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Pesrome

HNanonarunueckuii HeppOTHIECKUH CHHAPOM €KerOAHO BbIABAsgeTca v 1-3 aereii Ha 100 000 Aerckoit
nonyasanuu. IlpumepHo B 85% caydyaeB HabAroAaeTCA ITOAHAA PEMHUCCHA MPOTEUHYPHUU II0CAEC ACUEHU
TAFOKOKOPTHKOCTEPOHAAMH. Y ITAIMEHTOB, HE AOCTUITINX IIOAHOM PEMHCCHH B TedeHHEe 4-6 HEACAD CTe-
POUAHOI Teparuu, IMeeT MECTO CTePOUA-pe3ucTeHTHbIN HedpoTudyeckuii cuaapom (CPHC). ¥V 10-30%
nanueHToB co CPHC moryT 6bITh 0GHApPY>KE€HBI MyTAIIMH B I'€HAX, ACCOLUUPOBAHHBIX C IOAOLIMTAMH,
B TO BpPEMsA KaK Y OCTAABHBIX AE€TEH B reHe3e 3a00A€BAHNA IIPEATIOAATAFOTCA IIUPKYAUPYIOIITE (PaKTOPBI
MMMYHHOTO npoucxoxaeHua. Amarnocruka n aeaeane CPHC npeacraBager coboii cAOKHYIO 3aaa9y
B CBA3H C F€TEPOreHHOM 3THOAOTHEl 3a60A€BaHNA, YACTHIM OTCYTCTBHEM 3(p(peKTa P AAaAbHENIIIel UM-
MYHOCYIIPECCHUBHOI TEPAINH, 4 TAK)KE C TAXKEABIMHA OCAOKHEHHIAMH U PA3BUTHEM XPOHUYIECKOM 60A€3HI
noyek (XBII) 5 craanm 1 Bo3BpaTom 3a00A€BaHMA IIOCAE TPAHCHAAHTAIMH IToYeK. I'pymmma axcnepros,
BKAFOYAIOIIAA ACTCKUX HEe(PPOAOTOB U reHEeTUKOB 13 MeXKAyHAPOAHOM aCCOMAIINY IEAUATPUYECKOMH
Hedposoruu (IPNA), perassHOro maromopgoAora u B3pocAoro Heppoaora, paspaboTasa KAMHUYIECKHE
NPAKTUYIECKUE peKoMeHAAuH 110 Auaraoctuke u aeuennro CPHC y aereii. DkcnepTHas rpymma nposea
CHCTEMATUYIECKUI 0030p AuTeparypsl 110 9 kauamdecku 3HaunMbiM Borrpocam PICO (Patient or Population
covered, Intervention, Comparatot, Outcome /ITarment nan ITonyasmus, Bmemareascrso, CpaBuenue,
Hcxoa), chopMyasnpoBasa peKOMEHAAIIIH U IIPUCBOMAA M CTEIIEHb HA KOHCEHCYCHOM COBEIIAHUY C y4a-
CTHEM IIPEACTABUTEAEH ITAIIMEHTOB M AMETOAOTA, BHICTYIIABIIIETO B KAYECTBE BHEIIHETO0 KOHCYABTAHTA,
a TaKoKe IPYIIIBI ACTCKHX HE(DPOAOIOB, YIACTBYIOIIUX B TOAOCOBAHUM.
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Abstract

Idiopathic nephrotic syndrome newly affects 1-3 per 100,000 children per year. Approximately 85% of
cases show complete remission of proteinuria following glucocorticoid treatment. Patients who do not
achieve complete remission within 4-6 weeks of glucocorticoid treatment have steroid-resistant nephrotic
syndrome (SRNS). In 10-30% of steroid resistant patients, mutations in podocyte-associated genes can
be detected, whereas an undefined circulating factor of immune origin is assumed in the remaining ones.
Diagnosis and management of SRNS is a great challenge due to its heterogeneous etiology, frequent
lack of remission by further immunosuppressive treatment, and severe complications including the
development of end-stage kidney disease and recurrence after renal transplantation. A team of experts
including pediatric nephrologists and renal geneticists from the International Pediatric Nephrology
Association (IPNA), a renal pathologist, and an adult nephrologist have now developed comprehensive
clinical practice recommendations on the diagnosis and management of SRNS in children. The team
performed a systematic literature review on 9 clinically relevant PICO (Patient or Population covered,
Intervention, Comparator, Outcome) questions, formulated recommendations and formally graded them
at a consensus meeting, with input from patient representatives and a dietician acting as external advisors
and a voting panel of pediatric nephrologists. Research recommendations are also given.

Keywords: steroid-resistant nephrotic syndrome, children, chronic kidney disease, genetics, ontcome, pediatrics, immunosuppressive
treatment
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BeBepgeHue

Nanonarmuecknii Hedpornueckuii cunapom (HC),
XapPaKTePU3YIOIIUNCA BBIPAKEHHON IIPOTECHHY-
pueil, runoarbOyMuHEMUCH U/UAM HAAMYHEM OTe-
k0B |1, 2], BeIABAsCTCA IPUOAU3UTEABHO V 1-3 AeTeit
ma 100000 aerckoil monyasnuu B Bospacre A0 16 aer
[3-5]. Opuenruposouno B 85% caydaeB HaOArOAAETCA
IIOAHAS PEMUCCHSA IPOTCHHYPHUH IIOCAE CKEAHEBHOIO
HpHEMa IIPEAHU30AOHA/ IPEAHN30HA BHYTPb B CTAH-
AAPTHBIX A03ax [0]. V manueHTOB, HE AOCTHUIIIHX pe-
MICCHH II0CAE 4-6 HEAEAD ACUCHUS, UIMEET MECTO CTe-
poua-pesucrentasiii HC (CPHC) [7]. AanteapHOCTD
TEpPAINHU TIPEAHU3OAOHOM / IIPEAHU3OHOM, HEOOXOAH-
Mas AASl YCTAHOBACHHSA PE3UCTEHTHOCTH K CTEPOHAAM,
HEOAHO3HAYHA, IMCIOTCS MHCHES O DOACE AAUTCABHBIX
cpokax AedeHus (6-8 HEACAD), 4 TAKKE O AOIIOAHUTEAD-
HBIX BHyTpI/IBeHHI)IX HYAI)CQ,X MCTI/IAHPCAHHSOAOHH AAA
noasepsxaenns CPHC [6].

V 10-30% manumentos co CPHC u meorarormen-
HBIM CEMCHHBIM aHAMHE30M MOIYT OBITH OOHApY-
KEHBI MYTaIlUH B IIOAOIIUT-ACCONUUPOBAHHBIX IC€HAX,
a B OCTAABHBIX CAVYAAX IIPEAIIOAATACTCA HAAMYHE PAAQ
HEOIIPEACACHHBIX HUPKyAUpyromux dakropos [8-10].
Ocnosupvu rucronaTosoraaeckumu tuamu CPHC
ABAAFOTCA (DOKAABHBIH M CETMEHTAPHBII 'AOMEPYAO-
cxkaepos (PCL'C), 6oAe3Hb MUHIMAABHBIX H3MEHEHUI

(BMW), andpysuerit Mmesanrmaspusiii ckaepos (AMC).

V maruenros ¢ Herenermdeckumu popmamu CPCH ae-
YeHHE OOBIYHO BKAIOYAET HHIUOUTOPBI PEHUH-aHITIO-
tersnH-aApAocTeponosoii cuctemsr (PAAC) n uarudn-
TOPBI KAABLITHEBPUHA. [ IPH TAKOM IIOAXOAE ITOAHAS HAT
YACTHYHAS PEMHCCHA MOKET ObITh AocTrrayTa B 50-70%
cAay4aes [6, 7].

Beaenmne aereit co CPHC mpeacraBager coboit
CAOKHYIO 33AQ4y B CBA3U C FETEPOICHHON 3THOAOIUEH
3a00AeBaHus, YACTBIM OTCyTCTBHEM dbeKTa IIpU HC-
ITOAB30BAHNN HUMMYHOCYIIPECCHBHOH TEPAIIMH U OC-
AOKHEHUAMH, BKAIOUAIOIIUMH MEAHMKAMEHTO3HYIO
TOKCUYHOCTB, HH(EKIHH, TPOMOO3EL, 4 TAKKE IIPOIpec-
cupopanne XBIT A0 5 craaun n BosBpaT 3a00AeBaHNA
rocAe TpauciaanTaruy nogex [11]. B macrosrmee Bpems
HE MMEETCA HAYYHO OOOCHOBAHHBIX, CHCTEMATHICCKI
Pa3pabOTAHHBIX PEKOMEHAAIINE 1TO AMATHOCTHKE U Be-
Aermro Aetert co CPHC, 32 nckaroueHreM KAMHITYECKIX
npakrraeckux pekomenarmit KDIGO (Kidney Disease:
Improving Global Outcomes) o raomepyaouedputy
[6]. ITostomy B Ackabpe 2018 r. MesxayHapoAHas acco-
npanus meanarpuaeckoil nedppoaorun (International
Pacdiatric Nephrology Association/IPNA) cosaara
PaboUyIO IPYIIITY C IEABIO Pa3pabOTKH KAMHIIECKIX
IIPAKTIIECKIX PEKOMEHAAIIME AAS AHATHOCTUKH U A€-
ugenud Aereit co CPHC. [IpeacTaBAeHBI TakixKe peKOMEH-
AALTNHA B OTHOILLICHUH 6yAyH_[I/IX HCCAeAOBaHI/Iﬁ OTHOCH-
TEABHO KAFOYEBBIX ITOKA32TEACIH HCXOAOB Y IAI[HEHTOB

co CPHC.
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MeTtopab!
0630p NpoeKTa Nno paspaboTKke peKoMeHAALMIA

Msr caeposann moaoxennro RIGHT (Reporting Items
for practice Guidelines in HealThcare/KomnonerTst
AAfL ITOATOTOBKH PEKOMEHAAITHH B 3APABOOXPAHEHNN)
AAS TIPAKTHYECKUX pexomeHAanuii [12]. beran cosaansr
TPH PaOOUIE IPYIIIIBL: OCHOBHASA PYKOBOAAIIIASA IPYIIIIA,
IPyIIIa BHENTHHUX 9KCIIEPTOB U IPYIIIa FOAOCOBAHUAL.
B ocuoBayto rpymmy Borman 18 uaenos IPNA, B Tom
YHCAE ACTCKHE HE(DPOAOTH, TEHETHKH, SITMACMUOAOTH,
B3POCABII Hedppoaor u maromMopdoor. VHAnBHAyaADb-
HBII OIIBIT 1 OOA3AHHOCTH YACHOB OCHOBHOM IPYIIITBI
IIPUBEACHBI B AOIIOAHITEABHOM TaOAmIIe S1. B cocras
BHEIIHCH IPYIIIIBI 9KCIEPTOB BXOAUAH 3 IIPEACTABU-
TeASl IMAIUEHTOB U OAUH AueToAor. IlpeacraBurean
IAIIHCHTOB OOCYAHAN PYKOIIHCB, IIPEAOCTABACHHYIO
YVIACTHUKAME OCHOBHOH I'PYIIIIBI YACHAM AOKAABHON
ACCOIIMAITIN POAUTEAEH ITAIIMEHTOB, 1 3aTEM HX IIPEA-
AOKEHUA OBIAH BKAIOYCHBI B OPHUIHHAABHYIO CTATHIO.
B cocrap rpymmsl roaocoBanus BOIIAM 23 ACTCKUX He-
dporora, B TOM YHCAE 10 3-5 IIPEACTABUTEACH OT KazkK-
Aoro perronapHOTO obrectsa IPNA, mveromnux orsrr
seaernsa CPHC y aereit. Yaenam rpymims! 1o ToAOCOBa-
HUIO OBIA HAIIPABACH OHAAMH-OIIPOCHHK C IIPOCHOOH
yKa3aTh YPOBEHb COIAACHA IO 5-OaAABHON ITIKAAC: Ka-
TETOPUYECKU HE COIAACEH, HE COTAACEH, HU COTAACCH/
HU HECOIAACEH, COTAACEH, IIOAHOCTBIO coraaceH (AeAb-
puiicknii MmeToa). B oTHOMEHNE TOAOKEHUH, IO KO-
TOpbIM He OprA AocTurHYT 70%0-1 ypOBEeHb KOHCEHCYCA,
PEKOMEHAAITIH OBIAH OLICHEHBI IIOBTOPHO 1 N3MEHEHBI
OCHOBHOII TPYIIION, a 32T€M BHOBb PACCMATPHBAAUCDH
IPYIIION IO IPOBEACHHIO TOAOCOBAHHA AO TEX IIOP,
moka He ObIA AocTurayT 70%-1i ypoBeHb KOHCEHCYCA.

Paspa6otka Bonpocos PICO

Mer pazpaborasu caeayrornue sorpocst PICO (Patient
or Population covered, Intervention, Comparator,
Outcome) [13]:

Honyaayun: Aetn (>3 mecsnes u <18 aer) co CPHC;
Bnewmamenscmsa u cpasnerus: repanua B cpaBHEHUH C OT-
CYTCTBHEM ACYCHUSA, ADYTHM ACUEHHEM HAH IIAAIE00;
HMmwozosvrii doxymenm: Mer pazpaborasn peKOMEHAAIINN
110 AMArHOCTHKE, ACIEHHIO 1 IIOCACAYIOIIEMY HAOAFO-
Aermro 3a aeremu co CPHC (Brarouas acdexruBHOCTD
HHAYKIHN PEMUCCHH U IIOOOYHEIE 3(D(DEKTHI TEPAITHH).

Mowunck nutepatypbl

B 6ase aarnbx PubMed OBIA IIPOM3BEACH ITONCK HCCAE-
AOBAHHIA, OITyOAHKOBAHHEIX AO 15 centabpsa 2019 roaa;
BCEX CHCTEMATHYECKIX 0030POB PAHAOMU3HPOBAHHEIX
koHTpoAupyeMbx mccacaopanuil (PKH), mpocmex-
THBHBIX HEKOHTPOAHPYEMBIX HCCAEAOBAHHI, HAOAFO-
AATEABHBIX ICCACAOBAHUI ¥ PETHCTPOB AMATHOCTHKH
u acuerns CPHC y aereii. [Tonck Obia orpanmden nc-
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KAIOYHTEABHO PE3YABTATAMU HCCACAOBAHUI § AIOACH,
1 IyOAMKALIISIME TOABKO Ha aHTAHICKOM sA3bIke. MeTa-
anaans PKM ¢ ncnoapsoBannem koaddurmeHTon
pHCKa, IT0 BO3MOKHOCTH, IIPHBOAUACH H3 OOHOBACH-
HOI'O CHCTEMATH4YeCKOro 003opa Kokpeiin, mocparmen-
uoro BMerareabctsaM pu CPHC y aereit [14]. Boaee
HOAPOOHAA HHMOPMAIINA U KPATKOE U3AOKEHUE ITy-
OAMKAITHI, HCIIOAB30BAHHBIX AASl HACTOAIIIX KAMHI-
YECKUX IPAKTHYICCKUX PEKOMEHAALMH, IPUBEACHEI
B AOIIOAHHTEABHOM MaTe€pHaAe (AOIIOAHHTEABHBIE

TabAntier S2-S5).
CucreMa oLeHKN peKoMeHpaumm

MBI NCITOAB30BAAN CHCTEMY OLEHKH AMEPUKAHCKOI
axaaemun reauatpun (puc. 1; [15, 16]). Kagecrso ao-
Ka3aTEABCTB OBIAO OIIEHEHO 110 YpoBHAM: Borcokuii (A),
Vuepennsiit (B), Huskuit (C), Ouens nuskuit (D) nan
Henpuvennmerni (X). [TocaeaHniT 0OTHOCHTCA K HCKAO-
YUTEABHBIM CHTYAITHAM, KOTAA BAAHMAUPYIOIIINE HCCAE-
AOBAHIA HE MOIYT OBIT BEIIIOAHCHBI 13-3a ABHOIO IIpe-
00AAAAHHA ITOAB3BI HAH BpeAd. AaHHAsA rpaAariis ObAa
HCIIOAB30BAHA AA KAACCH(PUKAITIN IIPOTUBOIIOKA3AHIET
K TEPAIICBTHYCCKUM BMCIIIATCABCTBAM U I1APAMETPOB
6esomacuoctu. Cuaa PEKOMEHAAITHH OBIAA OIlEHEHA
KaK CHAbHAf, YMEPEHHAsA, CAaDaA HAH IIPEAOCTABACH-
Hasl Ha YCMOTPEHHUE IIOAB30BATEAA (KOTAA PEKOMEHAALTHA
HE MOZKET OBITh OIIPEACACHA).

