEpAIusl TPeoy-
eTcsl y OOJIbHBIX C BLICOKUM PUCKOM pELIMAMBA
3a00J1eBaHUs U Y TeX, KOTOPbIM MHIYKIIMOHHAS
Tepanusi LuKJIopochaMruaIoM IIPOBOAUIACH
MeHee 6 MecsLeB.

* HWmeercs HU3KAs CTEMEHb JOKa3aTeIbHOCTHU
TOTO, YTO JUIMTEJIbHOCTh MOIACPKUBAIOIICI
Teparuu 10KHa OBITh He MeHee 18 MecsiieB.

* HMmMeercst cpenHsist CTeIleHb I0Ka3aTeIbHOCTU
TOTO, UTO a3aTUONPHUH IMPEANIOYTUTEIbHEE B
KadyecTBe MMMYHOCYIIPECCUBHOIO Mpenapa-
Ta IS MMOANepXKMBAIOIIel Tepanuu, Oyaydu
9KBUBAJIEHTHBIM 10 3((EKTUBHOCTU LIUKIIO-
dochamumy 1 odagas 6osee 6IaTOTIPUITHBIM
npoduieM 6e30MaCHOCTU.
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* HMmeeTcs cpenHsisi CTeleHb 10KA3aTeJIbHO-
CTU TOTO, YTO MPUMEHEHNE TPUMETOIPUM-
cyJb(haMeToKca30Jj1a B KAYECTBE JONOJIHUTEIb-
HOTO Iperapara JUisl MOAAepKUBAIOLLEH Tepa-
MUY CHUKAET PUCK peluarBa 3a001eBaHusI, U
5TO KACAeTCs TOJBKO MALMEHTOB C TOPAXKEHUEM
BEPXHUX JIbIXaTebHbBIX ITyTEH.

Puck obocmpenus

Ha ocHOBaHMM KOTOPTHBIX UCCIEIOBaHUI K DaK-
TOpaM pHUCKa peluauBa OTHOCIT IIEPCUCTUPOBAHUE
I1P-3-AHIA (1o cpaBHeHuo ¢ MITO-AHIIA), no-
paxXeHNe BepXHMX AbIXaTeJbHBIX IMyTel (Hampumep,
CUHYCUTHI U CTEHO3bI TOPTAHU) U JIETKUX (QJIbBEO-
JIIPHBIE KPOBOTCUCHMSI, Y3JIbI WJIM TTOJIOCTH). Y TTaIn-
€HTOB C JIIOOBIM U3 3TUX TpeX (paKTOPOB pUCKa PUCK
peuunarBa Bo3pacTtaeT npubau3nuTenabHo B 1,7 paza, ay
MaIMeHTOB, UMEIOIIMX BCe TpU (haKTopa, — MIPUMEPHO
B 4,7 pa3a [706].

[Mpu coxpaHsomeicss K KOHIY JIe9YeHUST IIMKIIO-
dochamugom ITP-3-AHIIA-O3UTUBHOCTU PUCK
peuMarBa B 2—3 pa3a BbILIE IO CPAaBHEHUIO C IALM-
eHTaMM, okasbiBaromumucss AHIIA-HeraTUBHBIMU
K OKOHYaHWIO MHULIMAIbHOI Tepanuu [723]. Kpome
TOTO, TMAallMEHTHI, ocTaloluecs ycroituupo I1P-3-
AHIA-TO3UTUBHBIMU, UMEIOT 3HAYUTEIBHO OOJIce
BBICOKMI PUCK 000CTPEHU B TEUEHUE 5 JIET C MOMEHTA
YCTaHOBKM AMarHo3a [723]. Y maumeHTOoB, JOCTUTIIINX
pPEMUCCUM U TepeBEeAeHHBIX ¢ IMKJIodochamuma
Ha a3aTuonpuH, HO ocTtaBaBmuxcsa [1P-3-AHIIA-
MO3UTUBHBIMU HA MOMEHT TIEPEBO/Ia, PUCK PEeIIMIBA
OB B 2,2 pa3a BeIIe o cpaBHeHMIo ¢ [TP-3-AHIIA-
HeraTUBHBIMU 0OJIbHBIMU. Takoro poma JaHHBIX,
Kacawowuxca MITO-AHLIA, He umeeTcsl.

HesicHo, HyxXnaroTcs u MaluydeHThl 0e3 (aKTopoB
pUCKa pelManBa B IIPOBEICHUM ITOIICPXKUBAIOLICH
UMMYyHOCYTIpeccuBHO Teparuu. COOTHOIIEHUE «PUCK/
TOJIb3a» JIJIST TIOJIEPXKUBAIOIIEH Teparuu y Takux ma-
LIMEHTOB He olieHeHo. MHIMBMIyaIbHBIN TOA00P MO~
JIep>KMBaloIIel Tepariy Ha OCHOBaHUM (haKTopa prucKa
pelnarBa B KIIMHUYECKUX NCCISIOBAHMSX HE N3yUeH.

Bbtoop ummynocynpeccuenvix npenapamos
045 nodoepicusarouieil mepanuu

OnTuMajbHas o0111as JIMTEIbHOCTh KOPTUKOCTE-
POMIHOI Tepanuu HeM3BeCTHA. B HEKOTOPHIX ncciie-
JMOBaHMSIX HU3KUE N03bl KOPTUKOCTEpouaoB (7,5 mr/
CYTKM) IIPUMEHSIJIACH B TeueHue >12 mecsues [711].
B 1pyrux KoropTHbIX UCCIIeI0BAHMUSIX KOPTUKOCTEPOU -
Il TOJTHOCTBIO OTMEHSUTM K KOHILY 5-TO Mecslia, €CJIU
MaluKeHThl HAXOAUINUCh B pemuccuu [706].

Hawnnyuime M3 mOCTYIMHBIX JaHHBIX MOIIEPXKH-
BalOT IIPMMEHEHME a3aTUOIPUHA B 103¢ 1—2 Mr/Kr/
CYTKU Ha MpoTskeHun 6—18 mecsie. K Takomy 3a-
KJIIOUEHHIO MBI IIPUIIUIM Ha OCHOBaHUU JaHHBIX PKU,
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CpPaBHMBABIIETO a3aTUOMPUH U IUKI0hochaMu 1st
noaaep:xkaHust pemuccuu [711]. XoTs aTo ucciaeno-
BaHUE HE ObUIO CMEUUATBHO CTUIAHUPOBAHO, YTOOBI
MIPOJAEMOHCTPUPOBATh CITIOCOOHOCTh a3aTUONpPUHA
MpeI0TBPAIlaTh PEUUINUBHI (IO CPABHEHUIO C TLIalle-
00), B HEM ObLIO YCTAaHOBJIEHO, YTO MPU Ha3HAYEHUU
a3aTUOIPHHA Mocie 3—6-MeCSIYHOM Tepanuu [UKIJI0-
dochamuraom yacToTa pellMIMBOB B TeueHue 18 mecsi-
1IeB ObLJIa TAKOM K€, KaK MPU MPOJIOIKEHUY JICUSHUST
nukiaodochamuaoM a0 12 mecsues.

I[MonnepxuBaoiias Tepanus a3aTUONPUHOM,
MMO-BUIMMOMY, 00J1aaeT MPEeUMYyIIeCTBaMHU 10 CPaB-
HeHuio ¢ MM®. B kpyniHom PKU 155 manmeHToB ¢
AHIIA-Backya1uTOM, JOCTUTILMX PEMUCCUU Ha (DOHE
npuMeHeHus: nukiodochaMmuna 1 KOpTUKOCTEPOU-
0B, ObUIM paHAoMuU3MpoBaHbl K MM® (2 r/cyTkn)
6o K azaruonpuny (2 Mr/kr/cytku). Oxazajioch,
YTO KyMYJISITUBHASI YACTOTA PELIMAMBOB ObLIIa BHIIIE B
rpymre, noaydapineii MM® (OL 1,7;p=0,02) [724].
[ToaToMy MBI peKOMEHIyeM a3aTUOIPUH B Ka4eCTBE
rperapara BbIOOpa ISl TOAIEPKUBAIOIIEH Teparnuu
npu AHIIA-Backynurax. OgHako MbI mpejajaraem
ucnojb3oBath MM® y maiumeHToB ¢ ajuieprueit Ha
a3aTUOIIPYH WIM C €r0 HEIIepPeHOCUMOCTHIO.

B mane60-KoHTpoOIMpyeMOM MCCISA0OBAHUMN MC-
IM0JIb30BaHUE TPUMETONPUM-CYIb(hameToKca3ojia
OBLJIO ACCOLIMMPOBAHO C YMEHBIIIEHUEM YaCTOThI
000CTPEHMII TOpaKeHUsT BEPXHUX AbIXaTeIbHBIX
nyteit [725]. TlpumeHeHue TpuMeTOnpuM-Cyibdha-
METOKCa30J1a He BJIMSJIO Ha YaCTOTY OOOCTPEHUIA 10~
paKeHUSI APYTUX OPTAHOB.