OrpaHuYeHns NpoLecca pa3paboTKu pekomeHAaLmil

CPHC sBasiercs peAKHM 3a00AEBAHHEM C HEOOABIIIIM
koAmdectsoM PKI HI3KOTO METOAOAOTHYIECKOTO Kade-
CTBA, IPOBEACHHBIX HA HEMHOTOYHCACHHBIX BHIOOPKAX
HAITNEHTOB, TIO9TOMY OOABIITHHCTBO PEKOMEHAALIMIT AB-
ASIFOTCS CAAOBIMU HAH yMEpEHHBIMA. B cBA3H ¢ orpamm-
YEHHBIM OFOAKETOM AaHHON nuunmaTiBbl IPNA, mmpea-
CTABUTEAM ITAI[HECHTOB M AHCTOAOTH OBIAM BKAIOYCHBI
TOABKO B KAYECTBE BHEIITHIX 9KCIIEPTOB.

KnuHnyeckne npaktnyeckmne pekomeHpauum
OnpepeneHna n anarHocTnyeckoe obcnegoeBaHne

® MbI peKOMEHAYEM IIPOBOAHUTH KOAHMYECTBEHHYIO
OLICHKY IIPOTEHHYPHU IO COOTHOIICHHUIO OEAOK/
KPEATHHIH AHOO B IIEPBOM YTPEHHEH TOPIIUH MOYH,
AnDO B CYTOYHOI MOde, IO KpalHeH Mepe, OAUH
pa3 IepeA TeM, KaK AMATHOCTUPOBATD Y HAIIMEHTA
CPHC u/uAu Ha9aTh HIMMYHOCYIIPECCUBHYIO Te-
parmro. MBI IIpeAAaraeM MCIIOAB30BATh HCXOAHOE
3HAYCHHE IIPOTEHHYPHUHU AAA OLICHKH ITOCACAYIOIIIETO
orBeTa (YPOBEHDb A, CHABHAA PEKOMEHAAIII).

* MeI mpeAAaraeM HCIIOAB30BATH OIIPEACACHHA, ITPH-
BEAGHHBIC B TA0AMIIE 1, AAT AMATHOCTHKH M ACUCHU
CPHC (yposens B, ymepennas pexomenaanus).

e Mg IpeaAaraeM HCIOAB30BATH "IEPHOA ITIOATBEPIK-
ACHHSA'", T.€. TIEPHOA BPEMEHI MEKAY 4 1 6 HEACAAMI
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Puc. 1. Tabnuua
CUCTEMbI OLLEHKM
YPOBHA [JOKa3aTenbCTB
1 onpepaeneHna cusbl
pekomeHaauuni,
ncnonb3yemas

B HacTosLlee Bpems
AMepuKaHCKon
Akagemnuen Megnatpuu.
BocnpownssoanTca

C pa3peLueHus [15]

Fig. 1. Matrix for
grading of evidence
and assigning strength
of recommendations as
currently used by the
American Academy of
Pediatrics. Reproduced

COBOKVHHOG Ka4yecTBO fl0Ka3aTeNbCTB

YpoBeHb A

» Mepbl: npoBeAeHHble NCCIIEA0BAHMA C BbICOKNM
KauyecTBOM [iM3aliHa, MeTa-aHann3bl B PasfiNyHbIX
nonynAaumnax

« [lInarHocTrKa: He3aBMUCUMble NCCNefoBaHNA
«30J10TOrO CTaHAAPTa» B Pa3INYHbIX MONYAALMAX

YpoBeHb B

[narHocTmnyeckme nccnenoBaHns

C HE3HAUUTENbHBIMM OrPaHNYEHUAMMU,
cornacoBaHHble pe3ynbTaTbl U3 Pa3/INYHbIX
06cepBaLVIOHHbIX UCCNIe[0BAHNI

Yposenb C

OpfHO MAIN HECKOIbKO 06CEPBALIMOHHBIX
nccnepoBaHU v pag NccnefoBaHnn
C MPOTMBOPEYVBbBIMY BbIBOLAMM WU
3HaUUTENbHbBIMY OrPaHNYEHNAMN

Mpeo6napgaHne
nonb3bl NNV Bpeaa

Monb3a unu Bpep
c6anaHcupoBaHbli

Crnabas pekomeHgauus
(ocHoBaHa Ha 6anaHce
nonb3bl MV Bpeaa)

YmepeHHas
peKkomeHfaums

with permission from [15]
YpoBenb D

MHeHue aKcnepToB, KNMHNYeCKne onncaHna
cnyYaes, 060CHOBaHVE Ha TeOpeTVNeCKOVI OCHOBe

YposeHnb X

VcknioumTenbHble CUTyalnn, Korga sanunavpyouine
nccnenaoBaHUA He MoryT ObITb BbINOMHEHbI
1 oveBUAHbDbI npeo6na,anV|e nonb3bl N Bpeaa

C MOMEHTA HAYAAA TEPAIIUH IIPEAHU30AOHOM/ IIPEA-
HI30HOM BHYTPb B CTAHAAPTHBIX AO3aX AAfA OLIEHKN
OTBETA HA AAABHEHIIEE ACYCHHE I'AFOKOKOPTHKO-
CTEPOMAAMH, U AAf HAYAAQ TIPUMEHEHHA MHIHOM-
topoB PAAC (yposens C, caabas peKOMEHAAIIHA).
MpI TaK#Ke PEKOMEHAYEM IIPOBECTH T€HETUIECKOE
HCCACAOBAHUE 1/ UAM HE(DPOOUOIICUIO B 3TO BpeMs
(yposenb B, ymepennas pexoMeHAAIHs).

* MEI IpeAAaraeM BKAFOYATH THCTOAOTMYECKHE, KAH-
HITYCCKHE U TEHETHYECKIE AAHHBIE BCEX ITAIIFEHTOB
co CPHC B peructpsr 1 reneTndeckre 6aspl AAHHBIX
AASL YAYYIIICHISA HAIIHX 3HAHUH 0 OOAC3HI H Tepa-
HEBTHYECKHIX TTOAXOAAX (HEKAACCH(PUIIMPOBAHHBIN
YPOBEHB).

[okasaTenbcTBa 1 060CHOBaHUA
OLeHKa NpoTenHypumn

Tpaaunuonnoe oupeseaerne HC y aereil Bkaro-
gaeT Haamume nporenuypuu >40 mr/u/m? nam
21000 mr/m2/cyTku nAm COOTHOIIEHHE OEAKA K KPeaTh-
auay Moun =200 mr/MmoAs (2 mr/mr) nan 3+ Ha Tect-
IIOAOCKAX B MOYE B KOMOMHAITHH C THIIOAABOYMUHEMHUCH
(<30 r/A) man orekamu [17]. AHaAus nporentypun
IO TECT-ITOAOCKAM HCIIOAB3YETCA AAl CKPUHIHTA H AO-
MAIITHETO MOHHTOPUHIA IPOTECHHYPHUH, HO TEPAIICBTH-
YECKHE PEIICHUA AOAKHBI OCHOBBIBATBCSA, ITO KPaIHCH
Mepe, Ha OAHOM KOAHYECTBEHHOM OIIPEACACHHH IIPO-
TEHHYPHH, T.€. COOTHOIICHHH OCAKA K KPCATHHHHY
B IICPBOI YTPEHHEH IOPITHMH MOYN HAH CYTOYHOM MOYE

Cnabas pekomeHpaums
(ocHoBaHa Huvkakue pekomeHgaumm

He MoryT 6bITb caenaHbl

Ha [joKa3aTesibCTBax
HUN3KOro KauyecTsa)

YmepeHHas
pekomeHAauua

ITOCAC ACYCHUSA B TCICHHE =4 HEACAD C IIOAHOH AO30H
HPEAHU30AOHA/ IPEAHU30HA BHYTPb. AAS HCKAIOUCHHS
BO3MOYKHOI'O BAHAHHA OPTOCTATUYECKOH ITPOTENHYPUI
IIPEAITIOYTHTEABHBI OOPA3IBI IEPBOI YIPEHHEH MOYL
110 CPABHEHUIO C PA30BBIMH OOPA3IIAMH B TEUCHUE AHA
[18, 19]. VunreBag AMHEHHYIO 3aBHCHMOCTD MEKAY
COOTHOIIICHUEM DEAKA K KPEATHHHHY MOYH B PA30BOMH
HIOPIINK MOYH U OEAKOM B CYTOYHOM MOYE, PEKOMEH-
AYCTCS OIIPEACACHUE COOTHOIICHHS OCAKA K KPEaTH-
HuHy Moy, Hean Ar000e U3 H3MEpeHIE COOTHOIIEHHUA
Geaka k kpeaTnHUHY Moun cocTaBaser =200 Mr/MMOAD
(2 mr/wmr), To caeayer HasHauatb Aeverne CPHC. [Toay-
KOAMYECTBEHHAA OIICHKA IIPOTEMHYPHH 110 PE3YAbTa-
TAM TECT-IIOAOCOK MOYH IIPUBEACHA B AOIIOAHUTCABHON
TadAmme S6.

OnpepeneHune CPHC

Iepsonauansmoe aeuerue demeii ¢ uononamuyeckum HC
OOBIYHO BKAIOYAET IIEPOPAABHBIN IIPUEM IIPEAHU-
30A0Ha/npeAHn3oHa B A0o3e 00 mr/m%/cyTkn nan
2 mr/kr/cyrku (Makcumym 60 mr/cyTkm) B Tedenue
4-6 HeaeAp, 3atem 40 mr/m? nan 1,5 mr/kr gepes AeHb
AABTEPHUPYIOIIUM KYPCOM B T€YEHHE eIrle 4-0 HEACAD.
[Tocae mepBBIX 4-X HEACAD ITPHEMA CTAHAAPTHOM AO3BI
IIPEAHH30A0HA/ IPEAHH30HA BHYTPb Y OOABIINHCTBA
acreii ¢ HC pasBuBaercsa moanas pemuccus (COOT-
HoIleHne OeAKa K kpeaTnHUHY Moun <20 MIr/MMOAB
(0,2 Mr/Mr) HAM OTPULIATEABHBII HAN CACAOBOI OEAKOK
B MOYeE B 3-X 1 HOACE HCCACAOBAHUAX MOYH C IIOMOIIIBIO
TECT-IIOAOCOK ITIOAPAA), ITO HOATBEPKAAET CTEPOUA-

Hedponorua u gnanus - T. 22, N2 4 2020 439



Knununueckue NPAKTUYECKME PEKOMEHTALNM IPNA no LMArHOCTMKE W NEYEHMIO feTeN CO CTEPONA-PEINCTEHTHBIM Hed)pOTM‘{ECKMM CMHAPOMOM

Ta6bnuua 1 | Table 1

OnpegeneHna HeppPOTMYECKOro CUHAPOMa Y feTel

Definitions relating to nephrotic syndrome in children

TepmuH Onpepenexne

MpoTenHypus HeppoTUYECKOro
YPOBHA

HedpoTtuueckunin cuHgpom

CooTHoleHNe 6enka K KpeaTuHUHY =200 Mr/MMOosb (2 Mr/Mr) B NepBO yTPeHHEN MOPLUM MOYM U
>1000 mMr/m2/cyTKu, COOTBETCTBYIOLEe 3+ UK 4+ NO TeCT-MOIOCKaM MOYMN

MpoTerHypris HePPOTNHECKOTO YPOBHSA 1 rMnoanbOymuHeMus (anbbymmH Kposw <30 r/n) unm otekn,

ecnv onpepeneHne ypoBHA anbbyMrHa B KPOBY HEJOCTYMHO

Crepoug-uyBCTBUTENbHbII
HedpOTUYECKNI CHAPOM

CPHC
BHYTPb B CTaHAAPTHON jo3e

Mepuog nogreepxpeHna CPHC

MMonHasa pemuccna B TeueHue 4-x Hepenb NepopasnbHOro NpreMa NPefHN30/10Ha UV NPefHM30Ha
B CTaHAapTHOW Ao3e (60 Mr/mM2/cyTKn Unm 2 Mr/Kr/cyTKu, Makcumym 60 Mr/cyTku)

OTCyTCTBI/Ie NOJIHOW PEMUCCUN B TeUeHMe 4-X Heaenb Tepanuy NpeaHN30I0HOM UK NPeaHN30HOM

I'Iepmon BpemMmeHu mexapy 4-n ao 6-11 HeaenAamMmn ot Ha4dana CTepOI/Ip.HOVI Tepanun npeaHn30JI0HOM

W NPeAHN30HOM BHYTPb, B TEUEHVIE KOTOPOTO onpefenseTca Haauyme uim oTCyTCTBYE OTBETa

Ha NPOAOJIKALWMIACA MepOopanbHbI NMpYeM NPefHN30I0Ha UV NPEAHN30Ha U/ BHYTPUBEHHbIE
nynbCbl METUNNPEHM30I0HA 1 MpueMm per 0s nHrimbutopos PAAC y NaumeHToB, LOCTArAIOLNX
TONIbKO YacTuyHow pemuccumn HC yepes 4 Hegenw. MNauneHT, gocTuratolmin nonHom pemmccnum HC
Ha 6-1 Heflene CTepoVAHON Tepanuu, onpefenaeTca Kak nauyeHT ¢ No3aHMM oTBeToM. MaumnenT,

He gocTurwmni nonHon pemmccun HC Ha 6-11 Hepene Tepanuu, HO C YaCTUYHOW pemmccmnen

Ha 4-11 Hepgene, onpeaenaeTca Kak umetowmin CPHC

MonHana pemnccua

CooTHoLeHMe 6enka K KpeaTUHWHY (B MepBOI YTPEHHE NOPLUM MOYU UK B CYTOUHI Moye)

<20 mr/mmornb (0,2 Mr/Mr) iy oTCyTCTBIE UK Cnefbl 6enka B Tpex 1 6onee TecT-nosIockax Moun

noapsn

YactmyHas pemuccma

CooTHoLLeHMe 6enka K KpeaTUHUHY (B MepBOI YTPEHHE NOPLUM MOYN UK B CYyTOUYHOW Moue) >20,

HO <200 Mr/MMOJIb 1, €ClIN JOCTYMHO, anbbyMunH KpoBwu =30 r/n

Peungns

Bo3Bpat npoTeriHypun HedpoTUUECKOro YPOBHS. Y fieTeit peLnars 06bluHO OLEHVBAETCA TeCT-

noslockamu 1, Takum o6pasom, onpeaenaeTca Kak =3+ B TeueHve 3-X AHel NoapAz, U COOTHOLLEHVe
6enKa K KpeaTuHVHY =200 Mr/Mmosb (2 Mr/Mr) B NepBOWi yTpeHHel MopLymn MOYK, He3aBUCMMO
OT HaNVuUMA UV OTCYTCTBIA OTEKOB, Y pebeHKa, y KOTOPOoro paHee Obina AOCTUIHYTa YaCTUUHAA UK

NnonHaA pemMmunccna

CPHC, pe3ncTeHTHbIN
K MHTMOMTOpam KasnbUVHEBPUHA

CPHC ¢ MHOXecTBEHHOI
NeKkapCTBEHHOW YCTONYMBOCTbIO

BropuuHas crepomng-

Pe3nCTEHTHOCTb passusaetca CPHC

Bo3BpaTHbI HedpoTnUecKuin
CYHAPOM Moce TpaHCnaHTauum
nouek

OTcyTCTBYE, MO KpalHen mepe, YaCTUYHON PeMUCCMM Nocsie 6 MecALEeB NleYeHna NHIMbuTopamm
KasbLMHEBPVHA B aleKBaTHbIX J03aX /WK C TepaneBTUYECKMMI YPOBHAMM NMPenapaToB B KPOBY

OTcyTCTBME MOSIHOW pemuccun Yepes 12 MecALeB Tepaniu AByMA PasinyvmbiMu
MMMYHOCYNPECCMBHBIMM NpenapaTamy B CTaHAAPTHbIX A03aX (CM. TEKCT)

[leTv c nepBOHaYaNbHOW CTEPOUHON YyBCTBUTENbHOCTBIO, Y KOTOPbIX NMPU MOCAeAYoLWUX peLyansax
BosBpat npoTtenHypumn HedppoTuyeckoro ypoBHs y peberka co CPHC nocne TpaHcniaHTaLuy noyku

NPy OTCYTCTBUW APYTMX OYEBUAHbIX MPUUUH /UM HANMYMK PACMIacTbiBaHNA MablX OTPOCTKOB
noAounToB Npu Hedbpobroncmmn. IToT AMarHo3 HEOH6XOAUMO pacCMaTPMBaTb B Cllyyae HannunA

CTOWKO MPOTENHYpPWM (COOTHOLLIEHME 6enKka K KpeaTUHMHY =100 mr/mMmmonb (1 Mr/mr) y naupeHTa
C aHypvien [0 TpaHCnaaHTaLMm, Uam Npu yBesimyeHn COOTHOLLEHNA 6enka K KpeaTUHUHY Mouun
>100 mr/mmonb (1 Mr/mr) y naumeHTa ¢ COXpaHALEeNnca NPoTeNHypren BO BpeMs NpoBefeHna
TpaHCnaHTauuv Npw oTCyTCTBMM APYTUX OUEBUAHDBIX MPUYNH

gysctBuTeAbHbi HC (CUHC). Ecan mabaroaaerca
YACTHYHASA PEMICCHU, TO, YIHTBIBAA TOT (PaAKT, YTO He-
GOABIIIOH ITPOIIEHT ACTEH AOCTHTAET IIOAHOM PEMUCCUI
B TEYCHHE 2-X AOIIOAHHTEABHBIX HEACAD, HAUNHACTCA
"meproA moarBepkAcHus". B Tedenue aToro Bpemenn
OIICHUBACTCA OTBET HA IOCACAYVIOIIHMH CKEAHEBHEIM
LIEPOPAABHBII IIPUEM IPEAHU30AOHA/ IIPEAHH30HA
¢ 3 nyabcamu metuanpeanusorona (500 mr/m? man
15 mr/xr) man 6e3 Hux, a Takxe Ha nHrEOHTOpH! PAAC
(puc. 2). Ecan moAHas peMuCCHs AOCTHTAeTCA K 6-1 He-
AEAE CTEPOUAHOII TEPAIIIH, TO AHATHO3 Y PeOCHKA OIIpe-
Aeasercst kak "mosarnit orser CUHC u nposoaures
coorsercTByIomee AeueHne. Ecan pemuccus He Ao-
cTuraeTcs K 6-if HeAeAe CTEPOMAHOM TEPaIiu, AHATHO3
CPHC moarsepixaaerca (puc. 2). Mo pexomeHAyEM
IIPOBEACHIE OMOIICHHU IOYEK H MOAEKYASPHO-TEHETH-
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YECKOTO MCCACAOBAHUS (€CAH AOCTYIIHO) KAK MOKHO
CKOpee, B MACAAC B TCUCHHE 2-X HEACABHOIO IIEPHOAA
HOATBEPIKACHHA. B cAydae otcyTcTBIsA reHETHYECKHX pe-
3YABTATOB K KOHIIY IICPHOAA IIOATBEPIKACHIS MBI ITPCA-
AAraeM HAa4aThb TEPAIINIO HHIHOUTOPAMU KAABIIMHEB-
pHHA U IPOBECTH ITOBTOPHYIO OIEHKY ACYEHHA ITOCAE
IIOAYYCHHUS TeHETUYCCKUX PE3YABTaTOB. B crpamax
C OIPAHUYEHHBIMU PECYPCAMH, TAC TCHETHICCKAs 1/ UAK
THCTOIIATOAOTHYCCKAS OLICHKA HEAOCTYIIHA, MOKET OBITh
HAYATO HEMEAACHHOE IMMYHOCYIIPECCHBHOE ACYCHHE
HHTHONTOPAMI KaABITHHEBpUHA. EcAn HHIrHOmTOpHI
KAABIIUHEBPUHA HE AOCTYIIHBI, MOXKET OBITH HAYATO
aegenne nukrodochavmaom (LID) BayTprBeHHO HAN
nepopaAbHO (cmoTpu Huke). [ToapoOHas nrdopmariia
0 AOKa32TEABCTBAX 1 ODOCHOBAHUI 9TUX OIIPEACACHUI
IIPUBOAHTCH B AOITOAHUTEABHOM MATEPHAAE.
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MaHudecraymna Hepportnueckoro CuHgpoma: cta

PT NpefHN30JI0Ha per 0s B CTaHAAPTHON A03€e

4 Hepenn OTBeT Ha cTepouabl OtcyTcTBUe Pemuccum YactnyHaa Pemnccns [MonHas Pemuccna
CPHC CYHC
4-6 Henenn Mepuop + AHTUNpoTenHypuyeckas Tepanua AN nan BPA ) Mo3gHui oTBeT
A NoATBEPXKACHUA + per 0s NPeAHN30/10H +/- B/B METUNNPEAHN30IOH (6 Hepenb)
leHeTMYeCKn 1 Mopdoornyeckunii AnarHo3 l
CPHC HereHnetnueckuin CPHC MoHoreHHbIn CPHC
0 mecsLes Orser na KHU Tepanua KHW + nAMNO® nan BIiA + CHUXeHne MpoponxeHne NAMO nnun BPA,
npenHn30soHa OTMeHa NpefHN30/10Ha
-~ »
6 MecALEB [CHAAN - 1 YactuyHas OtcyTcTBUNE
Pemunccuna I r Pemunccus Pemunccun CPHC
I I ’
| : : + pe3ucTteHTHbIN K KHU
MuHuMKn3auns ! ! MpoponxeHune
A03bl KHU = MM® . KHU ‘ OTtMmeHa KHIA**
npu cTepoua- o B HauasbHOIA o
YYBCTBUTENbHBIX | I fose
peungneax X X +
I I
! ! MonHasA OtcyTcTBUE
12 mecsues - Pemuccus Pemuccum
L
1 1
X X MpepnoxeHre yyacTna B KIMHUYECKOM NCCIefoBaHUN
v v |
y - Peunavs Mpu HEBO3MOXHOCTY Ha3HauyeHue Putykcumaba
OtmeHa KHU X | |
S - CnoxHocTn
12-24 mecsAues CO CTEPOUAHOI OtcyTcTBUe Pemnccun >
Tepanuen MynbTu-nekapcTBeHHbIN pesncTeHTHbIn CPHC
unm + *
24 mecsia Mepexon + KHW nnmn OdaTtymymab munu nnasmaobmMeH nnm nummyHoagcopoLma
H Ha MMO® MM@*** nnn apepes NNonpoTensoB

Puc. 2. AnropuTm BefieHVA feTei C

HepPOTUYECKVM CHAPOMOM

Fig. 2. Algorithm for the management of children with nephrotic syndrome

HC y naumeHTOB XapakTepn3yeTca B 3aBUCUMOCTY OT OTBETa Ha nepo-
panbHylo Tepanuio NpeAHN30I0HOM B TeueHue 4-x Hefenb. MauneHTb,
He AOoCTUrmMe MOAHON peMmnccum, BCTynaloT B Nepunoa noaTeepxie-
HWA, B TeYEeHMe KOTOPOro onpeAenAloTcA OTBeTbl Ha MOCieayHoLLyio
Tepanuio per os NPeaHN30/I0HOM C BHYTPVMBEHHbIMU NybCaMun MeTU-
npeAHU30/10Ha UK 6e3 NynbcoB B coueTaHnm NMbo ¢ MHIrMbUTopamm
AN®, nn6o ¢ BPA, n NpoBoANTCA reHeTYeckoe 1 rncTonaTonornye-
ckoe obcnepoBaHue. MauveHTbl ¢ HereHeTnyeckum CPHC paccma-
TPMBalOTCA B KayeCTBe KaHAMAATOB Ha AalbHeWLLylo IMMyHOCynpec-
CUBHYIO Tepanuio, B TO BpemsA Kak mauueHTbl ¢ MoHoreHHbiM CPHC
TaKoBbIMU He ABNATCA (MoApPOOHee CM. TeKCT). B cTpaHax ¢ HU3KUMU
pecypcamu, rae reHeTmyeckoe W/Mnn rmcTonaTosiornyeckoe mccne-
[I0BaHNA He[OCTYMHbI, MOXeT OblITb HauaTO HemefIeHHOe VIMMYHOCY-
NPeCccMBHOE NleyeHne NHrmbutTopamu KanbumHesprHa (KHW). B cnyuae

otcytctBuA KHU moxeT 6biTb HauyaTo neyeHuve umknodochammgom
(LI®) BHyTpUBEHHO 1AM NepopasbHo. * Mbl npefiaraem nocteneHHoe
CHUXKeHMe NpefHN30/I0Ha nocne Havana nedveHna KHU cnegyowmm
obpasom: 40 Mr/m?2 uepes aeHb B TeueHve 4 Hepenb, 30 Mr/m?2 yepes
[eHb B TeueHve 4 Hegenb, 20 Mr/M2 yepes fieHb B TeueHve 4 Hefenb,
10 Mr/m2 yepes feHb B TeueHue 8 HefieNb C NocCneayoLlel OTMEHON;
** KHW moryT 6biTb MPOLOMKEHbl B C/lyyae YaCTUYHON pPeMuccuu;
*** MPW OTCYTCTBUW NMOSIHOWN PEMUCCHMN B TeueHue 4 Hefenb, Hanmuum
YacTbiX PeLravBOB UM NOGOYHBIX 3GPEKTOB Tepanuu Mbl PEKOMEH-
nyem cnepoatb npotokony CPHC;, CPHC - cTepona-pe3ucTeHTHbIN
HedpOTUYECKUI CUHAPOM; UHeubUMopsl AlI® — NHIMBUTOPbI aHrKo-
TeH3VH-NpeBpaLlaoLlero pepmenta; bPA — 6roKkatopbl peLenTopos
K aHrnoteHsuHy; KHU — nHrmbutopsl kanbuuHespriHa; MM® — Muko-
deHonata modeTnn.
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OnpepeneHne HeppoOTNUECKOro CUHAPOMaA,
Pe3NCTeHTHOro K Tepanum MHrmbntopamu
KanbunHeBpUHa

Cpean aereit co CPHC 6e3 remermueckux npuyns,
3HAYUTEABHAS YaCTh OTBETHT HA TEPAITNIO HHTHOUTO-
PAMH KAABIIMHEBPUHA Y€PE3 TOT HAU MHOM IIPOMEIKY-
TOK BPEMEHH (OT HECKOABKHX HEACAb AO HECKOABKHX
mecsres). Aeru ¢ nepsuaasiv CPHC, koropsie Brio-
CACACTBUH AOCTHTIAFOT PEMICCHH Ha TEPAIIMN HHIHOH-
TOPAMHI KAABIIMHEBPHHA, AHOO OCTAIOTCA B CTA0MABHOI
pemuccru 0e3 PEeMAMBOB HAHU C PEAKHMH PEITIAHBAML,
An60 moryt passuth Bropuunsii CHHC. Pesucrent-
HOCTb K HHTHOHMTOPAM KAABIIHHEBPUHA OIIPEACAACTCS
B TOM CAy9Yae, ECAH peOEHOK HE AOCTHIAET, 10 KpaiHeit
Mepe, YACTHIHOMH PEMHICCHH IIOCAE O MECAIIECB ACUCHHA
MHTHOMTOPAMHI KAABIIHHEBPHHA, IIPUMEHACMBIX B aACK-
BATHBIX AO3aX U C TEPAIEBTUICCKON KOHIIEHTPAIIHEI
IIPEIIapaToB B KPOBH.

OnpepeneHune HeppoTNUECKOro CMHAPOMa
C MHOXKeCTBEHHO ieKapCTBEHHOM
PEe3NCTEHTHOCTbIO

Aetsaim co CPHC, pesncteHTHBIM K HHTHOHTOPAM KAAD-
IIUTHEBPHHA, MOTYT OBITh HA3HAYCHBI APYIHUE HMMYHO-
cympeccuBHbIe Iperapartsr (cm. «Pazpaborka BOIPOCoB
PICOw, puc. 2 n AoortoAHnTeABHYIO TadAMITY S2). MyAB-
tupesucrentHbit CPHC ompeaeasiercs mpu oTcyTcTBam
IOAHOH peEMHUCCHH TTOcAe 12 MecAIieB AedeHms AByMA
PA3AMYHBIME IMMYHOCYIIPECCHBHBIMU IIPEITapATAMU
(BKATOYAsA MHTHOUTOPHI KAABIIMHECBPUHA), IIPUMCHAC-
MBIMH B CTAHAAPTHBIX AO34X.

MNepBoHauyanbHoOe AMarHocTMyeckoe obcnefoBaHme
peb6eHka co CPHC

e Mpl peKOMEHAYEM TIIATEABHBIH COOp ceMeHHOro
AHAMHE34, BKAIOYAA BOIIPOCH O 3a00AEBAHUAX
ITOYEK M BHEIIOYEYHHIX IPOABACHHAX B CEMBE,
4 TAKKE O BO3MOKHEIX POACTBCHHEIX CBA3AX (OAHS3-
KOPOACTBEHHBIN Opak) poauTeacH maruenTos. [lpu
3200ACBAHISX ITOYCK § IACHOB CEMBH HECOOXOANMO,
II0 BO3MOKHOCTH, YTOYHHTD BO3pacT MaHHdeCTa-
IIHH B KANHITICCKOE TCUCHIE 3a00ACBAHIIS, BKAIOUIAS
OTBET HA IIPOBOAUMYIO TEPAIIHIO, (DYHKIIHUIO IIOYCK,
pe3yAbTaThl He(DPOOHOIICUN U TEHETHYECKOTO HC-
CAEAOBaHHA (YPOBEHD A, cuapHas PEKOMEHAAITHA).