B 6osbiiomM npocnektuBHoM PKW noanepxxuBato-
11asi Teparusi METOTPEKCaTOM B TeueHue 12 MecsIieB
(BHavabHOM 103¢ 0,3 MI/KT B HEJIEITIO C TTOCTEIIEHHBIM
yBeJIMYCHUEM 10 25 MT B HEACII0) CpaBHUBAJIACh C
a3aTUOIPUHOM (2 MI/KI/CyTKH) Yy MallMeHTOB C pe-
MUCCHEel, MHAYLMPOBAaHHON HMUKIOMOoChaMUIoM 1
KopTHKOCcTepougaMu [726]. UccienoBanue He ObLIO
CIUTAaHMPOBAHO JIJTSI TOKA3aTEIbCTBA, YTO METOTPEKCaT
ooJiee a(pheKTUBEH, YeM a3aTUONPUH AJs MPeaoT-
BpaleHust peuuanBoB. [Ipeanonaragock MpoBEpUTH
TUIIOTE3Y, YTO METOTpeKcaT Oe30IacHee, YeM a3aThuo-
npuH. Yacrtora peraMBOB 3HAUMMO HE pasjinyaiach
MeXKIy TpyIaMu METOTpeKcaTa U azaTuornpuHa (36
n 33% coorBercTBeHHO; p = 0,71) MpU cpeHEM WUH-
TepBajie MEeXIy paHIOMU3aLKel 1 peruarnBoM 20,6 +
13,9 mecsaua. Tepanms MeToTpeKkcaToM He ObLIa acco-
LIMMPOBaHa ¢ OOJIbIIIEH YaCTOTOM TSIKEJIBIX TTOO0YHBIX
a¢dexToB 1o cpaBHeHMIO ¢ azatuonpuHom (OLL 1,65;
95% AU 0,65—4,18; p = 0,29). OngHako MOGOYHbBIE
3(dEKTHI TIPU UCTIOIB30BAHUN METOTpEKcaTa ObLIN
0oJiee TSLKEIBIMU, IIO3TOMY OH He PeKOMEHTYeTCs Y T1a-
ureHToB co cHikeHrneM CK® <30 mui/muH Ha 1,73 M2,
U J103a TIperapaTa J0JKHa ObITh CKOPPEKTUPOBaHA y
60abHBIX ¢ CK® <60 mu1/MuH Ha 1,73 M2,
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bruto poseneHo PKU, onenuBabiiee apdek-
TUBHOCTH GJIOKAaTOpa pelenTopoB dakropa HEKpo3a
OITyXO0JIU, 3TaHEepPCeNTa, B MOJICPXKAHUU PEMUCCUN
y TMTAIMEHTOB C TPAHYJIEMAaTO30M C MOJUAHTUUTOM
(rpanynemato3om Berenepa). DranepcenT wiu ria-
1100 UCIOJB30BAUCH B JOMTOJTHEHUE K KOMOMHAIIUA
KOPTUKOCTEPOUIOB C LIMKJI0(ochaMugioM BHYTPb WU
METOTpEKCATOM. DTaHEPCENT HE CHUXaJ YacTOThI U
TSIKECTH PELIMAMBOB U ObUT aCCOLIMUPOBAH C 0OJIb-
IIEN YACTOTOM COJIMAHBIX OITYXOJIEW, TO3TOMY 3TOT
rpernapar NpuMeHsITh He pekoMmenayercs [727, 728].
N xoTts nccienoBaHus HE MPOBOIUINUCH, MbI TAKXKE
HE PEKOMEHyeM TTPUMEHEHUE IPYTUX aHTarOHUCTOB
(hakTOpa HEKpO3a OMyXOJu.

Jlaumeavnocmo noddepycusarouieii mepanuu

He uMeeTcst KOHKpEeTHBIX JaHHBIX, TTO3BOJISTIOLIMX
JaTh PEKOMEHJAIIMM OTHOCUTEIbHO JUTUTEIbHOCTH
noaaepxuBaroliei Tepanuu. IpenioxeHue npomo-
JKaTh MO P>KUBAIOIITYIO TEpANuIo B TeueHue 18 mecsi-
1IEB Y MallMeHTOB, OCTAIOIIMXCS B [IOJTHOM PEMUCCUH,
OCHOBaHO Ha TPOAOJIKUTEILHOCTU MOIIEPKUBAIO-
wieii repanuu B uccienosanun CYCAZAREM [711].
B yacTu KOrOpTHBIX MCCIeNOBaHUI TTOKAa3aHO, YTO
Yallle BCEro peluaIMBbl BO3SHUKAIOT B TEUEHHUE TTePBBIX
18 Mecs1ieB ocie MHAYKIIMOHHOW Teparnuu.

IIpu peTpoCIeKTUBHOM aHalM3€ MalMeHTOB C
AHIIA-BacKyIUTOM YacTOTa pEelMINBOB BaCKyJIHNTa
okasanach Ha 60% Huxe y manuenTos ¢ TXITH, a uH-
(bek1IMOHHBIE OCIOKHEHUS Y OOJIbHBIX, TTOTYYaBIINX
HOAAePKMBAIOIIYI0 UMMYHOCYIIPECCUBHYIO Teparuio
npu Hanuuuu TXITH, pazBuBanucek B 1Ba pasa vaiie
[727,728]. Kpome TOro, MH(MEKLIMOHHbIE OCIOXKHEHUS
OBLTM OCHOBHOW MPUYMHOW CMEPTU Y STUX OOTbHBIX.
YuuThiBass HU3KUU PUCK BO3MOXHBIX PELUINBOB
BaCKYJIUTA U BBICOKUI PUCK MHMEKIITMOHHBIX OCTIOX-
HEHMIA C JICTaIbHBIM MCXOIOM, COOTHOIIICHUE «PUCK/
TOJIb3a» HE TIO3BOJISIET MpeIaraTb pPyTUHHOE UCTIONb-
30BaHUE MOAePXKUBaOIIEei UMMYHOACITPECCUBHOMN
tepanuu y nanmeHToB ¢ AHILIA-BackynmnTom, Haxons-
LIUXCS HA XPOHUYECKOM IMaIn3e, €CM Y HUX HEeT aK-
THUBHBIX 9KCTPapeHAIbHBIX MPOSIBIICHUH 3a00JIeBaHUSI.

JmuTenbHast ToaAe pKrBaoIasi Teparus acCoum-
pOBaHa ¢ PUCKOM TOMAaBICHUsS UMMYHUTETa, yTHETe-
HUEM KPOBETBOPEHMST (JICMKOTIEHUSI, aHEMUSI, TPOM-
OOLIMTOIEHNS), U BOBMOXKHO, TTOBBIIIIEHHBIM PUCKOM
OITyXO0JIEBBIX 3a00JIeBaHIIA, 0COOEHHO paKa KOxKM [284].

13.5.  Jleuenue obocmpenuii

13.5.1. Mbpbl peKomMeHIyeM POBOIUT JieUeHHE TKeJIbIX
oboctpennii AHITA-BacKy;mMToB (¢ pa3BUTHEM
OPraHoyYrpoOKAIIIUX U KH3HEYTPOKAIOMMX
CHMIITOMOB) COIIACHO PEKOMEHIANKAM MO Mpo-
BeJIeHHI0 MHUIUAJIBHON Tepanuu (CM. pasaen
13.1) (1C).

13.5.2. Menee taxebie ooocrpenus AHIIA-Bac-
KYJUTOB MbI MpeaJiaraeM JeYuTh BO30OHOB-
JieHneM UMMYHOCYNPECCHBHOI Tepanuu Win
yBeJIHYEHHEM ee MHTEHCHUBHOCTH, HO 0e3
npumMeHenns mukaopochamvuaa (HazHaveHmne
KOPTHKOCTEPOUIOB WU YBeIMYEHHE UX 103bI C
azaruonpunom i MM® 6o 6e3 nux) (2C).

OBOCHOBAHME

* PenuauBbl accoMMPOBAHbI C YCUJIEHUEM PUCKa
paszsutus TXITH.

* PeumauBbl aCCOLIMMPOBAHBI C TSKEABIMU WU
>KU3HEYTPOXKAIIIUMHU BHEIMIOYEYHBIMU TIPO-
SIBJICHUSIMU.

* HWwmeercs HU3Kas cTeNeHb A0Ka3aTeJbHOCTU
TOTO, YTO MPU PA3BUTUU PELIUANBA BO3OOHOBIIE-
HUE MHIYKIIMOHHOI Tepanuu Wiu yBeJuueHue
103bl UMMYHOCYIIpeCCaHTOB OyneT 3¢ dek-
TUBHBIM, HO HE YCTAHOBJIEHO, KAaKOW PEeXUM
JIGYEHMUSI SIBJISIETCSI B TAKUX CJAydasix Mpero-
YTUTEJbHbIM.