® MbI peKOMEHAYEM KOMIIACKCHOE MECAUIIHHCKOE 00-
CAGAOBAHIE IIAITIEHTA, BKAFOYAA OIICHKY 3KCTpape-
HAABHBIX IIPOABACHUIT: AHOMAAHH KOCTHO-CYCTaB-
HOH CHCTEMBI, ITATOAOTHIO IIEHTPAABHOI HEPBHOM
CHCTEMEI, OPTAHOB 3PEHHA, CAYXa, TOAOBON CHCTEME,
4 TAKKEe BTOPUYHBIX IIPUYHH (B OCHOBHOM HH(EK-
nuonsx) HC (tabaA. 2) (yposens A, cuabHasA peKo-
MCHAALA).

e Mbr mpeararaeM IpOBECTH AHAAU3HL KPOBH U MOYH,
HIEPEYNCACHHBIE B TAOAHIIE 2, AAS TIOMCKA HMMYHO-
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Aorugeckux uan uadexnuonnsx npuaun CPHC
U OLIEHUTD CTEIIEHb IIPOTEHHYPHH, PACYETHYIO CKO-
poctu kaybouxoBoit puaptpannn (pCK®P) u pan-
HBIE THCTOAOTHYIECKOTO MCCACAOBAHUSA ITOYETHON
TKAHH (OIleHKA B, ymepenHas pekomenaanus).

e MbI mpeasaraeM IPOBECTU AHAAN3 MOYH OPaThiAM
n cecrpam nanuenTos co CPHC Ao mposeaenus
TCHETUYCCKOTO nccacaoBanus (kaacc C, ymepeHHas
PEKOMEHAALHS).

[JokasatenbcTBamn 060CHOBaHNA

Pannsas maerruduranns reaerugeckux popm CPHC
(rabA. 3) Upe3BBIYAIHO BAKHA, IIOCKOABKY AAMTEABHAS
U IOTEHIIMAABHO TOKCHYIHAS MMMYHOCYIIPECCHBHAA
Teparus BPSA AU IIPHHECET ITAIUCHTAM ITOAB3Y. Bersc-
HEHIC CEMEHHOIO aHAMHE3a AAf BEIABACHHUSA CEMCITHBIX
dopm CPHC u timateasnoe dusukasbaoe 00CACAOBA-
HHE [AI[HEHTOB C IIEABIO BBIABACHHSA SKCTPAPEHAABHBIX
HPOABACHHI MMEIOT BAKHOE 3HAYEHNE AAA ITOHCKA Ie-
HETUYCCKU-ACCOLIIUPOBAHHBIX 3a00ACBAHIIM (CM. B AO-
noAHHTEABHOH TabAnme S7). B paae cayaaes CPHC
MOZKET OBITh BTOPUYIHBIM 10 OTHOIIEHUIO K MH(EK-
I[HOHHBIM ar€HTAM, TAABHBIM OOPa30M, K I[HTOMETAAO-
supycy (LIMB), Bupycy nmmynoasedunnTa uerobexa
(BIY), remarury B, maaspuu, mapsosupycy B19 u cu-
duancy. Apyruvn npuanaamu CPHC moryT ObITh cep-
HOBUAHO-KAETOUHAA aHEMHA, AMM(POMBIL, MEMOPAHO3HAA
HedponaTui, MEMOPAHHO-IIPOAU(DEPATHBHBIN IAOME-
pysonedpur, C3-raomepyaromarusd, IgA Hedpomarns,
CHCTEMHAs KPACHAS BOAYAHKA, CHHAPOM AABIIOPTA/TAO-
MepyAomaTus KoarareHa IV, amuaonao3 u tpomboTH-
geckad mukpoanrnonaraa (TMA). ObcaepoBanne AT
HCKAFOYCHHSA 9TUX COCTOSHHI AOAKHO OBITh IIPOBEACHO
nanuenTam co camkxeHHol pCK®, m MoxeT BKAIOUATH
HePPOOHOIICHIO, IEHETHIECKOE TECTUPOBAHNE U/ UAH
oupeaeaerue THTpoB komuaemenrta C3, C4, anru-
HYKAGAPHBIX AHTHTEA, AHTHCTPEITOKOKKOBBIX AHTH-
TEA M AHTH-HEHTPOMHUABHBIX IIUTOIAA3MATHICCKUX
anrureA. Camxenue pCKP MoxeT CHTHAAM3HPOBATH
O IPOIPECCHPOBAHUH 3200ACBAHISA, OCTPOM IIOYCTHOM
nospexaennn (OIIT) man rokcuanocru reparmm. Y Ab-
TPa3BYKOBOE MCCAEAOBAHME IIOYEK, BKAFOUAA AOIIIIAE-
porpadHro, BEIABAACT BPOKACHHBIC AHOMAANH IIOYCK
U MOYEBBIBOAAIIHX ITyTEH, 2 TAK/KE COCYAUCTBIE TPOM-
©O3BL, KOTOPBIC MOIYT OBITH IIPUYHHON IIPOTCHHYPHL
PexomeHAyeTCA BBIIOAHEHHE OOIIEr0 aHAAM34 MOYH
OpATBAM U CECTPAM IAIIHEHTOB C 4y TOCOMHO-PEIIECCHB-
ueM TurioM HacaepoBanusa CPHC, yauresas 25%-it
pHCK 1epeaadn 3a00ACBAHMA.

MokasaHuA AnsA reHeTNYeCKOro nccnefoBaHunA
1 Hedppobroncun

® MBEI peKOMEHAYEM, ECAH 9TO BO3MOKHO, IIPOBEACHIIE
IEHETHYECKOTO NCCACAOBAHNSA y BCEX ACTEH C AMa-
raoszoM rrepsrranoro CPHC (yposens B, ymepernmas
PEKOMEHAAITHS).



Knunmnueckue NPAKTUYECKME PEKOMEHAALMU IPNA no LMQTHOCTUKE M NEYEHUIO fieTeN CO CTEPOMA-PEINCTEHTHBIM Hed)pOTW-IeCKMM CMHAPOMOM

Ta6nuua 2 | Table 2

I'IepBOHatlaanoe chnep.osaHme nnocnepywouiee Ha6mop.eH|/|e 3a peﬁeHKOM CO CTepoua-pe3nCTeHTHbIM Hed)pOTI/I"IeCKI/IM CUHApomMmom

Initial workup and follow-up for a child with steroid-resistant nephrotic syndrome

MepBoHayanbHoe .
MocnepytowWwmint MOHUTOPUHT
UccnepoBaHunsa KNUHMYecKoe
B ANHaMUKe HabnwogeHns
obcnepgoBaHne
KnuHnueckoe o6cnegoBaHne
AHaMHe3 XM3HU 1 3a60neBaHMA NayMeHTa N Kaxgable 3 mecAua
- Bkntouasa pesynbTaTbl aHasnM3a MOUN, BbIMOSTHEHHOTO C MOMOLLbIO
TeCT-NONOCOK B IOMALLHUX YCIIOBUAX, BbIABIEHME SMN30A0B
nuxopagku, bonei, abaomrHanbHOro ANCKOMPpopTa, OTEKOB;
OLleHKY PU3NYECKON aKTUBHOCTU, yTOMIAEMOCTU, BO3MOXXHOCTMN
NoCeLLeHNA WKOSbI, NPUBEPXKEHHOCTY K JIEYEHUIO, 1 0COBEHHOCTEN
MEHCTPYaJIbHOrO LiKNa y IeBOYEK-MOAPOCTKOB
- Mouck dakTopoB prcka BTopuUHbIx NpuyrH CPHC (ceprnioBugHo- N Mo mepe HeobxoanMOCTH
KnetoyHas aHemus, BUY, nionyc-HedpuT, renatnt B, manapus,
napsosupyc B19)
- ObcnepnoBaHmne Ana UCKNoYeHUA Ty6epKyne3a B SHAEMUYHbIX N Mo mepe HeO6XOANMOCTI
pervoHax 1o Ha3HayeHNa UMMYHOCYNPeCCUBHONW Tepanuu
ODusnkanbHoe o6cnegoBaHNe NaLMeHTa
- OueHKa BOIeMUYeCKOro CTaTyca, BK/oYasa Hamyme oTekoB N Kaxpgple 3 mecaua
(acuuT, NneprkapamanbHbIv 1 NeBpanbHbI BbINOT), CyA0POT,
numdageHonatTm
- JlekapcTBeHHaA TOKCMYHOCTD (rnasa, Koxa) V Kaxkable 3 mecaua
- OueHKa KOCTHO-CYCTaBHOW CUCTEMbI N Kaxkgble 3 mecaua
- DKCTpapeHanbHble 0CO6eHHOCTU (MPU3HaKK An3mopdun, N Mo mepe HeobxoaMMOoCTH
HapyLLeHVsA NONOBOro pa3BUTUA)
- KomnnekcHoe HeBponornyeckoe obcnegoBaHne N Kaxkgble 12 mecALeB unuv no mepe
N CTaHAAPTU3MPOBaHHAA OLleHKa KOTHUTMBHOIO CTaTyca HeobxoAMMoCTH
- My6epTaTHbIN cTaTyC: WKana TaHHepa, N Kaxnable 12 mecaues
obbem sinuek (y Mmanbunkos >10 neT)
- ’KM3HeHHO BaXHble napameTpbl: N Kaxkgble 3 mecaua, CMA/[] exxerogHo
apTepuanbHoe fiaBneHne y NauneHTOB C apTepuasibHON rmnepTeH3nei
(Mo BO3MOXHOCTN)
AHTpOnomeTpma? N Kaxpgple 3 mecAaua
- Inarpammbl pocTa, Macchl Tena (e>xxemecAuHO y fleTein fo 1 ropa)
(B 3aBMCMMOCTY OT BO3pacTa NnauueHToB)
- OKpY>XHOCTb rofIOBbl y NaLMEHTOB <2-X neT
- Pacyet nHAeKca maccbl Tena 1 rofoBoro TeMna pocrta
BakuyuHauua N Kaxkgpble 12 mecAueB unu no mepe
- 3aBeplueHNe BaKLHaLuUy, 0COBEHHO MPOTUB NHKAMCYIMPOBaHHbIX Heobxo[MMocTy
6aKTepuii — MHEBMOKOKKOB, MEHVHIOKOKKOB, rpurmna 1 BETPSHOW
ocnbl (Mpy HanUuUm)
3a6oneBaHunA y pOACTBEHHNKOB N Kaxnable 12 mecAueB nnun no mepe
- 3aboneBaHNA NOYEK 1 IKCTPAPEHasbHbIe NMPOsBIEHNs HeobxopMMocTy
- BnnskopofcTBEHHDBIN Gpak
Buoxumunuyeckne nccnegoBaHusa
Moua N Kaxnable 3 mecsaua (bonee yacto
- AHann3 pa3oBow yTpeHHeNn NopLMKn U CYyTOYHON MOYK: Heobxoanmo BO BOCTVXKEHNS peMmccni)
onpegeneHne COOTHOLeHNs 6esika K KpeaTuHVHY Moumn
- O6wWKin aHanM3 Mouu, BKIKOYas OLIEHKY remaTtypumn N Kaxkgble 6-12 mecAues

- OnpepeneHvie B pa3oBo MOPLMN MOUN COOTHOLIEHNA KanbLua
K KpeaTUHWHY, SKCKpeLUy HU3KOMOJEKYIAPHbIX GESTKOB C MOYOiA
(Hanprmep, COOTHOLLEHNWE O;-MUKPOTIO0Y/MHA K KpeaTHVHY MoYK)
Kposb
KnuHunyecknin aHanns Kposu

- KpeaTnHuH, MoyeBMHa

- DNeKTPONUTbI, BK/OYaA NOHMN3NPOBAHHbIN KanbLnii, Kanuin®
- AnbOyMU1H KpoBM, 06Lwmii 6enok

- KncnotHo-ocHoBHoe cocTtosiHne (HCO3)

C-peakTuBHbIN 6enokK

p-CKDP

LD, MTT, 25(0H) Butamun [

Mo cntyaunmn

v

Heobxoanmo

< <

Kaxgple 3 mecsiua (6onee yacto
[0 JoCTUKeHMA pemuccum u npu XbBI1
4-5 ctagun)

Kaxabin geHb nnu yepes aeHb npu
MNCMOMb30BaHNN BbICOKUX O3 ANYPETNKOB

Mpr Heob6XxoAMMOCTM (KNMHNYECKOe peLleHne)

Kaxkgpble 3 mecsua (6onee yacto npu XBI
4 cTtapgun)

Kaxkgpble 12 mecaues (6onee yacto npw XBIM
3-5 ctaguin)
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Ta6bnuua 2 (npoponxeHue) | Table 2 (continued)

MepBoHauyanbHoe .
MocnepyowWwmnin MOHUTOPUIHT
WccnepoBaHua KNMHNYecKoe
B AMHaMUKe HabntoaeHuA
obcnegoBaHue
JiunugHein npodunb (IMHM- n JINBIM-xonectepuH, Tpuravuepuabl) N Kaxxgpble 12 mecAueB uav npu HeobxoammocTn
OcCHOBHble KoarynauMoHHble TecTbl (MPOTPOMOVHOBOE BpeMs N Mpwv nocTaHOBKe AMarHo3a 1 3aTeM, B Ciyyae
(MHO), AYTB, ¢punbpurHoreH, aHTUTPOMOUH-III), feTanbHbIA CKPUHWHT PeuUnAnBOB, NPU HEOBXOAUMOCTH
Ha TPOMOOPVNIO Y MALMEHTOB C paHee 3aperncTpMpoBaHHbIMU
TpomM603amu, LIeHTPasIbHbIMM BEHO3HbIMU KaTeTepamu, TOprnuaHOM
npoTenHypuen HeGppPOTNUYECKOTO YPOBHS, U/ U OTATOLEHHON
HacNeaCcTBEHHOCTBIO MO TPOMOOTUYECKNM OCNOXKHEHVAM
OyHKUMM WmToBMAHOM Xenesbl (T3, T4c, TTT) v Kaxgble 12 mecsALeB nnv npy HEOOXOANMOCTY,
0CO6EHHO Y MaLUeHTOB C TOPMUAHOM
npoTenHypuei
NmmyHornobynunH G v Mpwn peunanBmnpyoLLmnxX NHPeKLMAX
[nioko3a/rnoKo3a HaToLaK N Kaxgble 6 mecsiLeB uim npy Heo6xoanMoCTn
TMUKNPOBaHHbIN (FMKO3UNNPOBaHHbIN) remornobuH (HbATc) N Kaxxable 12 mecsaueB unm npu HeOOXo[MMOCTU
C3 KOMMOHEHT KOMMIEMEHTA, aHTUHYK/eapHble aHTUTena V Mpwn HeobxoAMMOCTU

AHTuTena knacca IgG k gsycnupanbHoi JHK (ds-DNA), aHTutena
K 3KCTparnpyemomy AflepHOMY aHTUreHy, aHTUTenNa K uuiTonnasme
HenTpodunos

Mo cutyaumm

Mpwn HeobXx0AMMOCTU

Tectbl Ha HBs-Ag, aHTu-HCV-IgG, cudpunuc n BUY J [lo Ha3HauyeHnA NpeaHN30M0Ha

1 NpU HEOBXO[NMOCTU
CraTyc BakUMHaLMK, BKIIOYas TUTPbI aHTUTEN B KPOBY N E>xerogHo unm npv Heo6xoanmMocTn
leHeTnKa N PaclumpeHHbIN reHeTUYeCKnin CKPUHUHT