3uauenue peuuougos

Peyuoue onpenensiior Kak MosiBJIeHUE MPU3HAKOB
aKTMBHOCTU 3a00JIeBaHUS ITOC/Ie MePHUOIa YACTUIHOMN
WIX NOJHOI peMuccuu. TakuMm o0pa3oM, peluauB
MOXET MPOSIBUTLCS HapacTaHUEM IPealIeCTBYOLIEH
AKTMBHOCTHU 3a00JIeBaHUsI, BO3BPATOM W/ Pa3BUTU-
€M aKTMBHOTO TJIOMepYIOoHeMpUTa NN TOSIBIICHUEM
HOBBIX CUMITTOMOB BACKYJIMTA C TTOpaXkeHUeM JII000
CHCTEeMBbI WJIK OpTaHa.

Taxceavtii peyudueé onpeneasiloT Kak pa3BUTUE
KM3HE- WJIM OPTAaHOYTIPOXKAIOIIEero 000CTpeHUS.
[TpumepaMu KU3HEYTpOXKAIOIIETO O0OCTPEHUST SIB-
JIstoTCsT U y3HOE aTbBEOIIPHOE KPOBOTEUCHHE U
TSDKEJIbI cTeHOo3 roptaHu. K opraHoyrpoxaroimm
MPOSIBJICHUSIM 3a00JIeBaHUSI OTHOCITCSI aKTUBHBIN
IJIOMEPYJIOHE(MPUT U peTPO-0pOUTATIbHBIE TPAHYJIEMbI
C HapylIeHUEeM 3peHUs.

B KoropTHoM ucciienoBaHUM y NAlIMEHTOB C peLv-
nusoM I'H BeposTHOCTB nporpeccrupoBanus a0 TXITH
Obu1a B 4,7 pasa Bblllie, YeM Y OOJIbHBIX 06€3 000cTpe-
Huii. [ToBeienue pucka TXITH, accoumupoBanHoe
C peLMAMBOM, HE 3aBUCEI0 OT BO3pacTa, moJja, pachl,
AHUA-cnienmupnryHOCTH 1 (PYHKIIMM TTOYEK HA MO-
MEHT NepBoii ouorncuu [706].

OTBeT Ha Tepanuio KOPTUKOCTEPOUIAMU U 1IU-
KJodochamMuiom Mpu peluauBax Habaomancs ¢ Toi
K€ 9aCTOTOM, YTO M NP MPOBEACHNN WHULIMATBLHOMN
tepanuu [709]. Bo3MOXHOCTh MOBTOPHOTO MCIIOJb-
30BaHus IUKJI0odochamMuaa 10KHA OLIEHUBATHCS C
YUYETOM TSIXKECTH pelMAuBa U KyMYJISITUBHON T0O3bI
mukiodochaMmmuaa, MOJTydeHHOM MAallMEHTOM paHee.
Tsoxenble peUMAUBEL CAEAYeT JeUuTh LHuKiIohocda-
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MUJIOM, KOPTUKOCTepOorIaMu U TutazMadepe3om (Tipu
HaJIMYMU MMOKa3aHUIi ), KaK 3TO OrKcaHo B paznene 13.1
u B Tabuie 30.

XoTa «be3zomnacHasi» go3a uukiaodochamuaa
TOYHO HE OMpeJe/ieHa, HelaBHEee PETPOCIIEKTUBHOE
HCCJIeI0BaHNE TTO3BOJISIET I0jaraTh, YTO PUCK 3J10-
KauyeCTBEHHBIX HOBOOOpa30BaHMI (MCKJIOUasi paK
KOXU, HE SIBJISIIOIIMIICSI MEJTAaHOMOI ) BO3PACTaeT, €CIIN
KyMYJISITUBHAsI 103a IUKIodochamMuga mpeBbIlIaeT
36 rpamMoB [284]. [TosToMy naLeHTaM, MOJYYUBILIIM
KYMYJISITUBHYIO 103y LIMKJI0(ochaMuia, mpruoImKaro-
myocst K 36 rpaMMam, MBI TipeajiaraeM MpOBOIUTh
JIeYeHUE MOCJICAYIONINX PEIIUANBOB PUTYKCUMAOOM.

Y manueHTOoB ¢ MeHee TSDKEJIbIMU (COrIacHO pa-
Hee TMPeACTaBICHHOMY OTIPEACICHUIO) peluINBaMu
MMMYHOJEIIPECCUBHYIO TepaInIo CIEIyeT YCUIIUTD,
MO BO3MOXHOCTHU M30erasi UCIOJb30BAHUS IIUKIIO-
dochamuna. Eciu Takoil peuuauB BO3HUKAET Y
namueHTa, He MOJIyJyalollero moaiepXXuBatoniei
Teparnuu, MOXHO BO300HOBUTh KOPTUKOCTEPOUIHI,
azaTuonpuH wiu MM®, B Bue MOHOTEPAIIMU WU
B KOMOMHAIIMM, XOTSI HET J0Ka3aTeIbCTB, OCHOBAH-
Heix Ha PKW, B monb3y kakoro-anbo omHOTO U3
3TUX pexkuMoB. [Ipu pa3Butum penuanBa Ha (oHE
MOAJAEPXKUBAIOIIE Tepanuyu a3aTUOTIPUHOM WUJIU
MM® ogHUM W3 BapMaHTOB Tepay MOXET OBITh
NpuMeHeHne B/B UMMYHOTJI00yinHa. B onHOM He-
KOHTPOJMPYEMOM MCCJIEA0BAHUM ITYJICHI B/B UMMY-
HorsoOynuHa (0,5 r/Kr/cyTku x 4 qHs) B Te4eHUe 6
MECSIIEB B IOMOJHEHNE K CTAHAAPTHOM TTOIePXKM -
BalOIlEel Tepanuu 00eCcreunBav Pa3BUTHE TTOJTHBIX
WA YaCTUYHBIX peMuccuii B 83 u 63% ciyyaes K 6
u 9 Mecs1aM COOTBETCTBEHHO [729]. ¥V mauneHTOB ¢
MOYeUyHOM TUCOYHKIMEH IIsI MUHUMU3AIUKA prucKa
ocMmoTuuecku-odyciosiaeHHoro OITIT npennouru-
TeJIbHEE MCIO0JIb30BaTh PACTBOPHI UMMYHOTLJIOOY/IMHA,
He copepskaiue caxapo3sl [730].

Purykcumab okazascs 6osee a(ppeKTUBHBIM, UeM
uukiodochamMu, Mpu JeUeHUU MalMeHTOB ¢ 000-
crpenusmu AHIIA-Backynutos (O 1,4; 95% AU
1,03—1,91; P=0,03) [714]. U x0T TpeOyeTCs OOMBIINIA
OITBIT MCIOJIb30BaHUS PUTYKCUMAaba Mpy JIeUeHUHU
TSDKEJIbIX 000CTpeHU , a 0e30MaCHOCTh JJTUTETBHOTO
MpPUMEHEHUSI PUTYKCHMMaba OCTaeTcsl HEeSICHOM, €ro
WCTIOJIb30BaHNE MPU PEIUINBAX MOXET O00ECIeUnTh
YMEHbIIIeHUE KyMYJISITUBHOM 103bI IUKJIO(ochamumaa
1 130eXaTh MOTEHIIMATbHON TOKCUYHOCTH.

13.6.  Jleuenue peghpaxmepunix ghopm 3ab04esanus

13.6.1. Ilpu AHITA-T'H, pe3ucTeHTHOM K MHIYKIIM-
oHHO# Tepanuu nukjaogochamuIom U KOpTH-
KOCTEPOUJIaMH, Mbl PEKOMEHIyeM 100aBUTh
K jgeyenuo purykcumad (1C) m mpeanaraem
B KauecTBe AJbTEPHATHBBI MCNOJIb30BaTh B/B
ummynorio0yamH (2C) uiau mia3madepes (2D).

HEKPOTU3WPYIOLLUWVIA TNIOMEPYJTOHE®PUT

NPEANOCDLIJIKHN

PesucteHTHOCTD ompeesieTcst Kak MepCUCTHPO-
BaHUWE WJIM TOSIBIICHUE MOYEUHBIX W/UJIA CUCTEMHBIX
MPOSIBJICHUI BACKYJIUTA, HECMOTPSI HA WUHTEHCUBHOE
JIleueHue, aIcKBATHOE MHUIMATbHO MMMYHOEMpec-
cUBHOI Teparnuu. [ToueuHble MPOSIBICHUSI PE3UCTEHT-
HOCTU BKJIIOYAIOT [IOCTOSIHHOE IIPUCYTCTBUE AUCMOPd-
HBIX SPUTPOLIUTOB U BPUTPOLUTAPHBIX LIUJIMHIPOB
C MPOrpecCUpPyIOLIUM CHIDKeHUEM (GYHKIUM TTOYEK.
Pe3ncTeHTHOCTD K KOPTUKOCTEPOUAAM U LIUKJI0(OC-
damuny Habm0gaeTCs TpUMepHO y 20% naLMeHTOB.

OBOCHOBAHME

HonoysHuTeNbHas Teparnus B/B UMMYHOTJIOOYJIH-
HOM (2 I/KT B Te4eHHE OIHOIo Kypca) olieHeHa B PKI
y nauueHToB ¢ pedpakrepHbiM AHIIA-BackynuToMm.
VY nanueHToB, NOJIy4aBIINX B/B UMMYHOIJIOOY/IMH, ObI-
cTpee CHUXaJlach aKTUBHOCTb 00JIE3HU (BbIUUCIIsIEMast
1o 50% CHWXXeHWI0 MHAEeKCa aKkTUBHOCTH 110 bupMuH-
TeMCKOI 11Kaje), a Takke ypoBeHb CPb k 1-my u 3-my
MeCSIILY, OTHAKO 3HAYMMBIX Pa3TMUMil MEXKTy TPYIITIaMK1
B OTHOIIEHWH YaCTOTHI PEIMINBOB M aKTUBHOCTH 3a-
OosteBaHMS TOCIe 3 MecsIIIeB He BRIsIBIICHO [731].

Heckonbko HEOONBIINX HEKOHTPOJIUPYEMBIX CE-
puil HaOMIONEHUI YKA3bIBAIOT HA POJIb PUTYKCUMaba
npu pe3ucteHTHOM AHIIA-Backynute [732—734].
ITo maHHBIM 3TUX COOOLLEHUI, pUTYKCHUMAO (375 Mr/m?
B/B exXeHenelbHO x 4, win 500 MT B/B eXeHeIeIbHO
B BuAe 4 (pMKCUPOBAHHBIX 103) B COYETAHUU C KOP-
TUKOCTEPOUJAMU TIPUBOIWI K PA3BUTUIO PEMUCCUU
y OOJIBIIMHCTBA MAIMEHTOB U B 1IEJIOM OTJIMYAJICS
XOPOUIEH MEPEHOCUMOCTBIO.

He Obl710 TIpOBENEeHO MCCIeI0BaHUI MO TIPUME-
HeHUIo TasMadepesa mpu pe3ncTeHTHRIX AHILIA-
BACKYJINTAX, OMHAKO ETO 3HAYEHNE B TAKUX CUTYALIUSIX
onpeneneHo B uccienoBanuu MEPEX, nmponeMoH-
CTPUPOBABIIEM YJIYyUYIIEHNWE MOYEYHBIX UCXOIOB
TP UCMOJIb30BAaHNUM TIIazMadepes3a y MalueHTOB ¢
TSKEJION MouyeyHol AucdyHKIMel, a TakKe B Ucclie-
JTOBAHUSIX, YKA3bIBAIOIIIUX Ha CHUKEHUE JIETATbHOCTU
y NalMeHTOB ¢ AU(PDY3HBIMU ATBBEOJISIPHBIMU KPOBO-
TeueHUusiMu (cM. Pexomennanum 13.2.2).

13.7. Monumopuposanue

13.7.1. Mpbl npeajiaraeM He MEHSATHb PEXUM HUMMYHO-
CyNpeccHd HA OCHOBAHWM TOJBKO M3MEHEHHUi
tarpoB AHIIA (2D).

OBOCHOBAHME

JocTyrHble TaHHbBIE KacaloTcsl TJIaBHBIM 00pa3om
ouenku I1P-3-AHIIA n oyeHb OrpaHUYEHBI B OT-
HomeHun MITO-AHIIA. Het naHHBIX B TOAIEPXKKY
yrBepxkaeHus, uro Tutp [1P-3-AHLIA moxeT ncmnosib-
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HEKPOTU3WPYIOLLWIA TNIOMEPY/TOHE®PUT

30BaThCs B KIIMHUKE B KAYECTBE MPEANKTOPA PELIUIMBA
3a00J1eBaHMSI, Y IIO3TOMY 3TOT ITOKa3aTeJIb CaM I10 ceOe
He JOJKEeH ObITh OCHOBAHMEM JJTsI UBMEHEHUSI peKrMa
uMMyHocyrpeccuu [735, 736]. IlepcucrupoBaHue
I1P-3-AHIIA-103UTUBHOCTH K MOMEHTY TIepexoa Ha
MOAAEP>KMBAIOIIYIO TEPATTMIO a3aTUOIIPUHOM aCCOLIMM -
pPOBaHO ¢ 2—3-KPaTHBIM YBEJIMUEHUEM PUCKA PeIIUIN -
Ba ¥ TpeOyeT TIIATeJIbHOIO HAOMIOAEHUS 32 OOJbHBIM
[723]. ¥V manueHTOB ¢ KIMHUYECKOW peMUCCUeit U
coxpaHswoumeiica IMP-3-AHILIA-1m03UTUBHOCTbIO
nociie 3—4 mecsues JiedeHus ukinodochaMunioMm u
KOPTUKOCTEPOUIaMH BO3MOXKHO MPOIOJIKEHUE Tepa-
nmuu ukinodochamuaom no 6 mecsiteB. OnHAKO He
MMEETCS TAaHHBIX O COOTHOIIEHUH «PUCK,/TIOJIb3a» IIPU
takoMm nogxone. Ecau tutp AHLIA nHapacraer, umeer
CMBICJT MHTEHCU(PUIIMPOBATH PEKUM HAOIIOIEHUSI.

13.8.  Tpancnianmauus

13.8.1. Mbl pekomMeHIyeM OTIOXKHUTh TPAHCILUIAHTAIMAIO
MOYKH JI0 TeX NOP, MOKA JIMTEIbHOCTD MOJIHOM
PEMHCCHM BHENIOYEYHBIX MPOSIBJIEHNIA HE COCTA-
BuT 12 mecsimes (1C).

13.8.2. MpbI peKoMeHIyeM He OTKJIAbIBATH TPAHCILIAH-
TAIMIO NANMEHTAM, HAXOASAIMUMCS B CTaIUH
MOJIHOM pemuccHu, HO ocTaommmcsa AHITA-
no3utuHbivH (1C).

OBOCHOBAHME

He umMeeTcst nOCTYIMHBIX TPOCIIEKTUBHBIX JAHHBIX,
MMO3BOJISIONINX OLIEHUTh BEPOSITHOCTh peIUINBA
AHIIA-BackynnTa TI0C/Ie TpaHCIUIAHTALIMY TTOYKH, a
TaKKe BIMSHIAE aKTUBHOCTH 3a00eBanms i AHILIA-
MO3UTUBHOCTU HAa MOMEHT TpaHCIUIAaHTallMM Ha WC-
XOJIbl Y MALIMEHTOB IT0CjIe TpaHCILIaHTauuu. Yactora
peuuauBoB AHIIA-BacKynuTa rocje TpaHCIUIaHTal M1
MMOYKY M3yYeHAa B HECKOJIBKMX PETPOCIIEKTUBHBIX CE-
pusix HaOmoaeHui. B aTHX HaOMIOAEHUSX BhISIBIEHA
15—20%-nast yactota 0060CTPEHMIA, XOTSI YacCTOTA
BO3BPaTHOTO Mayl-MMMYHHOTO HEKPOTHU3UPYIOIIETO
I'H cocrasasina auib okono 5% [737, 738]. B Han-
0oJiee KpYITHOM PETPOCHEKTUBHOM MCCIEA0BAHUU
107 mamMeHTOB C TPaHCIUIAHTUPOBAHHOM TTOYKON B
BenmmkoOpuTaHuM peliuanBEI HAOIOIAINCH TOJIBKO Y
5% 6oabHbIX [739]. [Ipu MHOrO(aKTOPHOM aHAJIU3E
0Ka3aj0Ch, YTO TPAHCIIJIAHTALIMS TIOUYKH B TIEPUOJ IO
12 Mecsi11eB Mocjie JOCTUKEHMS ITOJTHOM PEMUCCHUU ac-
COLIMMPOBAHA C YBEJIMYCHUEM CMEPTHOCTHU; IIPUYMHbI
CMEpPTU He ObLIM CBSI3aHbI C PELIMAMBOM BaCKYJIUTA.
AHIIA-1103UTUBHOCThL HA MOMEHT TpaHCIJIAHTALUU
HE BIIMsIa Ha BbDKMBAEeMOCTb TpaHCILJIAHTAaTa UK
MallMEHTOB, a TAKXKe Ha YaCTOTY PELUAMBOB ITOCIIE
TpaHCIUIAaHTALIMU.
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TVIABA 14. JEYEHUE TJIOMEPYJIOHE®PUTA,
OBYCJIOBJIEHHOI'O AHTUTEJIAMU
K TVIOMEPYJISIPHOM BA3SAJIBHOM MEMBPAHE

B oT0i1 r1aBe JaHbl peKOMEHAAIMU 110 JISYSHU O
I'H, o6ycrnoBnenHoro antutenamu K 'BM (T. e. aHTH-
I'BM I'H) B coueTaHuu C 1erOYHBIMU KPOBOTECUCHUSI -
mu (6osie3Hn [ynmacuepa) wim 6e3 Hux. @PUHAHCOBBIE
MOCJEeACTBHYSI IIMPOKOTO NMPUMEHeHHsI JaHHbIX Peko-
MEHAAIUi paCCMOTPEHBI B TJ1aBe 2.