- CekBeHVpoBaHue cnegytoLero nokoneHua (NGS)/nonHosKk3omHoe
CEKBEHNPOBaHMe

MOHMTOPUHI NIeKapCTBEHHbIX CPeAcTB
- UuknocnopuH A n Takponumyc:

KOHLIEHTPaLA B KPOBM

MMO: dapmakoKnHeTMKa MUKOGEHONOBOI KNCIOTHI (12 )¢

Putykcrmab

CTaTuHbI: KpeaTuHNHKKHa3a B KpOBU

rElJ'II/ITeJ'IbHaf-l [NTIIOKOKOPTUKOCTEPOUAHAA TepannA

Bmayanusupyloume meToAbl nccnefoBaHuA

Mo cutyaummn

ana naymeHtoB co CPHC B 3aBncnmocTy

OT HOBbIX AaHHbIX (Tabn. 3); NONHO3K30MHOE
CEKBEHMPOBaHYe Mo NokKasaHnAM

[lo TpaHcnnaHTaLmm NoYkK, eCin paHee

He NpoBOANNOCH

ExxeHenenbHo B TeYeHUe 4-X Hepenb —
nepviofa TUTPOBaHKA JO3bl, 3aTeM KaXXable
3 mecsiua unm nNpu HeobxoaUMOoCT

Mnowaab nof KpuBow Yepes 4 Hegenn
Tepanuu, 3aTem Kaxgble 6-12 mecaues nnmn
npvi HeobXoANMOCTN

Mopcuet CD19 B-kneTok: ncxoaHbIn
YypOBeHb, Yepes 1 mecAL, nocne BBeAeHMsA
1-1 po3bl (Hapup), 3aTem Kaxkaple 1-3 mecAua
[10 BOCCTAHOBMEHUA B-kneTok

Ecnv naymeHT NprvHUMaeT CTaTuHbI,
Kaxzble 6 mecALeB
OdTanbmonornyeckoe obcnegoBaHue ans
VCKIOYEHMA KaTapakTbl 1 MOBbILEHHOTO
BHYTPUrNa3HOro faB/ieHus.
OnpepfeneHne MUHepanbHOW NIOTHOCTA
KOCTel Npu AeHCUTOMETPUN

YnbTpa3ByKoOBOE UCCIefOBaHMe NoYeK: SXOreHHOCTb 1 pa3mep noyek V Mpu maHudecTayum (06sa3aTenbHO Nepes
Hedpobroncurein)

YnbTpa3ByKoBOE MCC/IefOBaHNE OPraHOB OPIOLLIHON MON0CTH N Mpu HeobxoaUMOCTM

U neBpanbHbIX MONOCTel (aCLUT, NNeBPabHbIN BbIMOT, TPOM603)

IOXO-KT (oueHKa Macchbl 1eBOro »enyfoukKa, Hanmuusa n oobema v Kaxable 12 mecAueB y nauneHToB

BbIMOTa B Nepukapae) C apTepuanbHON runepTeHsnen nnm
Bblpa)KeHHbIMY OTeKamu

PeHTreHorpadws rpygHom Knetku N Mo nokasaHnam

PeHTtreHorpadua nesoro 3anAacTbaA (OLleHKa KOCTHOro Bo3pacTa v Kaxable 12 mecALeB uan npyu HEO6XOANMOCTH

y feTen B BO3pacTe >5 neT n MuHepanusaymm Kocten)

lucronaronorusa v CM. TEKCT: NPV NOCTaHOBKE AMarHosa,

Buoncua nouek

3aTeM Mo nokasaHUAM: NPU HEOOBACHNMOM
cHxeHnn pCKO, yBennyeHnn npotenHypum,
LNA NCKNIOYeHNA U/UNn KOHTpOnA
HedPOTOKCUYHOCTU, aCCOLMNPOBaHHO

C UHrM6VTOPamMK KaNibLIHEBPUHA BO BPeMA
ONNTENbHOro (>2 neT) neyeHuns
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Knunmnueckue NPAKTUYECKME PEKOMEHAALMU IPNA no LMQTHOCTUKE M NEYEHUIO fieTeN CO CTEPOMA-PEINCTEHTHBIM Hed)pOTW-IeCKMM CMHAPOMOM

Ta6nuua 2 (npoponxkeHue) | Table 2 (continued)

MNepBoHayanbHoe .
MocnepyowWwmii MOHUTOPUHT
UccneposaHusa KNMHNYecKoe
B ANHaMUKe HabnogeHns
ob6cnegoBaHune
OueHKa palvoHa NUTaHnA N Kaxpgble 3 mecsila (bonee yacto y geten
KoHcynbTauma n pekomeHaauum gueTtonora OTHOCUTENIbHO Ao 1 roaa, NauneHToB ¢ AedULNTOM Macchbl
noTpebneHna conu, Kanus, Kanopuii n 6enka Tena v aeten ¢ XbIM 4-5 cragnn)
OueHKa 3KCTpapeHanbHbIX NPOABNEeHNI N Mo nokaszaHnam

B 3aBMCMMOCTV OT OCHOBHOTO 3a601€BaHMA 1 KNVHNYECKN

BbISIBIEHHbIX SKCTPAPEHANbHbIX NPOABEHWIA:

- MPT 201108H020 Mo32a (Hanpumep, MrKpoLedanus, 3agepxKa
NMCUXOMOTOPHOTO Pa3BUTNA, YMCTBEHHAA OTCTANIOCTb,
MUOKIOHNYECKas 3nunerncus, TPeMop, aTakcus, r’MnoToHUs)

MexoucyunauHapHoe obcnedosaHue:

- O¢pmanemorsiozus (Hanpumep, MUKPOKOPWSA, KaTapaKTa, rayKoma,
aTpoduaA 3pnUTENIbHOTO HEPBA, KEPATOKOHYC, ANCTPODUA CETUATKY,
NIEHTUKOHYC, HACTarm),

- Kapouonoeus (B T.u. BPOXXAEHHbIE MOPOKU cepaLa),

- SHOOKpUHOJ102UA (QHOMANbHO Pa3BUTbIE HAPY>KHbIE MOJIOBbIE
opraHbl, 3a[iep»KKa NosI0BOro CO3peBaHUs, NePBUYHAA aMeHopes,
ncesgorepmadpoauTnam, gruaber),

- flepmamonoeus (B T.u., 6ynne3Hbiii Snnaepmonms),

- Opmonedus (0TCYTCTBME WA FUMONIIa3nA KOIEHHON YalleyKu,
cnoHgunosnudusapHas gucnnasus),

- ImmyHonoaus (T-KNneTouHbIn UMMyHOAedULMT),

- femamornozus (TPOMOGOLMTONEHNA C yBENINYEHHBIMY TPOMOOLMTaMK,
Tenbua Dohle)

- Ayouosioeus (CeHCOHeBpanbHasa TYyroyxocTb)

Mo nokazaHuam

N Mo nokasaHuam
Mo nokazaHnam

CMA/J] - cyTouHOe MOHUTOPUPOBaHUe apTepuanbHoro AasneHus, L@ - wenouHaa pocdatasa, /1T - napaTMpeonaHbiit ropMmoH, MHO — mexayHapoaHoe HopMa-
NM30BaHHOe oTHowweHwe, JIMHIT - nunonpoTengpl HU3KoM NnoTHocTw, JIMBIT — nunonpoTenabl BbICOKON NAOTHOCTH, AYTB — aKTMBMPOBAHHOE YacTUYHOE TPOM6O-
nnacTnHosoe Bpems, T3 — TPUNOATUPOHNH 06LWUIA, T4C — TUPOKCWH CBOBOAHDIN, TTI — TUPEOTPOMHbINA ropMoH, MM® — mnkodeHonata modeTun.

a aHTpOMOMeTPUYECKME AaHHbIE JOMKHbI CPAaBHUBATLCA C HALMOHANbHBIMW UV MeXAYyHapOAHbIMK CTaHAapTamu (guarpammbl BO3 [20]).

b pCKD (Mn/muH/1,73 m2) = k pocT (cm)/KpeaTHuH KpoBu (Mr/an); rae k — koHcTaHTa = 0,413. Y NayneHToB C HEAOCTAaTOUHBIM MUTAHUEM VAW C OXKUPEHVEM CriedyeT

ncnonb3oBaTtb popmyny ana pacyeta CKO Ha ocHoBe umcTtaTuHa [21].
¢ B cootBeTCcTBME C Gellerman et al. [22].

e MeI IIpeAAATaeM OTAABATH IIPEAITOYTCHHE ICHETH-
YECKOMY HCCAEAOBAHHIO B CEMEIHBIX CAVUaAX (ce-
MEHHBIN aHAMHE3 IIPOTCHHYPUH/TEMATYPUH UAH
XBIT HeBpIicHEHHOTO reHesa), y AeTel ¢ 3KCTpa-
PEHAABHBIMU ITPOSBACHUAMHE, 4 TAK/KE IIPU ITOATO-
TOBKE K TpaHCHAaHTanuu o4k (yposers C, carabas
PEKOMEHAAITHS).

* MbI peKOMEHAYEM IIPOBOAHUTH HEDPOOHOIICHIO
y Bcex aereit ¢ amarnosom CPHC, 3a uckarouennem
CAYYAEB M3BECTHOH MH(EKIIMN UAU BTOPHYHOTO
CPHC, accoruupoBaHHOrO CO 3A0KAYECTBEHHBIMU
3a00AEBAHUAMU UAH, B IIEPCIIEKTHBE, Y IAIHECHTOB
C CeMEHHBIM XapaKTepOM 3a00AEBAHUI, HACACA-
CTBEHHBIMH CHHAPOMAMU HAHM T'€HETHYIECKIMH
nprauaamu CPHC (yposens A, cuabHas pekoMeH-
AALTHA).

e Mer mpeAAaraeM IPOBOAHTH I€HETHIECKOE HCCAEAO-
BaHme A0 Hedpobuorcun y Aereii co CPCH, oco-
OEHHO B IIPHOPUTETHBIX CAYYaAX (CM. BBIIIE), IIPH
YCAOBHH, YTO PE3YABTATHI OYAYT OBICTPO AOCTYITHEI
(B TeYEHHE HECKOABKHX HeAeAD) (yposers D, caabas
PEKOMEHAAITHS).

® MEr HE PEKOMEHAYEM BBIITOAHATH TEHETHIECKOE HC-
CACAOBAHIE Y IAIINEHTOB C IEPBUYHON CTEPOHA-
IYBCTBUTEABHOCTBIO, § KOTOPHIX BITOCAEGACTBUN
Pa3BHUBAETCA BTOPUYHAS CTEPOUA-PE3UCTCHTHOCTD
(yposenb C, yMepeHHAsA PEKOMEHAAITI).

JokasaTtenbcTBa n 060cHOBaHuA
leHeTnueckoe nccnepoBaHmne

I'enerngeckoe nccaeposanne y maruenTos co CPHC:
(i) MOKET IIPEAOCTABUTD IIAIUEHTAM U HX CEMbAM TOY-
HBIH AHATHO3, (ii) MozkeT BeABHTH popmy CPHC, mmoa-
AQIOIIYIOCH AedeHUIO (Hampumep, kosusumom Q10),
(iii) mozxkeT 1mO3BOAUTH nM3bexaTh HedpobHoOICHN
U OTMCHUTD IIPOBOAUMYIO HMMYHOCYIIPECCHBHYIO Te-
PAIIMIO KaK MOKHO paHBINeE, (iv) AACT BO3MOKHOCTD
OCYIIIECTBUTH OOOCHOBAHHYIO I€HETHYECKYIO KOHCYAB-
TAIIIO, BKAFOYAs OLICHKY PUCKA PELIAMBA 3200ACBAHIA
IIOCAE TPaHCHAAHTAINK HOYKH [23, 24|, u (V) MoxeT
0o0ecIednTh HAAACKAIIYIO AHATHOCTHKY U ACUYCHIIC
BHEITOYEYHBIX ITposBAeHI [25, 26]. [Ipn ncrroanso-
BAHNH TEXHOAOTHH ITOAHO9K30MHOTO CECKBEHUPOBAHIA
B Hacrosmee Bpemsa y 10-30% aerelt amarmocTupy-
FOTCS MOHOTCHHBIC 3a00AcBanus [8]. MyTarrmu B remax
NPHS2, WTT n NPHST sasastorcs HanboAee paciipo-
crpaHeHHBIMH reHermdeckumu npuanaamua CPHC
y AeTell EBpOMIEiicKoi MOMyAAITHH, Ha AOAIO KOTOPBIX
npuxoautcs 42%, 16% u 13% caygaes ¢ Myranuamu,
cootBercTBeHHO [26]. MyTaruu B rene NPHS?2 BrI3bI-
sarot paspurae CPHC y ~20-30% nanumenrtos Espo-
refickoit momnyadnuu [23]. BepoATHOCTh BEIABACHHA
HPHYHHHBIX MYTAIINE OOPATHO IPOIOPIIOHAABHA BO3-
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Ta6bnuua 3 | Table 3
[eHbl, nognexalyne BKIOYEHUIO B UCCNEf0BaHMe MeTofamMmn CEKBEHUPOBaHUA cnepylowero nokoneHus y geren co CPHC [8]

Genes to be included in Next Generation Sequencing in a child with SRNS [8]

leHbl Tun HacnepoBaHMA TpaHcKpunT 3aboneBaHune

ACTN4* Al NM_004924 CemenHbin u cnopagnyeckmin CPHC (o6bluHO B3pocsble)

ADCK4* AP NM_024876 CPHC

ALG1 AP NM_019109 BpoxpaeHHOoe HapyLueHne rMKo3UINpoBaHUA

ANKFY1 AP NM_001330063.2 CPHCy peten

ANLN Al NM_018685 OCIC (B OCHOBHOM Yy B3pOC/IbIX)

ARHGAP24 AL NM_001025616 oCrc

ARHGDIA AP NM_001185078 BpoxaeHHbin HC

AVIL AP NM_006576.3 CPHC

CD151 AP NM_004357 HC, 6ynnesHbiii nemdurons, ceHCOHeBpanbHaa TYroyxocTb, fBYCTOPOHHUIA
CTEHO3 CJIe3HOTO KaHana, [UCTPodUsA HOrTel, Tanaccemus

CD2AP AL/ AP NM_012120 OCrc/CPHC

CFH AP NM_000186 M6MMMH tn Il + HC

CLCN5 X-cuenneHHbI NM_001127898.4 BbonesHb [lenta + OCIC + runepkanbunypusa n HepponnTmas

COL4A3* AP NM_000091 Bone3sHb Anbnopta/OCIC

COL4A4 AP NM_000092 BonesHb Anbrnopta/®OCIC

COL4A5* X-cuenneHHbINn NM_000495 Bone3sHb Anbnopta/OCIC

c0Q2 AP NM_015697 MuToxoHapranbHaa 6onesHb/n30nMpoBaHHan HepponaTua

COQ6 AP NM_182476 HC + ceHcoHeBpanbHas Tyroyxoctb; IMC

CRB2* AP NM_173689 CPHC

CUBN AP NM_001081 MpoTenHypusa (HeppOTNYECKOro) YPOBHA + Snuencus

DGKE* AP NM_003647 lemonutuko-ypemnuecknin cuigpom, CPHC

DLC1 AP NM_182643.3 CPHC 1 CYHC y peTei1 1 B3pocbix

E2F3 Al NM_001949 OCIC + ymcTBeHHas OTCTanocTb (feneymna Bcero reHa)