14.1. Jleuenue anmu-I'bM I'H

14.1.1. MbpbI peKoMeHIyeM HAYMHATh HMMYHOCYTIPECCHIO
nukjaogochaMuaIoM, KOPTHKOCTEPOUIAMH H
mi1asMacepesom (cM. Tabammy 31) BceM manu-
entam ¢ antu-I'bBM I'H, 3a uckmouenuem Tex,
KTO SIBJISIETCSI THAJIN3-3aBUCUMbIM HA MOMEHT
YCTAHOBKH IHATHO3a, N0 JAHHBIM a€KBATHOI
Hedpoouoncun nveer 100% nosyaynmii u He
UMeeT JIErOYHbIX KpoBoTeyenuii (1B).

14.1.2. Jleyenne antu-I'BM I'H cienyer nauuHath 0e3-
oTIaraTe/ibHO, KaK TOJbKO JMArHO3 MOATBEPK-
neH. Ecim umMeercst BBICOKHMIT HHIEKC MOA03pe-
HMS, 11eJIeCO00Pa3HO HAYATH JieYeHHe BbICOKHUMH
J103aMi KOPTHKOCTEPONIOB U Tuia3madepe3om
(cM. Ta6a. 31) ¥ NPOBOAUTD €ro, NMOKa JUATHO3
He Oy/IeT MoATBep:KAeH (HeT CTeNneHu).

14.1.3. Mbl pekomMeHIyeM He MPOBOIUTb MOIIEPIKHU-
BAIOIILYI0 MIMMYHOCYTIPECCHBHYIO TEPANMIO TPU
antu-'6BM TH (1D).

14.1.4. TpancnnanTtamuio moyku nocje antu-I'bM T'H
cJielyeT OTJIOXKUTb 10 TeX MOop, IOKA AHTUTEIa K
I'BM He OynyT 0OTCYTCTBOBATH B KPOBU B Te4eHHE
KaK MUHUMYM 6 MecsieB (HeT cTeneHu).

NPEANOCDLIJIKHN

AnTtu-I'bBM I'H npeacrapnsietT coboit, Kak mpaBUIIo,
¢GyIEMMHAHTHOE 1 OBICTPOIIPOrpeccupyloiee 3adoie-
BaHUeE, BRI3BAHHOE aHTUTEJIAMU K HEKOJIJIATeHOBOMY
nmoMmeHy o3 nenu KoyutareHa IV tuna. Autu-I'bBM I'H
BCTPEYAETCSI OTHOCUTENIBHO PEIKO, eXeromaHas 3a00-
JneBaeMocThb cocrtapisieT 0,5—1 ciyyaeB Ha MWIJIMOH
HacesieHus. 3a00JieBaHUE MOXET IIPOSBIISTHCS B BUIE
n3onupoBaHHoro I'H unm Kaxk jierouHo-mo4eyHbIN
CUHAPOM C TSIKEJIBIM JIETOYHBIM KPOBOTEUEHUEM.
Jlo BBeneHMS B MPAKTUKYy WHTCHCUBHON MMMYHOCY-
MIPEeCCUBHOM Tepalliy BbDKUBAEMOCTh IAIllMEHTOB C
antu-I'bBM TI'H 6b11a ouenp Huskoi. M xotst cmept-
HOCTh YMEHBIIMJIACh, IT0YE€YHAasl BHIXKMBAEMOCTh

Ta6nuua 31. JleueHne antu-rbM rH

KopTukocteponabl
Hepens [lo3a npegHu3onoHa
0-2 MetunnpenHusonod 500-1000 mr B/B eXXKeHEBHO B Te4eHUe 3 AHeil, 3aTeM Npea-
HWU30H BHYTPb 1 Mr/Kr/cyTku Ha VIBT™* (MakcumanbHo 80 Mr)
2-4 BHyTpb 0,6 Mr/Kr/cyTKi
4-8 BHyTpb 0,4 Mr/Kr/cyTKn
8-10 BHyTpb 30 Mr/cyTKm
10-11 BHyTpb 25 Mr/cyTKN
11-12 BHyTpb 20 Mr/cyTKm
12-13 BHyTpb 17,5 Mr/cyTKM
13-14 BHyTpb 15 Mr/cyTKn
14-15 BHyTpb 12,5 Mr/cyTKM
15-16 BHyTpb 10 Mr/cyTKN
16- VBT <70 Kr: 7,5 Mr/cyTkn

VBT >70 kr: 10 mr/cyTku

OTMEHUTb N0 UCTEYEHNN 6 MecsLeB

*BT - ngeanbHblii BeC Tena

Llnknodpochamug: 2 Mr/Kr/cyTkn B TedeHne 3 MecsLes

lMnasmadepes: 06MeH 4 NUTPOB B A€Hb C 3aMeLLieHneM 5% anbbymnHom, 06asnaTb 150-300 Mn CBEXXe3aMOPOXXEHHOI NNa3Mbl B KOHLE KXo
npoLeaypbl NPY NEr0YHbIX KPOBOTEYEHMSAX, UAN €CNA NPOBOAUNOCH XUPYPrii4ecKoe BMeLIATeNbCTBO, B TOM Yucie 6MONCKs NoYKu, nnasmadepessl
NPOBOANTL EXXKEAHEBHO B TeyeHne 14 AHen unn 4o Tex nop, Noka aHTUTENa He NCYE3HYT U3 KPoBU

ﬂOKa3aTeJ’IbCTB, noaaepXunBatoLLNX Takne pexxnmMbl 4O3MPOBKK U 6a3v|py|ou.w|xc;| Ha aHHbIX O 6J'IaFOI'IpI/IﬂTHbIX ucxopax npu OﬁCGpBaLLI/IOHHbIX

nccnenoBaHuax, Her.
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K TTTOMEPYNAPHOW BA3AJIbHON MEMBPAHE

MO-TPEeXHEMY OCTAaeTCsl HU3KOU, BO3MOXHO M3-3a
MO3[HEeI MOCTAHOBKM JAMArHo3a U OTCPOYEHHOTo Ha-
yajna tepanuu. Crparerust nedyenus antu-I'bM I'H
BKJIIOYAET yaajleHue MaTOTeHHBIX ayTOaHTUTEN U3
LMPKYJISIIUU C OMHOBPEMEHHBIM TIPEeIOTBpallleHuEM
JaJbHENIIEro ux oopa3oBaHus U MOJABJIEHUEM yXKe
CYLLECTBYIOLIETO KIyOOUYKOBOTO BOCHAJIEHUSI U TO-
BpeXIeHUS.

OBOCHOBAHME

* BorcyrcrBue neueHus aHtu-I'bM I'H BerkuBa-
€MOCTb ITALIMEHTOB U MIOYeYHast BBLKMBAEMOCTh
OYeHb HU3KHUE.

+ HMmMeercsa cpemHssl CTeIeHb J0Ka3aTeIbHOCTH,
YTO MHTEHCUBHASI MMMYHOCYIIPECCUST B COUe-
TaHUU ¢ TUIa3Madepe3oM yiIydlllaeT BbKUBae-
MOCTb ITalITMEHTOB 1 MTOYEYHYIO BBIKMBAa€MOCTb,
9TU J0Ka3aTeJIbCTBA OCHOBAHBI Ha OJHOM
HeOoupIIoM 1 ogHOoM OobiioM PKUW 1 Ha He-
CKOJIBKUX HEOOJIBIIINX PETPOCTIEKTUBHBIX CEPU-
sIX HaOmoneHuit. Bece aTu uccaegoBaHus mpo-
JEMOHCTPUPOBAIM XOPOIIYI0 BHLKMBAEMOCTh
MalMeHTOB U CPEAHION ITOYEUHYIO BbIKMBAC-
MOCTb, YTO JaeT yOeauTeIbHble 000CHOBAHMS
JUUIST MICITOJIb30BaHUsI UMMYHOCYIIPECCAaHTOB 1
mrasmadepesa.

* MHorue manMeHThl K MOMEHTY YCTaHOBKM
IrarHo3a UMEIOT TSKEyIo TTOYeYHYI0 Heao0-
CTaTOYHOCTB, TPEOYIOIIYIO JICUSHUS TUATI30M.
Kak mpaBuiio, 310 KOppeampyeT ¢ KOJTMYECTBOM
KJIyOOUYKOB C TIOJIYJIyHUSIMUA B TIOYEYHOM OMO-
nrate. HecMoTpst Ha MUHTEHCUBHYIO UMMYHOJIE-
IIPECCUIO, Y TTALIMEHTOB, SIBJISIOIINXCS JUATN3-
3aBUCHMBIMU K Hayajly JICUCHUs] U UMEIOLINX
85—100% x1yGOYKOB € TIOJYTYHUSIMU, (PYHK-
LU ITOYeK HE BOCCTAHABIMBACTCSI, U OOBIYHO
UM TpeOyeTcsl MOCTOSIHHASI 3aMEeCTUTEIbHAs
royeyHast Teparimsi.

* TTockoabky nporpeccupoBanue antu-I'bM I'H
MOXKET OBITh OY€HB OBICTPBIM, M ICXOJI OTIPEIe-
JIsIeTCS TSKEeCThIO 3a00J1eBaHUsI HA MOMEHT
YCTaHOBKU IMAarHO3a, ONTUMAJIbHBIM SIBIISIETCS
HEeMeIJIEHHOE HAayajlo Teparuu BBICOKUMU J0-
3aMU KOPTUKOCTepouaoB. Ilociie moarBepxk-
JIEHUST IMarHo3a cjieJyeT HayaTb MPUMEHEeHUE
nukiodochamuaa u miazmadepes. [lanyeHTh
HE JOJIKHBI ObITh UH(MUIIMPOBAHBI WJIU JTOJIKHbBI
MoJIy4aTh afeKBaTHYI0 aHTHMOAKTepUaIbHYIO
Teparuio.

+ [laumMeHTHI C JeTOYHBIMHU KPOBOTEUEHUSIMU U C
antu-I'bM I'H (6onesns [yamnacuepa) 10KHbBI
MOJIy4aTh JeYeHNe KOPTUKOCTEPOUIaMHM, 1M -
Ki1odochamuaom u miazmMadepe3oM Taxe mpu
TSDKEJION TTOYeYHOM HEeIOCTaTOYHOCTU M Mac-

CUMBHOM 0O0Opa3oBaHUM TOIyayHUI. be3 Takoit
Tepary CMepTHOCTD ITpu 00s1e3Hu [yanacyepa
OYeHb BeICOKA. OMHAKO HET YOeAUTEIbHBIX 10-
KazaTeJbCTB, UTO IiazMadepe3 a(pheKTUBeH
MPY HEOONBIINX KJIMHUYSCKUX TTPOSBICHUSIX
JIETOYHOTO KPOBOTEUCHUSI.

* Tlockonbky antu-I'BM anTHTeNa SBISIOTCS
MMaTOTeHHBIMU, Pa3yMHO JOXIAThCS UX UCUe3-
HOBEHUS, MPEXKIe YeM IIJIaHMPOBATh TPAHC-
MaHTalMIo TOYKK y nmauueHToB ¢ TXITH.

C Toro BpeMeHM KaK OBLT BBISICHEH MaTOT¢HE3
aHtu-I'bM T'H, neueGHas cTpaTerust HarmpaBjieHa Ha
yIajJeHue MUPKYJIUPYIOIINX MaTOTeHHBIX aHTUTEII,
SIBJISTIOIIIMXCS TIPUYMHOM 3a00JIeBaHMsI, Ha TTOAaBIe-
HUE UX TaJIbHEHIIIero o0pa3oBaHUs U Ha YMEHBIICHUE
KJIyOOYKOBOT0 BOCHAIMTEIbHOIO OTBETA, BEHI3BAHHOTO
antu-I'bM-anTtutenamu. Pe3yasraTel Takoro rmoaxoma
CYMMMPOBAHBI B 00JIbIIIOM PETPOCTIEKTUBHOM MCCJIC-
noBaHuu aHtTu-I'bM I'H, mpoBeneHHOM B rocrinTaje
Xammepcmurt [740] n BKiItodaBIieM 85 IMallMeHTOB
3a 25 ner. ¥ 71 maumeHTa MpoOBOAUIOCH JIeUeHUE
BBICOKMMM A03aMM IpeaHu3oHa (1 mMr/Kr/cyTtku)
CO CHMXXEHHMEM A03bl K 6—9 MecsiaMm, UKI0(pOC-
daMuI0M BHYTPb Ha MPOTSKEHUU 2—3 MecsleB U
eXeqHeBHBbIMU TJ1azMacdepe3amMu B TedeHue 14 nHeu
(nnu 1o ucye3HoBeHus1 aHTuTes K 'bM u3 uupkys-
unn). [ToyeuHbie MCXOAbI B 3TON KOTOpPTE OOJIbHBIX
3aBUCEIN OT COCTOSIHUS (DYHKIIMM TTOYEK K Havdajy
snedgeHus. Y mauneHToB ¢ ucxogHbiM CKp <5,7 Mr/mn
[<504 MKMOab/1] ToguyHas 00Ias BEKMBAEMOCTh
cocraBmia 100%, a modyedyHast BBIXKUBAEMOCTb —
95%, x 5 rogaMm U MoYedyHasl BEIKMBAEMOCTh, U BbI-
KMBAEMOCTh MallMEHTOB okazanuch 94%. Eciu xe
ucxonubiii CKp 0w >5,7 mr/mn [>504 MKMmoub/i],
HO 3KCTPEHHBIN AUain3 He TpeOOBaJCs, BhIKMBAE-
MOCTb ITAlIMEHTOB M ITOYeYHash BBIKUBAEMOCTh CO-
craisiiid 83 u 82% x 1 rony u 80 u 50% x 5 rogam
COOTBeTCTBeHHO. OTHAKO Y O0JIbHBIX, HY>KIAIOLIIXCST
B JICUCHUU OWAJIN30M HAa MOMEHT YCTaHOBKM IMa-
rHO3a, BbDKMBA€MOCTD IAallMEHTOB U MOYeYHasT BbI-
SKMBAaeMOCTb CHMXaIUCh 10 65 u 8% k 1 roay, u a0
44 u 13% X 5 romaM COOTBETCTBEHHO. B cpaBHeHUHU
¢ moutu 100%-Hoii CMEPTHOCTBIO OT JIETOYHBIX KPO-
BOTE€UYEHUI 1 TTOYEUHOIM HEAOCTATOUHOCTHU B CEPUSIX
MCTOPUUECKOTO KOHTPOJIS 3Ta JieueOHas CTpaTeTUsI
o0ecrieurBaeT 3HaAYUTEJIbHOE YIIydllleHHE.

Ponb mnasmacdepes3a B JomoHeHNE K UMMYHO-
CyIpeccuy ocTaBajlach CIIOPHOM M ObLIa OlleHEHA B
Hebonbiiom PKU (n = 17) [741]. Xots B aTOM uC-
CJIeIOBAaHUM B KAYECTBE UMMYHOCYITPECCAHTOB TaKXKe
MCITOJIb30BAIUCh TIPEAHU30H U LuKJIodochamu,
UMEINCh HEKOTOPBIE Pa3inyus B 103aX U JUINTE/Ib-
HOCTHU IIPUMEHEHHUSI 10 CPABHEHUIO C UCCIIETOBAHU -
eM B rocnuTajge XaMmepcMuT. M uyto Gosiee BaxxHO,
naazMadepes TpOBOAUIN Kaxable 3 HS, a HE eXe-
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JTHEBHO, W B CPeHEM MPOBOAMIOCH MO 9 mporieayp.
Bce manuyeHTsl nmojiyyanay MpeaHU30H U HUKI0(hOocC-
¢amu, ¥ TOJI0BMHA OBLIM PAHIOMU3MUPOBAHBI K ITPO-
BeleHUIO IIa3Madepesa. Y mauueHToB, NoayYaBIIUX
ma3madepes, antutena K 'bBM ucuesanu moutu
B 2 pa3a ObIcTpee, 4YeM y OOJbHBIX B KOHTPOJbHOI
rpynme (B meiaom 3a 50 gueit, p < 0,05). K xoHmy
neyeHus ypoBeHb CKp y mojyyaBiiux niaasmadepes
cocraBnsn 4,1 £ 0,5mr/an [362 + 44mkmob/i],
a B KOHTpojbHOU Tpymnme 9,2 + 0,7 mr/on [813 =
62 mxmoub/i] (p < 0,05). Tosbko ABYM MaiMeHTaMm,
MOJIyJaBIIUM M1a3Madepes, ToTpedoBaICsI XpOHUYE-
CKUW AUAJIN3, B TO BpEMS KaK B KOHTPOJbHOU IrpyIIIe
TaKuX OOJbHBIX OBLIO LIECTEPO. XOTsI 00€ rpyInbl K
Hayvajy JIeYeHUST OBLIM KIMHUYECKHU COIOCTABUMEI,
MPOLIEHT KJIYOOUKOB C TMOJYJYHUSIMU, MO JaHHBIM
OUOTICUIA, OKAa3aJICA BbIIIE B KOHTPOJBHOU IpyIIIE.
M3-3a rucTosormyeckux pa3inuuii 1 Majioro ymcia
HAOMIOOCHUI TOKA3aHHOCTD JIYUIIINX TTOYEUHBIX MC-
XOJ0B y MallMEHTOB, J€YEHHBIX M1azMadepe3om, He
MOXET CUYUTATHCS OKOHYATEIBHOI.