EMP2 AP NM_001424 CPHC 1 CYHC B peTckom Bo3pacTe

FAT1 AP NM_005245.4 CPHC, 3KTa3ua KaHanbLeB, rematypus

FNT AL? NM_212482.3 ®rnbpoHeKTMHOBaA FoMepynonaTus

GAPVD1 AP NM_001282680.3 HC B feTckom Bo3pacTe

INF2 AL NM_022489 CemeiiHbln 1 cnopaguyeckmint CPHC, OCIC-accoummpoBaHHas
LLlapko-Mapu-TyTta Helponatuna

ITGA3 AP NM_002204 BpoxxaeHHoe nHTepcTULmanbHoe 3abonesaxme nerkmx, HC
1 6ynnesHblii aNVAepMonmn3

ITGB4 AP NM_000213 BynnesHbii anngepmonus n atpesnsa npuspatHmKka + OCIC

ITSN1 AP NM_003024.3 BpoxpaeHHbin HC/CPHC/CYHC (¢ BMW/OCIC Ha 6uoncum)

ITSN2 AP NM_019595.4 CYHC/C3HC (c BMW/M6IMTH Ha 6roncun)

KANK1 AP NM_015158 CYHC

KANK2 AP NM_015493 CYHC/C3HC + rematypua

KANK4 AP NM_181712 CPHC + rematypusa

KIRREL1 AP HM_018240.7 CPHC

LAGE3 AP NM_006014.4 HC ¢ nepsryHoOIn Mukpouedanuen

LAMA5 AP NM_005560.6 HC B feTckom Bo3pacTe

LAMB2* AP NM_002292 CuHgpom lNupcoHa

LCAT AP NM_000229.2 BonesHb Hopyma (HacneacTBeHHbI 4edULUT NELUTUH: XONecTepuH
auunTpaHcdepasbl)

LMNA AL NM_170707 CemeiiHaa napumanbHasa nunoguctpodus + OCrc

LMX1B* Al NM_002316 Cungpom Nail-patella; ®CIC 6e3 sKcTpapeHanbHbIX NPOABNEHNI

MAFB Al NM_005461.5 OCIC c cuHgpomom [lysiiHa (BPOXAEHHDIN peaKuMi TUM KOCOTra3ms)

MAGI2 AP NM_012301.4 HC +/- HeBponornyeckune HapyLeHus

MMACHC AP NM_015506.3 Hedununt kobanammuua C, TMA n HC

MYOTE* AP NM_004998 CemeriHbin CPHC

NEU1 AP NM_000434.4 Hedpocranngos (cnanngos 2 tnna + HC B feTckom Bo3pacTe)

NPHP4 AP NM_015102.5 HedppoHodTz c OCIC 1 npoTenHyprieit HepPOTUYECKOTO YPOBHSA
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Ta6nuua 3 (npoponxeHue) | Table 3 (continued)

BpoxaeHHbIi HC/CPHC
BpoxkpeHHbin HC, CPHC

CPHC

CPHC B peTckom Bo3pacTe
CPHC B geTckom Bo3pacTe
CPHC

CPHC B peTckom Bo3pacTe
OCIC c 3aboneBaHviem cepaua

BbonesHb [leHta TN 2, cuHapom Jloy, £ OCIC, £ npoTenHypua

HedpOTNYECKOTO YPOBHS

HC c nepBuuyHom Mmukpouedanmen
OCIC ¢ maHndecTaLen y B3poCsbix 63 SKCTpapeHanbHbIX MPOABIEHNI

BpoxpaeHHbin HC, nHpaHTunbHbin HC, CPHC 1 cungpom Jin

(MHbaHTUNbHAA SHUedanommnonaTys)

BpoxpaeHHbin HC/CPHC
BpoxxkpeHHbin HC/CPHC,

BpoxAeHHOe HapyLUeHWE MMKO3MAVPOBaHUA

NPHS1* AP NM_004646
NPHS2* AP NM_014625
NUP85 AP NM_024844.5
NUP93* AP NM_014669
NUP107* AP NM_020401
NUP160 AP NM_015231.2
NUP205 AP NM_015135
NXF5 X-cLenneHHbIn NM_032946
OCRL* X-cLuenneHHbIn NM_000276
OSGEP AP NM_017807.4
PAX2 AL NM_003987
PDSS2 AP NM_020381
PLCel AP NM_016341
PMM2 AP NM_000303
PODXL* Al NM_005397
PTPRO AP NM_030667 HC
SCARB2 AP NM_005506
SGPL1 AP NM_003901.4
SMARCAL1 AP NM_014140
SYNPO AL NM_007286
TBC1D8B X-cLuenneHHbIn NM_017752.3
TNS2 AP NM_170754.3
TP53RK AP NM_033550.4
TPRKB AP NM_001330389.1
TRPC6* AL NM_004621
TTC21B AP NM_024753
WDR73 AP NM_032856
WTT1#* Al NM_024426
XPO5 AP NM_020750
ZMPSTE24 AP NM_005857
MYH9 A}/ accou,. NM_002473
APOLT* G1, G2 annenu pucka NM_003661

OCrc

C/HAPOM MUOKOHYCA, MOYeYHOW HeAOCTaTOYHOCTH + TYroyxoCTb
CPHC 1 nepBrYHasa Haano4Ye4YHNKoBaA HE[OCTaTOYHOCTb
MmmyHo-KkocTHas gucnnasma Wumke

Cnopapgnyeckuin OCI'C (npoMoTopHble MyTaLum)

Manudectayma CPHC ¢ OCI'C B paHHem Bo3pacTe

CYHC/C3HC (c BMWU/®CIC/AMC Ha 6uoncun)

HC ¢ nepBuryHo Mukpouedanuen

HC ¢ nepBryHoOIn Mukpouedanuen

CemeliHbin u cnopaguyeckmin CPHC (npermyLecTBeHHO, y B3POCbIX)
OCIC ¢ Ty6yNnonHTEPCTMLMANBbHBIM MOpaXKeHem

CuHppom fannosain-Mosat (CPHC 1 mukpouedanus)
Cnopapnueckuin CPHC; cuHppombl Jenunc-Apaw n Oparisepa

CPHC B peTckom Bo3pacTe

MaHpanbynoakpanbHasa ancrnasma ¢ OCrc

MYH9-accoummnpoBaHHoe 3aboneBaHue; CcHAPOMbI dnwTelriHa n PexTyepa

MNoBblweHHasA npegpacnonoxeHHocTb K OCIC n XBIM 5 ctagun

y appoameprikaHLeB, TaTUHOAMepPVKaHLEB 1 1L, appriKaHCKOTo
NPONCXOXAEHNA

A/l - ayTOCOMHO-[OMUHAHTHBbIN, AP — ayTOCOMHO-peLieccmBHbIn, CHHC — cTepona-uyBCTBUTENbHbI HedpoTuuecknii cungpom, C3HC - ctepoung-3aBUCcUMbIi Hedpo-
TUYeCKUn cuHapom, BMU - 6GonesHb MuHWTanNbHbIX M3MeHeHun, OCIC - ¢doKanbHO-cermeHTapHbI rnomepynocknepos, JMC - puddysHbii Me3aHrnanbHbIi
rnomepynocknepos, M6I1H - membpaHo-nponundepaTnsHbIi rnomepynoHedpuTt, TMA — TpomboTrYECKaA MUKPOAHronaTtus

* [eHbl C BEPOATHON VAW N3BECTHOW MyTaLUEN, N annenem pricka B 3TON rpynne

pacty manudecrarmn CPHC u yeanuuBaercs aubo
IIPU TOAOKHUTEABHOM CEMEITHOM aHAMHE3e, ANDO IpH
HAAMYHH 9KCTPAPEHAABHBIX IIPOABACHUH [27], OAHAKO
MYTAIIIH B T€HAX, OTBETCTBEHHEIX 3a passurue CPHC
B OAHOMH IIOIYAAIINH, MOTYT HE OBITH PACIIPOCTPAHEHBI
B Apyroi nomnyasnuu [28-30]. V marueHToB ¢ MOHOIeH-
memvu popmamu CPHC nmmyHOCyIpeccuBHyto Tepa-
ITHFO CAEAYET OTMEHHTD, TAK KAK MIMEIOTCA AAHHEBIE, TTOA-
TBepiKAatoIne HeadPeKTUBHOCTD Takoro Aederns [31].

bunoncua nouek

He(ppO6I/IOHCI/IH IIO3BOAAICT UCKAIOYUTD APyrue Iiepe-
YNCACHHBIC BBIIIIC AMATHO3bBI (HaanMep, M€M6paH03—

HYIO He(DPOIATUIO) H IIOATBEPAUTD ITEPBUYHYIO I10-
sormroraruro (BMI, ®CI'C uan AMC). Kpowme toro,
OMOTICHSA ITOYKH IO3BOAACT BBIABUTD M KAACCH(DHUITH-
poBaTh TyOYAAPHYIO aTPOMHUIO, HHTEPCTUIINAABHEII
ubpo3 1 TAOMEPYAOCKAEPO3 B KAYECTBE IIPOTHOCTH-
vyecknx Mapkepos [32, 33]. [Toatomy, kak ToABKO pebe-
HOK onpeAeaderca kak marment co CPHC, neo6xoanmo
IpoBecTH He(OPOOHOIICHIO B COOTBETCTBHH C ACHCTBY-
FOIIIMHE CTAHAAPTAMH, OIINCAHHBIMU B AOIIOAHUTEAB-
HOM MaTEPHAAE, AAl OIIPEACACHHSA ATOAOTHH, ACKA-
el B OCHOBE 3a00AEBAHUSA, IIPEKAC YEM HATHHATH
TEPAIINIO MHIHOUTOPAMH KaABIIMHEBPUHA, KOTOPHIE
HA3HAYAIOT €CAM TOABKO HE BBIABACHA ABHAA MOHOTICH-
nas popma CPHC, pesucrenTHas K MIMMYHOCYIIPECCHL.
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HC(ppO6I/IOHCI/IH 0COOEHHO aKTyaAbHA B YCAOBHSIX, KOTAQ
AOCTYII K TCHCTHUYICCKUM MCCACAOBAHMAM OIrPAaHUYICH.

[eHeTM4YecKoe nccnegoBaHmne n KOHCYNnbTpOBaHne

® MbI peKOMEHAYEM IIPOBOAUTD KOMIIACKCHBIN AHAAHS3
IITIPOKOM IPYIIITE I'€HOB (T.€. ITAHEAH CEKBEHUPO-
BAHUSA CACAVIOIIECIO IIOKOACHHSA, BKAIOYAIOIICH BCe
usBecTabie Ha AanHbi MomenT reasl CPHC, uro
B HACTOAINIEE BPEMSA ABAACTCA HANDOAEE SKOHOMH-
geckn 9(PPEKTHBHBIM ITOAXOAOM K T€HETUICCKOMY
HCCACAOBAHUIO) (TEHBI IIEPEUUCACHEI B TAOAHIIE 3).
Ecau mmeer Mecto crieruduraecKuil KAUHIYCCKIH
peHOTHII, TO MBI IIPEAAATAEM BMECTO HCCACAOBAHUA
IIAHEAH TEHOB IIPOBOAUTH AHAAM3 OAHOTO TeHa (YPO-
BeHb B, yMepennasn pekomenaanus).

® MBbrI mpeAAaraeM OIIPEAEAATh ATOTEHHOCT HACHTH-
(pUIIPOBAHHBIX TCHETHYICCKIX BAPHAHTOB B COOT-
BETCTBHI C PEKOMEHAAIUAMI AMEPHKAHCKOIO KOA-
AeAKa MeAHITHHCKON reHetukn [34]. CemelHbII
CEIPEranOHHBIN AHAAN3 MOKET OBITh IIPOBEACH
B OTACGABHBIX CAyYafAX (yposeHb B, ymepenmas pe-
KOMCHAQITHS).

® MbI peKOMEHAYEM T€HETHYECKOE KOHCYABTHPOBA-
HIC IAIMCHTOB M HX CEMCH, YTOOBI IOMOYB HM
HHTEPIPETHPOBATD KAK IIPEAITOAArABIIIIECS, TAK
U HEIIPEABHACHHBIC 3apaHee IEHETHICCKIE AAHHBIE
(yposenb B, ymepenHas pekoMeHAAITHSA).

JokasaTtenbcTBa 1 060CHOBaHUA

MEI pekOMEHAYEM IIPOBOAUTEH IEHETUIECKOE UCCACAO-
BAHUE B COOTBETCTBHH C ACHCTBYFOIITUMU CTAHAAPTAMMI
[24, 35]. D10 BKAIOYACT IIOATBEPIKACHIE HACHTH(DHIIN-
POBAHHBIX ITATOT€HHBIX HAN BEPOATHEIX ITATOICHHBIX
TCHETHYCCKUX BAPUAHTOB € IIOMOIIBIO CCKBCHUPOBAHI
o Conrepy. B caygasx, Koraa IpUYHHHBIE MYTAIIHN
He OOHAPYAKEHBI B ITAHEAAX H3BECTHBIX TEHOB, MOKHO
PaccMOTPETb BO3MOKHOCTD CEKBEHUPOBAHHS IIOAHOIO
9K30Ma HAH IIOAHOTO F€HOMa, OCOOEHHO ITPU ITOAO3PE-
HUHU HA TEHETHYCECKYIO 9THOAOIrUIO 3a00AeBanus. [lpn
HHTEPIPETAIINI TCHETUIECKIX BAPUAHTOB HEU3BECTHON
KAHMHIYECKOI 3HAYNMOCTH TPEOYIOTCA OCTOPOKHOCTD
U 9KCIIEPTHBIEC 3HAHUA cIennaAucTos [36]. bes rene-
THYECKOH KOHCYABTUPOBAHUSA HMAIIMEHTHl H UX CEMbU
MOIYT HE IIOHATh 3HAYCHISA IIOAYICHHBIX TCHCTHICCKIX
AaHHBIX [37].

CKPUHWHT Ha nHdeKuun

e Mgl peKOMEHAYEM ITPOBOAHTH OOCAEAOBAHHIE Ha CyO-
KAMHIYECKHI TyOEPKyA€3 B COOTBETCTBUH C HAITH-
OHAABPHBIMU pEKOMEHAANuAMHU (peHTreHorpadpusa
IPYAHON KACTKH, TyOepKyAHHOBaA 11poOa MaHTy,
KBaHTH(EPOHOBEII TECT), ECAU €CTh KAMHIIECKOE
IIOAO3PEHHE, HAH B CAyYae IPEOBIBAHNA B IHAE-
MUYHBIX paiioHax (yposeHb C, yMepeHHAsA PEKOMEH-
AALTHA).
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e Mol nmpeasaraem odbcaeaoBanue Ha rematutel B u C,
cudurnc u BUY: (1) AAf HCKATOYEHNA BTOPHY-
merx npuaua HC: u (i) A0 HazHAYCHHA HMMYHO-
cyupeccun (OCOOEHHO C HCIIOAB30BAHUEM PH-
TyKcHMa0a), yIUTEIBAS SHACMHYIHOCTD AAHHEBIX
nH@eKnui B pasHex crpaHax (ypoeus C, caabas
PEKOMEHAAITHS).