Tutp antuten Kk 'bM cneayet peryjasipHo MOHUTO-
pupoBath [742]. [1poseaeHue mnazmadepesa MOXHO
MNPEeKPaTUTh, €CJIM HUPKYIMPYIOIIME aHTUTEa 00JIbIlIe
HE BBISIBJISIIOTCS, KaK IPAaBUJIO, 3TO ITPOUCXOMUT IO~
cie 10—14 npouenyp. JledeHne KOPTUKOCTEPONITAMA
00BIYHO TIPONOJIKAIOT B TeUEHUE 6 MecslieB, a K-
KJodochamuaom — B TeueHue 2—3 mecsueB. Takoit
UMMYHOCYIIPECCUHU ITOJKHO OBITh TOCTATOYHO IS
NpenoTBpalleHus NajlbHelIel mponyKIuu aHTUTEe
U JUTS TIOAABJICHUST TIOYEYHOTO BOCTIAJICHUS.

VY 20-30% mnanuenTtoB ¢ antu-I' BM-601e3HbIO
obHapyxwuBatorcs Takke AHLIA, BocHOBHOM ¢ aHTH -
MITO-cneunguyHocTbio. OgHAKO HU MPOTHO3, HU
TeueHue OOJIE3HU Y MAIMEHTOB C ABOMHOM CEpOIo3u-
TUBHOCTBIO, 110 TaHHBIM OOJILITMHCTBA UCCAEIOBAHUIMA,
He MeHsttoTCs [743—747].

HMcxonbl B KOropTe MauMeHTOB rocnuTanst Xam-
MepcMuT [740] xapakTepusyloT 0XUIaeMble PE3yJib-
TaThl TIPU MCIIOJb30BAaHUU BBILIEONTMCAHHOIO CTaH-
JapTU30BAaHHOTO arpeCCUBHOTO MOIXO/A K JICUSHUIO.
ITo naHHBIM ApPYrUxX HAOMIOAEHUI CEpUii OOJBbHBIX C
antu-I'bM T'H, He 00s13aTeIbHO C MCITOJIB30BaHUEM
TeX Xe PeXKMMOB JICUEHMSI U OXBaTbIBAIOIIMX Mall-
enToB u3 CIIA, EBponbl, Kurast u Anmonnu, BeIKM-
BaeMOCTb MALIMEHTOB K 6—12 MecsiaM cocTaBlisiia
67—94%, a moyeyHasl BbIXKMBAEMOCTb ObLJIa OKOJIO
15—-58% 619, 741, 745, 748, 749].

IIpenukTopaMu TMOYEYHOI BBIXKMBAEMOCTHU TIPU
antu-I'bM TI'H gBasiorcst ypoeHb CKp Ha MOMEHT
YCTAHOBKHU JIMarHo3a, moTpeObHOCTh B AUaIn3€ Ha
MOMEHT YCTaHOBKM AMarHo3a U MPOLEHT KIyOOUYKOB
¢ nonynynusimu [740, 741, 743]. B nByx uccienosa-
HUSX BCe MauueHThl ¢ ucxogubiM CKp >5,7 mr/mn
[>504 mxmonb/a| wim >9,7 mr/mn [>858 MKMoJb/i|

K TTTOMEPYNAPHOW BA3AJIbHON MEMBPAHE

oKazaJiMCh IMaln3-3aBUCUMBIMU, HECMOTPS Ha
arpeccuBHOe JedyeHue [744, 747]. B nByx mpyrux
VCCIeIOBAHUSIX MALIMEHThI, KOTOPBIM TpeboBajCs
a3 Ha MOMEHT YCTaHOBKHM AMArHo3a, He COILIN C
IMaan3a, HECMOTPS Ha arpecCUBHYIO Tepanuio [744,
745]. B Hanbonee ONTUMUCTUYHOM MCCIIETOBAHNN
[740] O6bUTO TTOKA3aHO, YTO HU Yy OHOTO W3 AUAJIA3-
3aBUCHMBIX Ha MOMEHT YCTAaHOBKM JMarHo3a maim-
eHTOB co 100% KiyOOUKOB ¢ TIOJYTYHUSIMU (DYHKIIUS
IMOYEK HE BOCCTAaHOBMJIACH JOCTATOYHO IJIsI TOIO,
YTOOBI MPEKPATUTH Auanu3Hoe jedyeHue. O030p He-
CKOJIbKMX MCCJIEIOBaHUI OKa3ajl, YTO KO BpeMeHU
YCTAaHOBJICHUSI [MArHo3a AUajn3-3aBUCUMOCTh BbI-
aBJisieTCcsl B cpeaHeM Y 55% (12—83%) mauueHTOB,
100% ki1y0OYKOB C MOJYJIYHUSIMU B OMOITATE BbI-
apisitorest y 20,5% (7—50%) nauneHTOB, U CPEAHUIA
ypoBenb CKp cocrasisier 6,9 mr/mi [610 MkMoJIb/7]
(mnanazon 4,9—7,2 mr/mn [433—637 MKMOJIb/11]), 4TO
MOAYEPKMBAET BAXHOCTh KaK MOXHO Oojiee paHHei
IMATHOCTUKY W Hadasia JieueHus [740, 741, 744, 745,
747—750]. DT maHHBIC HAPSOY C OOLIMM COCTOSTHU-
€M TallMeHTa TIOMOTIYT B IMIPUHSATUN PELICHUS O TOM,
HaCKOJIbKO arpeCcCMBHBIM JIOJKHO OBITh JIEYEHUE T10-
yeuHbIx nposiiaeHuii aHtu-I'bM I'H. OnHako ripu Ha-
JINYVU JIETOYHBIX KPOBOTEUEHUIA arpecCrBHAsI Tepariust
JIOJDKHA TIPOBOAUTHCS 0€30THOCHUTENIBHO TTOYEUHOTO
nporHo3sa [751].

B otanuure ot OOMBLIMHCTBA APYTUX ayTOUMMMYH-
HbBIX 3a001¢eBannii st aHTu-I'bM I'H HexapakTepHO
4acTo peluAMBUpYIOlIee TeUeHUe, ayToaHTUTEIa 1C-
4e3aloT CroHTaHHO 4epe3 12—18 mecsnes [752]. Tem
He MEHee B JINTepaType €CTh COOOIIEHMSI O peLIUaNBaX
antu-I'bM T'H, xoropsie MoryT MaHudbecTupoBarh
KJIMHUYECKM KaK BO3BpaT ITOYEYHOTo 3a00JIeBaHUs,
JINOO JIETOUHBIM KPOBOTEUEHMEM, U YaCTO acCOLIMU-
POBaHBI C TOBTOPHBIM ITOSIBJICHUEM LIPKYIMPYIOLINX
antuten Kk ['bM [752—755]. bbuto moka3zaHo, 4TO
B CpeIHEeM pelUINBBI BO3ZHMKAIOT Yyepe3 4,3 roma
(1—10 net) n yacToTa MO3AHUX PELIMIUBOB KOJIEOIETCS
oT 210 14% [748, 752, 754]. [loBTOpHast UHTEHCUBHASI
MMMYHOCYIIPECCUBHAs Tepanus u Tiazmadepesnb
00OBIYHO OKa3bIBAIOTCS YCIIEIIHBIMU C Pa3BUTHEM T10-
BTOpHOI pemuccuu [752].

HMmMeercst Majio cBelleHUI O JIedeHUU pedpakTep-
HbIX (popm anTu-I'BM I'H. B HekoTopsix ciayyasx
coobmaercst 00 ncroib3oBaHnt MM® 6o puTyK-
cumaba, OJTHAKO OTpe/ie/ieHHbIE PEKOMEHIAIMY 1aTh
HEBO3MOXHO.