JokasatenbcTBa mn 060CHOBaHNA

AOAMKHBI OCYITIECTBAATBCA: YUET PACIIPOCTPAHEHHOCTH
3a00AEBAHMIT B TOH MAHM HHOW CTpaHE, OI[CHKA MHAW-
BHAYAABHBEIX PHCKOB M OOCACAOBAHNA HA MHQEKIUH,
BBI3bIBarornue sropudnsie popmer CPHC.

JleyeHne

He ummyHocynpeccrBHoOe neyeHvie nepBon NNHNN
y aeten co CPHC

e MBI PEKOMEHAYEM ITOCAE ITOCTAHOBKU AHMATHO34
CPHC naunnats tepanuio 6aokatopamu PAAC:
MHIIOUTOPAMU AHTMOTEH3UH-IIPEBPAIIAFOIIErO
depmenta (AIID) mau GAOKATOPAME PEIIEIITOPOB
k anrnorensuny (bPA) (puc. 2) (yposens B, yme-
pEHHAS PEKOMEHAAITHA).

e [locae Hagasa tepannu OArokaTopamu PAAC mbr
IPEAAATAEM KOAMYECTBEHHO OLCHUBATD AHHAMUKY
IPOTEHHYPHU B PA30BOM YTPEHHEH ITOPIIMH MOYN
(yposens D, caabas pexomenaarus).

e MbI IpeAAaraeM CTPEMUTBCH K MAKCHMAABHO AOITY-
CTHMBIM AO3aM, YKA3aHHBIM B AOIIOAHUTEABHOM Ma-
Tepuae (AooAHHTeABHAA TabAMIIA S8) (yposeHs C,
cAabas PEKOMEHAALLHSA).

e [lIpemaparsr narnoutopos AII® manm BPA caeayer
IIPUMEHATH C OCTOPOKHOCTRIO y manneHTos ¢ XBI1
4-if cTAAMM ¥ MX HE CAGAYET HA3HAYATD B CAyJae
BHyTpHCcOcyAucToi runososemun, OIII1, rumep-
KAAHECMHH HAU 9aCTOI PBOTHL/ AHapen (ypoBeHs X,
CHABHAsA PEKOMEHAAITHA).

e Mur mpeararaem HCIOAB30BaTh OAoKaTOopel PAAC
C BHEIIOYEUHBIM METAOOAM3MOM (HAITpHUMEp, PAMH-
upuA 1 BPA), Tak Kak OHE He HAKAIIAMBAIOTCA IIpU
cHrKeHHH (PYHKIHE o4eK (yposens D, caabas pe-
KOMEHAALIHA).

* V AEBOYEK-ITOAPOCTKOB HEOOXOAUMO OOECIEYHTH
KOHTPAIIEIITHIO, YTOOBI N30€KATh IIOTEHIINAABHOTO
TepaToreHHoro 3 eKTa, BBI3BAHHOIO OAOKATOPAMI
PAAC (yposers X, cHABHAS PEKOMEHAALINS).

JokasaTtenbcTsa n 060cHOBaHUA

V mamumentos ¢ XbBIl npumenenne nuruburopos
AIT® mam BPA cocoOCTByeT CHUKEHHUIO BHYTPH-
KAYOOYKOBOTO AABACHUS, 3AMEAACHUIO IIPOIPECCHPO-
BAHNA M yMeHbIIeHuIo nportennypun [38-42]. Pexo-
MEHAYETCH CTPEMHUTBCA K MAKCHMAABHO AOITYCTHMBIM
Aozam O6aokatopo PAAC mpu xoporrreii mepeHocH-
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MOCTH IIAIIMEHTAMH, TaK KAK OIIMCAH AO303aBHUCHMBII
anTunporennypudeckuii apdext narndéuropos AITP
co cumxerueM nporeunypun Ao ~30% [39]. [loanas
pemuccus CPHC orMedasace y Aereil mocae Teparnmu
nuarnonTopamu AII® manm BPA 6e3 cormoArnTEABHBIX
IPEAPaTOB, KPOME IPEAHU30AOHA/ TIpeAHI30Ha [43].
[Tosromy y Aeteii ¢ TOATBEP/KACHHBIM HAN ITOAO3PEBa-
embiM CPHC Takoe Aedenne MOKET OBITB HAYATO iKE
dgepes 4 HEACAH CTEPOUAHOM TEpAIIUH, B TAK HA3bIBaC-
MBI "TIepHOA moATBepiKACHNA" . OAHAKO HHIHOUTOPHI
AII® nau BPA moryT nossicuts prck OINIT, ocobenno
y nmarentos ¢ XbI1 man BHYTPHCOCYAUCTOM THITOBOAC-
muei [44, 45]. KomOuHIpoBaHHOE AcueHme HHIHONTO-
pamu AIT® u BPA He pekoMeHAyeTCA N3-32 TIOBBIIIICH-
HOT'O PHCKA Pa3BUTHA ITOOOYHEIX 3(PEKTOB, BKAIOUAA
OIIIT u aeranpust ucxoA [46]. [Ipeanourenue cae-
AYET OTAABATh IIPEIIAPATAM C BHEITOYCTHBIM METAOOAN3-
MOM, IIOCKOABKY OHHU He akKymyAnpyrorca npu XbI1
(aommoanuTeapHas TabAua S8) [44]. Konrpanerniiua
HEOOXOAMMA AEBOYKAM-TIOAPOCTKAM AAfl TOTO, YTOOBI
n30eKaTh PETOMATUH-UHAYLIHPOBAHHON OAOKATOPAMU

PAAC [47].

MMmmyHoCynpeccmBHaa Tepanus nepBoin INHUN
y peten co CPHC

e MEI peKOMEHAYEM, ITOOBI THIIOUTOPHI KAABITIHEB-
pHHA (IUKAOCIIOPHH HAU TAKPOAUMYC) HA3HAYAAHChH
B KAYECTBE HMMYHOCYIIPECCHBHOI TEPAITIH IIEPBOI
amaan y Aeteir co CPHC cpasy mocae moaTBepix-
AeHHA AnarHosa (puc. 2) (yposeHb B, ymepennas
PEKOMEHAAITHA).

e Mbr mpeAAaraeM IOCTEHNEHHOE CHIKEHHE AO3BI
HPEAHU30A0HA/ IPEAHU30HA [IOCAE YCTAHOBACHUSA
amarnosa CPHC u otMeny cTeponAHOI Teparim
rocae 6 MecsreB Aeuenus (ypoes D, caabas pexo-
MEHAQITHSA).

® MbI peKOMEHAYEM HE HA3HAYATD TEPAIMIO HHIU-
OuTopamu KaAbnuHEBpHHA Y manuenToB ¢ pCKP
<30 ma/mun/1,73 M2, OTIIT u/uAan HEKOHTPOAU-
PYeMOIT apTepHAAbHOM THITEPTEH3UEN (YPOBEHD X,
CHABHAs PEKOMEHAALINA).

® MBI peKOMEHAYEM HE HE3HAYATD TEPAIMIO HHIU-
ONTOPAMI KAABIIMHEBPUHA U ITPOU3BECTH OTMEHY
CTEPOMAHOI TEPAIINH IIPEAHH30AOHOM / IPEAHU30-
HOM Y IartueHToB ¢ MoxHorenusmvu hopmamu CPHC
(ypoBeHb B, ymepenHas pekoMeHAALIIS).

e B caygae HEAOCTYITHOCTH HHIHOHTOPOB KAABIINHEB-
PHHA MBI IIPEAAATAEM HCIIOAB30BaTh HuKAOdocha-
muA (LI®) [BHYTpHBEHHO HAH IIEPOPAABHO| B KOM-
OMHAITIN C BRICOKIMHU AO3AMH CTEPOHAOB HAM O3
HEX (yposeHb D, caabast pekomeHAAIN).

e Mbr pekoMeHAYEM HH(OPMUPOBATH MAIMEHTOB
M YACHOB UX CEMeH O IOTEHIIMAABHBIX ITOOOYHBIX
apderTax IMMYHOCYIIPECCHBHBIX IIPEIIAPATOB, KAK
yKa3aHo B TabAuie 4 (yposeHb X, CHAbHAA PEKO-
MEHAQITHSA).

p‘OKaBaTEHbCTBa 1 o6ocHoBaHNsA
WHrn6uropbl KanbunHeBpYHa

Hcroap3oBaHme HHIIONTOPOB KAABIIHHEBPHHA B Kade-
crBe Teparuu reppoii aunun y Aerert co CPHC onenn-
BaAn B 8 PKI, cpaBumBas adpdexrnBHOCTD HUKAOCITO-
puma (LICA) ¢ maamebo [48], ¢ otcyTcTBHEM ACYCHUA
[49, 50], c BHyTpHBEHHBIM METHAIIPEAHH30AOHOM [51],
mukodenoaarom modernra (MMD), Aekcamerazonom
[52], Takpoanmycom (TAK) [53, 54], LICA uau TAK
¢ sayTpuseHHbM LD [55, 56]. PesyabTaTs! onennsasn
110 "KOAHYECTBY MAIUECHTOB € IIOAHOM HAM YaCTHYHON
pemuccueii” (AomoanuTeAbHas TabAnIa S2). Tepartusa
[1cA 10 cpaBHEHHIO ¢ IIAAIEDO0, OTCYTCTBHEM ACYEHIA
UAU BHYTPHBCHHBIM BBEACHHEM METHAIIPCAHH30AOHA
ITOKA3aAd HAHAYYIINI pesyabTaT (~75% mpotus 22%)
He3aBuCHMO 0T Mopdoaoruueckoro BapuanTa CPHC
(RR 3,50 (95% AM: 1,04-9,57) [14]. He BbIABACHO pas3-
AMYHI B HCXOAE 3200A€BAHUA IIPU CPABHEHHHN TEPAITHH
TAK c LIcA (RR 1,05 [95% AM: 0,87-1,25]) [14, 53, 54].
LcA man TAK Op1au 60Ace apdeKTUBHEL, YeM BHY-
tpusennbii LIP (78% mporus 40%; RR 1,98 [95% AL:
1,25-3,13]) [55, 56]. D dexrusrocts LIcA anarormana
TAaKOBOM 11prt ncrroAb3oanur MM® B coueTaHny ¢ Aek-
camerasoHoM (46% mporus 33%; RR 1,38 [95% AM:
0,9-2,10]) [52]. TAK 6s1a GoAce acpdexTuBeH 11O CpaB-
rernro ¢ MM® aas aooctmxenus pemuccun (90% mpo-
tus 45%; RR 2,01 [95% AM: 1,32-3,07]) [57]. [Tpu cpas-
nennn teparmu LIcA ¢ maare6o, otcyTcTBreM AeUeHHA
HAU BHYTPUBEHHBIM METHAIIPECAHU30AOHOM HE BBIfAB-
ACHO PAa3AMYNIl B KOAHYECTBE MAIIHEHTOB, ¥ KOTOPHIX
passuBasacy XBII 5 craann, HO 4rcAO HAOAFOACHMIT
Ob100 Ovenp HeOOAbIIHM [48, 51, 58]. Ilpu cpaBHe-
nun LcA ¢ Bayrpusernsm LI® ormeuasocs yBeande-
HUe TKEABIX T0004HBIX addekros Ha Tepamuu LD,
HO HE BBIABACHO PA3AHYHI B KOAHYECTBE ITAIINCHTOB
¢ He)POTOKCHIHOCTHIO HAH B YaCTOTE ACTAABHBIX HC-
x0A0B |55]. He Gp1A0 0OHAPYIKEHO paszAnduil IIpu cpas-
mernu LICA, MM® + aexcamerazson man TAK B ncxo-
Aax ¢ pocrimxenreM XBIT 5 craamm naun 50% cHmmxernn
pCK® [52, 53, 55, 57].

Aedenne HHrHONTOPAMI KAABIIMHEBPHHA HE PEKO-
MeHAyeTcA v HarueHTos co cumkeHuon pCK®, OI1I1
U/MAN HEKOHTPOAUPYEMOI apTePHAABHOI IHIICPTEH-
3uel BcAeAcTBHE uX HepOoTOKCHIeckoro addexra.
Oamako y marmentos ¢ XbIT u orcyrcrBrem Apyrux
AABPTCPHATHUBHBIX MCTOAOB TEPAIINH 3a0OACBAHISA HH-
THOHTOPH! KAABLIHHEBPUHA MOIYT CLIOCOOCTBOBATD CHI-
7KEHHIO IIPOTEUHYPUH U YAVUIICHHIO AOATOBPEMEHHOI
IIOYEYHOI BelkmBacMocTH [59].

[Tarmentsr co CPHC, me Aocrurimme xorst Obl 4a-
CTUYIHON pemMuccHu K 6 MecAIlaM Teparruyu MHIHOU-
TOPAMU KAABIIHEBPHHA, CIUTAIOTCA PE3UCTCHTHBIMU
K IIPOBOAUMOM TEPAIINH, A T€, KTO HE PEarnpyeT Ha HH-
rHOMTOPBI KAABIIMHEBPHHA B KOMOMHAIINN C APYTUMHI
IIperapaTaMu, aBTOMATHYCCKH PACcCMATPUBAIOTCA
Ha 12-M KyMyAATHBHOM MeCAIE TEPAIIUU KAK IaIlH-
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EHTBI C MHOKECTBEHHOM ACKAPCTBEHHOH YCTOMYIHBO-
cTpio (cM. Beite). BeAn y maruenTa BEIABAGH MOHOI'CH-
uerii CPHC, mpu K0TOpOM, Kak H3BECTHO, OTCYTCTBYET
addekT HA UMMYHOCYIIPECCUBHYIO TEPAIHIO, UAH
y HAIMEHTA HE OTMEYEHO HUKAKOIO OTBETA HA paHee
IIPOBOAHBINYIOCA HUMMYHOCYIIPECCUBHYIO TEPAIIUIO,
A€YEHHE AOAKHO OBITH IpekparieHo. Mer mpeasaraem
IIANIEHTAM 3THX KATCTOPUI OTMEHHUTD HMMYHOCYIIPEC-
CHBHYIO TEPAIIHIO, HO IIPOAOAKATH TEPAIIIIO OAOKATO-
pamu PAAC Ao poctmxenusa XBIT 4-5 craamii (puc. 2).

AnKunupyowe areHTbl B yCNoBUAX
OrpaHNYEHHOCTYN PeCypcoB

[Ipu cpasaenun tepamun I[P ¢ mpeaHmsoro-
HOM/1Aa1e60 He BBUIBACHO PASAMYHII B 9ACTOTE
noanoii pemuccun (RR 1,06 [95% AM: 0,61-1,87])
[60, 61]. B meaom, 36% aered, moayuasimx L@, u 35%
IAIIMEHTOB HA TEPAITHN IIPEAHU30AOHOM AOCTHIAH ITOA-
HOH pemuccun 3a00AeBarns [00]. AHarornaHas gacToTa
AOCTILKCHISA PEMUCCHI OTMEYAAHUCH Y IIALIICHTOB, IIOAY-
uaiux [[D BHyTpUBEHHO HAU ITEPOPAABHO (KAZKABIN
~50%) [62-64] [14]. Otser Ha Tepamuro L1P B HEKOTO-
PBIX HAOAFOAATEABHBIX HCCACAOBAHUAX MOKET YKA3BIBATH
HA BKAFOUEHHE B HCCACAOBAHIE MTAIINEHTOB HE TOABKO
co CPHC, mo u co CHHC [65, 66]. B panee mpose-
ACHHBIX HCCACAOBAHUSX, BO3ZMOKHO, OBIAM BKAIOUCHBI
aetu ¢ mouoreausiM CPHC, yunreiBas, ato remermde-
CKOE HCCACAOBAHHUE HE OBIAO IIHPOKO PACIIPOCTPAHEHO
A0 2000-2010 1r., ¢ 9em MOKET OBITh CBA3AHA HU3KASA
vyacrora orsera Ha LID. [IP moxer ObITH IpuMeHEH
C IIEABIO HHAYKIIUU PEMUCCHHU B YCAOBUAX OIPAHUYCH-
HBIX pecypcoB, HO Teparms LID pcoAxHa OBITH OCTAHOB-
AeHA IIpu oTCyTCTBUH OTBeTa. [ToCKOABKY XAOpaMOyIIIA
He oreHuBaAcsa Hu B oanoM PKI, Mbl He AeAaeM HUKa-
KHX IIPEAAOMKCHHH II0 €I0 UCIIOAB30BAHUIO.