HMmMeetcst oueHb Maso 10Ka3aTesIbCTB, KaCAtOIIX-
csl BpeMEHU TIPOBEACHMST TPaHCIUIAHTALIMU TTIOYKU B
ciyyvasix, korga aHtu-I'bM I'H sBnsiercss nmpuunHoi
TXITH. Bo MHOI'MX LIeHTpaX TpaHCIIAaHTAaLlMU OCHOB-
HBIM TPEOOBAHMEM SIBJISIETCSI OTCYTCTBUE aHTUTEN K
I'BM B LUpKYIALMKA B T€YEHUE KAaK MUHUMYM 6 Me-
CAIIEB 10 TPAaHCIIAaHTALMU TOYKHM [ 756, 757]. Bo3Bpar
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aHnTu-I'bM-0071¢3H1 B TOYEeUHOM aJUTOTPAHCIIJIaHTaTe B 000MX CJTydasiX B KOMOMHAIIUY C IIPETHU30-

HeTuInu4yeH [756, 757]. HOM M Ta3Madepe3oM, B MHAYKIIMU PeMUC-
CHU.

PEKOMEHAOALMU NO NPOBEAEHUIO * HeobOxonumo npoBeaeHUE UCCISIOBAHUIA ISt

UCCJIEAOBAHU " cpaBHeHns1 MM ® B KOMOMHAIIMY C TPETHN30-

HOM U Ti1azmadepe3oM U Hukiaodochamuaa B

* HeoOxonuMmo npoBeneHune UccaeI0BaHUS IS KOMOMHAILIMM C TIPEIHMU30HOM U IL1azMadepe-

CpaBHEHMS pUTyKcHMMaba 1 1ukiiodochamua, 30M B MHAYKIIUU PEMUCCHUMU.
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BJTATOOAPHOCTU

baarogapnocTu

Oco0y10 MPU3HATEILHOCTh MBI XOTEIU OBl BBHI-
pa3uTh geicTBylomuM conpeacenateasm KDIGO
Kaii-YBe Dkxapty n beprpamy Kasucke, a Takxe
BceM wieHaM KoMaHabl KDIGO 3a ux HeolegHUMYIO
TIOMOIIb TP CO3IaHNM HACTOSIINX PeKoMeHmammii.
B ocobeHHocTH MBI O1arogapHbl yieHam [pynnbl
cbopa 10Ka3aTeabCTB, B KOTOPYIO BXOAMIMN DTaH
bank, Topsu Paman, lana MuckynuH, AHHeT Jleo,
OMu Opym u [llana XaiiHec, BHECIINE 3HAYUTEIBHBIA
BKJIaJl B OLICHKY JOCTYIHOM ToKa3aTeIbHOM 0a3bl. MbI
Oarogapvm TakKe WieHoB PaGoueit rpyniibl, MpoBo-
JUBIIMX 3KCIEPTHYIO OLIEHKY 0030pa JUTepaTyphl U
TOJIy9eHHBIX TaHHBIX, CPOPMHUPOBABIINX M OTPEIaK-
TUPOBABIIMX OCHOBHbIE MOJOXEHUSI 1 000CHOBAHUS
W CIENaBIINX BO3MOXHON MyOIMKAIINIO HACTOSIIINX
PexoMenaanuii. Mbl BBICOKO LIEHUM BpeMsl M YCUJIHS,
KOTOPBIE OHU MOCBATWIM 9TOU padote. M HaKoHel OT
uMeHu Paboueii rpymiibl Mbl BbIpaxkaeM IpU3HATE I b-
HOCThb BCEM, KTO TIPEACTABMJI CBOM KOMMEHTapUU
U TIpeJIOKEHHUsI B Ipolecce padoThl Hal JaHHBIMU
pEeKOMEHIALMSIMUA, MHOTHE M3 3TUX MPEITOXKEHUI
ObUIM YYTEHBI IIPU MOATOTOBKE OKOHYATEIbHOTO
BapuaHTa IJIg nmyonukanuu. Huke MBI TpUBOIMM
CIUCOK TeX, KTO IO Halllel Mpoch0e 03HAKOMMUJICS C
YepHOBBIM BapuaHToM PekomMeHmaumii 1 mpeacTaBuil
CBOM PELEH3UU:

Owmap AoOyn, Oana Aiinmmoaiie, bymenT Anran, Pyn
AnBec, Mapus Anmepunaa Pubeiipo Ansec, AjexaH-
npo Amope, Myctada Apuun, Mapuano Appuoia,
lyxeiip Accanu, JxoaH baprman, Paman bapcywm,
Keiir bemnosuu, /Ixxo bepnen, 2Kak bepraxeitm, DH-
npro bombak, Teppu bpoyH, Pynonbd Banentunu, Xaii
An Banr, Jlycua Jleap Bekkuo, Tanusg BeliHiuTeiiH,
Kpucrodep Bunepanc, Teonop Borenbc, Bukropus
Boponuk, Konun Iennec, Tom Tupc, Iumurpuoc
Iymenoc, I'ycraBo Ipenuonu, Mycrada Iynnyna,
Jxeitn [1oBuc, Auben e @pancucko, Mopren JereHc,
Xanc Aunepunk, Hasug dxeiiH, CuMmoH JIKeHKUHC,
Bumunr 3anr, Enena 3axaposa, Kapmua 3okkann,
®dpanuecko Manyuemna, Ouy Mman, Hukona Mocc,
Iynpunn Kantpaumn, ®@penepuk Kackenb, Mapkyc
Kemnep, lon Kennenu, JxxmanHa MacTposiHHU

Kpucrtuan, Aunpeac Kpu66eH, upk Kunepc, Pozan-
Ha Konmno, Onusep Kactep, Anpuan Kosuy, Jlxkepom
Jleitn, Kpeiir Jlanrman, Keiit Jlay, Kesun Jleminu,
Onrap Jlepma, Buku JleBuauoruc, Poodepr Jleiion, JIuz
JlatitcToyH, [Nerpuka Jiurna, Enka Jlunanya, 3anr-Cyo
JIny, Ceran JIuBua, AHTOHMO Jlyrio, bproc MakHHOH,
[Tatpuumsa Henprago MamieHn, ApMmena MapropaHo,
Knaynuo Mapueponu, AHToH Maypep, Iletep Mak-
Kayutoit, AimsH Mepbe, Bamuag Axmen Adomenb ATt
Moxamen, Xoce Mopainec, [abpuenna MopoHu,
Omxua Motra, Muxan Meicausen, FOout Harm,
Macaomu Hanraku, barpat Haco, Po6ept HenbcoH,
A6ny Huanr, ®epuanno Hosnacko, Martu HyytuneH,
Cro3zanH Omnapui, AntoHesno Ilanu, Pynan Iapkex,
Comns INackyanu, Caum Iaiimac, Pooepto ITexnotuc-
®uno, [Matpuk [erepc, Momup ITonenakosuy, Kiay-
auo Ilontunuennu, Knaynuo IMouuu, JIBapakaHatan
Panranartan, Tpoanc Punr, Muxasns Pokko, Cubenb
Hcaak Caan Pogpurec, Matikn Pymaumku, Anan Ca-
nama, lypex Cankap, ®panyecko Ckoyapn, Mexmer
Iykpy Cesep, FOcun CunpBep, Muxak Crouku,
CropeH IIBapu CropeHceH, Kocrenns Cniana, Ponbgd
Crainp, [paxam Croapt, Karpun Crupiunr, Hatanbs
Tomununa, Pe3an Tonanoriy, XepHat Tpumapiuu, Ko-
JuH Yaiit, PoBan Yonkep, Ammin Ynaaxait, [apyH Yp
Panmin, Canapo ®epronim, Ana @uryspeno, xxozed
®nunH, dxonatan ®okc, [Tunr @y, Kcasbe Oysuia-
no3sa, Crozan @ypc, [Ixedd Xapnep, Jloppen Xapmep,
Xonu XaptoHo, JIu Xep6ept, bpenaa XeMmenbrapH,
®dpancucko Pusepa XepHannec, Dpo XoHakeH, Jlai
3onr Xoou, Hryen Tu Xyonr, Xecyc Drumo, Upma
Yoxonenuaze, denaxk Illapama, Anansoept Lunnep,
MoHnceppat dnac DHKapHAacHOH, XejaeHa Apaum.

YuyacTtue B pelieH3UpOBaHUU HE 00513aTe/IbHO O3HA -
YaeT, YTO BCE MePeUMCIICHHBIE JTM1IA I OpTraHW3alliH,
KOTOpPbIE OHU MPEACTABJSIOT, HOJHOCTbIO OIOOPUIU
cojepxaHue PekoMeHpauuii.

Jbnuea Kammpan,
conpedcedameav Paboueii epynnot
Jicon Puau,

conpedcedameav Paboueri epynnot
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