HasHaueHune n MOHUTOPWUHI Tepannn I/IHFI/I6I/ITOpaMI/I
KaJlbuuHEeBPMHa

e M= mpeasaraem HasHadath LIcA mepopaasHO
ABQKABI B ACHD B CTAPTOBOI A03€ 3-5 Mr/Kr/cyTku
(MakcuMaAbHAsS HadaAbHAS A032 250 Mr/ cyTkn) (ypo-
BeHb B, crabas pekoMeHAAIH).

e MeI IpeaAaraeM IIPOBOAUTD THTPOBaHHE AO3HI LICA
C IICABIO IIOAACPIKAHISA TEPALICBTHYCCKOTO YPOBHSA
LIcA B kposu B anarrazone 80-120 ur/MA Ha OcHOBE
aHAAN32 TAHAEMHOM MacC-CIIEKTPOMETPHH (YPO-
BeHb B, crabas pekoMeHAAL).

e Mpr mpeasaraem Hazaadats TAK mepopaapnO
ABKABL B ACHDB B cTapToBOIi A03¢ 0,1-0,2 Mr/kr/cyTkm
(MaKCHMaABHAs HAYAABHAS AO3a 5 Mr/cyTkn) (ypo-
BeHb B, crabas pexomeHAarus).

e Mer mpeasaraeM IPOBOAUTE TUTPOBaHUE A03B TAK
C IIEABIO IIOAAEP/KAHHSA TEPAIIEBTIHYECCKOTO YPOBHSA
TAK B kpoBu B AHarrazone 4-8 Hr/Ma ¢ HHTEPBAAOM
THTPOBaHMA He MeHee 3 AHEH (yposeHb B, caabas
PEKOMEHAAITH).
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e Mpr mpeararaeM KOHTPOAHPOBATH YPOBEHD LIcA
n TAK, kax MEHIMyM, €KCHCACABHO A0 AOCTIDKCHII
LICACBBIX TEPALICBTUYCCKUX KOHIICHTPAIINI B KPOBH,
a 3aTeM KaKAble 1-3 MecsIa BMecTe € ypOBHEM Kpe-
ATHHIHA B KPOBU B Ka4YeCTBE I1apamMeTpa Oe3oImac-
zoctu (yposens D, caabast pexomenaarus) (Ta0A. 2).

® MBbI peKOMEHAYEM YMEHBIIUTH AO3Y HAU IIPOU3BECTH
OTMCHY HHIHOHTOPOB KaAbIHEBpHHA, ccAr pCK®
camkaercs Hke 30 ma/mun/1,73 M2 (yposens X,
CHABHAsA PEKOMEHAAITNA).

DokasaTenbcTBa n 060CHOBaHNA

Hecmorpsa Ha TO, 9TO MOHUTOPHUHI KOHIEHTPAIIUU
yposua LIcA B kpoBu depes 2 waca 1mocae mpuema
npemapara (Cy) ABAseTCA HAMOOAEE TOYHON CAMHIY-
HOM BPEMEHHOI TOYKOM AAfl OIICHKH TECPAIIEBTHYECKOTO
ypoBHA B KpoBH [67], meaessie yposau C, ¥ IAITHEHTOB
co CPHC He ABAAIOTCA ITHMPOKO IIPHMEHAEMBIMH
B KAMHIYECKON ITpakTHKe. BMecTo 21010 pekomMeHAy-
eTcA MPOBOAUTD H3MEPEHHA IIEeAeBOTO ypoBHA LIcA
B KposH depes 12 gacos mocae npuema (Cp) ¢ momo-
IIBIO TAHAEMHOM MaCC-CIIEKTPOMETPUU. DTH TECTBI
AQIOT OOACE HH3KHE IIAPAMETPHL, YeM HMMyHOdEp-
MEHTHBII AHAAH3, KOTOPBHIH HCIIOAB30BAACH PAaHEC.
Amnarazonsl meaeBex yposueit LIcA B kposu, coo0-
maemeie B PKU, mmpoxo sappupyror [48, 49, 52, 53,
56, 58]. B HEAQBHEX HCCACAOBAHUAX HCIIOAB30OBAAHCH
6oaee mnskue yposuu LIcA (80-150 ur/ma), koTopsie
MHALUAPYIOTCS HAYaABHOH A030H 5-6 Mr/Kr/cyTku
[53, 54, 55, 57]. Ilockoapky Aaxe Huskue yposau LIcA
B KPOBH MOTYT OBITH aCCOIIMUPOBAHBI C AAMTEABHOI
nedporokcnanocTeio y Aeteit ¢ HC, mbr mpeasaraem
OPHEHTHPOBATHCA Ha reAeBbie ypoBHU LIcA B kKpoBH
B anarasone 80-120 ur/ma, xots npu 60Aee BBICOKUX
VPOBHAX IIperrapara B KPOBH BO3MOKHA OOAEe BBICO-
Kast 53 HEKTHBHOCTD, IIPH 3TOM IieAeBbie ypoBHH LIcA
B KPOBH CAEAYET AHAAU3HPOBATH BMECTE C KPEATHHHHOM
KPOBH B KauecTBe IapameTpa besomacuocTn. Bricokne
Ao3bl LIcA (yposers C, B kpou >600 Hr/ma) okasasn
HOBBIIICHHBIH pucK LIcA-omocpesoBanno HeppoOTOK-
CUYHOCTH, OCOOECHHO B COYETAHUH C HHIIOHTOPAMH
ATI®/BPA y aereii co crepona-sasucume HC [68].
Vposuu LIcA B KpOBH CACAYET KOHTPOAUPOBATD €ike-
HEAECABHO AO CTAOMAMBAIINHI COCTOSHEA, 4 3ATEM KaKABIE
1-3 mecama.

MpoponXnTenbHOCTb NeYeHnsa uHrnbruTopamm
KanbL/HEeBpUHa

e Mgl mpeaAaraeM MHHHMAABHBIH TIEPHOA ACYEHUS
6 MECAIEB AAA OIIPEACACHHA OTBETA HA TEPAITHIO
HHIIONTOPAMHI KAABITMHEBpHHA (YpOBeHb B, crabas
PEKOMEHAALINA).

e MbI peKOMEHAYEM OTMEHUTH HHIHOHTOPEI KAABIIN-
HEBPUHA, €CAU YACTUIHAA PEMUCCHA HE AOCTHUIHYTA
B TeueHne O MecAreB AedeHusA (yposeHb B, ymepen-
Hasg PEKOMEHAAIINA).
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e B caydae AOCTHKEHHS ITIOAHOH PEMHCCHU, AO3BI
HHTHOUTOPOB KAABIIMHEBPHHA AOAKHBEI OBITDH
CHIDKEHBL AO CAMOM HU3KOHU AO3BI, HEOOXOAMMOI
AASL TIOAACPKAHHA peMuccud. MBI Takke IIpeAsa-
raeM pPacCMOTPETh BO3MOKHOCTb OTMEHBI TEPAITHN
HHIIOUTOpPAMH KaAbLIMHEBpHHA depes 12-24 me-
cAIla y MAIIIEHTOB C IOAHOI pemuccueii 3a00Ae-
BAHUSA, YTOOB CHH3UTH PUCK HE(DPOTOKCHIHOCTH
(yposenn C, yMepeHHAsA peKOMEHAANNA). Y TaKHUX
HAIIIEHTOB MOKET OBITH PACCMOTPEH IIEPEXOA
Ha MM® Aaf MupHEME3anAE HEPPOTOKCHIHOCTH
1 TIOAAEP/KAHHA PEMUCCHH (CM. HITAKE).

e EcAu peruAuBEL 3a00ACBAHNA OTMEYAIOTCS IIOCAC
OTMEHBI TEPAIINH HHIHONTOPAMH KAABIIIHEBPHHA,
MBI IIPEAAATAEM TAKHM ITAIHEHTAM BHOBH HA3Ha-
YHTh HHIUOUTOPHI KAABLIMHEBPUHA B KOMOMHALIHI
C 4-X HEACABHBIM KYPCOM BBICOKHX AO3 ITPEAHH30-
AOHA/IPEAHN30HA BHYTPb. B KauecTBe aApTepHA-
THBE MOkeT ObITh pacemoTper MM® (yposens C,
cAabas peKOMEHAAITH).

e B cayduae AOCTHKEHHA YaCTHYHOH PEMHECCHH, MBI
IIPEAAATAEM ITPOAOAKATH IIPHEM HHTHOUTOPOB KAAb-
LIMHEBPUHA B TOH Ke AO3€, KAK MIHIMYM, B TCICHIC
12 mecsnes (ypoenb C, caabas peKOMEHAALLHS).

Jdoka3aTenbcTBa N 060CHOBaHUA

B cBa3u ¢ prckom HeDPOTOKCHIHOCTH 1 HOOOUHBIX 3¢b-
(heKTOB, CBASAHHBIX C AAUTEABHON IMMYHOCYIIPECCHEH
(cM. TabAmITy 4), HHIHOHTOPHI KAABITHHEBPUHA CACAYET
OTMEHHTH uepe3 6 MECAIEB TEPAIINH, ECAM HE AOCTHI-
HYTa, ITO KpaitHell Mepe, yacTuaHas pemuccusd. B caydae
AOCTHZKEHNSA TIOAHONW PEMHUCCHHU MBI IIPEAAATAEM PAC-
CMOTPETH BO3MOKHOCTh OTMEHBI HHIHOUTOPOB KaAb-
nuHespuHa gepes 12-24 mecdna.

MukodeHonata modetun

e Hcam mMMyHOCynpeccHBHAA Tepamus pac-
cmatpusaerca y pedbenka co CPHC n pCK®
<30 ma/mun/1,73 M2, MBI IIpEAAATAEM HCIIOAD-
3oBatb MM®, a He HHIHOUTOPH KAABIIMHEBPIHA
13-32 PHCKA OITOCPEAOBAHHOM NMU HEPPOTOKCHY-
moctu (yposens C, cradast peKOMEHAALIIA).

e V aereit ¢ pemuccueii CPHC, maaynnpoannoi
MHTHONTOPAMH KAABIIMHEBPHHA, MBI IIPEAAATAEM
ncrroabzosarue MM®, ecan y HUX pa3BHUBacTCA
PELMANB, YYBCTBUTECABHEIN K CTEPOHAHOI TEPAIIHHI
(yposerb C, crabast peKOMEHAALLHS).

o [lanmenTtam co CPHC, cocturimmim oAHoi pemuc-
CHH TIPH ACYEHHN MHIMONTOPAMI KAABIIMHEBPHHA
B TedeHHe He MeHee 12 Mecses, MBI IIPEAAATaEM
PaccMOTPETh BO3MOKHOCTD repexoAa Ha MM
B KAYECTBE AABTEPHATHBHOTO HMMMYHOCYIIPECCHB-
HOTO IIpErapara, a He IIPOAOAKATD ACUCHICE HH-
rubnTopamn KaapruHeBpuHa (ypoBenb C, caabas
PEKOMEHAAITHA).

JokasaTtenbcTBa un 060cHOBaHuA

Ecan nmmyHOCYIIpeccHBHASA TEpAINA pacCMaTPHBACTCA
y pebenka co CPHC n pCK® <30 ma/muu/1,73 M2, T0
MM® moskeT OBITh UCITOAB3OBAH, YTOOBI N30EKATH He-
(PpPOTOKCHIHOCTH, ACCOITMUPOBAHHON C HHTHOMTOPAMH
KaAbIHEeBpuHA. LICA He IoKasaA mpenMyIecTBeHHOro
addexra B AOCTHKEHUH PEMUCCHH 10 CPABHEHHIO
¢ MM® B xomOuHarmu ¢ AexcamerasonoM (45% mpo-
B 33%) [52]. Ecan y pebenka co CPHC aocturmyra
PEMECCHH TIOCAE TEPAIINH HHIHOHMTOPAMH KAABITHHEB-
PHHA, HO BIIOCACACTBUH Y HETO PA3BUBACTCH PEIIHAUB,
9yBCTBHTEABHBIN K creponanoii Teparmu (CHHC), To
MM® mozKeT OBITh HCIIOAB3OBAH AAf TIOAACP/KAHISA Pe-
muccun Ha ocHoBanmu AaHHBX PKI, orennBarorux
abdexr MMO npu permause [22, 69, 70]. Ocuopnas
IIPHYNHA IIEPEXOAA HA NMMYHOCYIIPECCHBHBIH IIPO-
TOKOA, CBOOOAHBII OT HHIMOUTOPOB KAABIIMHEBPHHA,
COCTOUT B TOM, 4TOOB M30€KATh AAUTEABHON He-
(PPOTOKCHIHOCTH, OIIOCPEAOBAHHON HHIMOHTOPAMH
kaApnnHeBpuHA. [IpoTokoA mepexoaa ¢ mHrHONTO-
pos kaapnmuespuHa Ha MM® ycnenao npuMeHAAcH
y Aerett co CPHC mocae 1,7 aer Tepamnuu nHraONTO-
paMu KaABIIHHEBPUHA C PETYAAPHBIM MOHHTOPHHIOM
yposus rpenapara B kposu [71]. Oamako B PKI 6140
ITOKA3aHO, YTO Y ITAITHEHTOB, AOCTHITINX PEMUCCHU
na TAK, npu nepexoae na MM® ormedarucs peru-
AUBEI 3a00AeBaHuA [57]. MBI IpeAAaraeM NCIIOAB30BATD
MM® B craprosoit Ao3e 1200 mr/m%/cytku n ocy-
IIIECTBAATD TEPATIEBTHYECCKUE MOHHTOPHHT IIpeIapaTa
y marmenTos co CPHC ¢ nmearro onpeaesenus or-
THMAABHOM IIAOIIAAN ITOA KPHBOH MHKO(EHOAOBOI
KHUCAOTBL >50 MKI x 9/MA, HA OCHOBAHHU PE3YABTATOB
nccaeaoBanus y 6oapabx co CHHC [22].

MNoBTopHas Heppobuoncns

e B cayuae neoonacanmoro camxerns pCK® man na-
pacTaHus IPOTEHHYPUU BO BPEeMs AUHAMITIECKOIO
HAOAFOACHUSA, MBI IIPEAAATAEM PACCMOTPETH BO3MOIK-
HOCTb ITOBTOPHOI HehPOOHOIICHI AAS OLICHKH IIO-
TEHIIMAABHON HE(PPOTOKCUIHOCTH, OITOCPEAOBAH-
HOM MHIHOHTOpaMH KaAbItmHeBpuHA (ypoenb C,
cAabas PEKOMECHAALLHS).

e Mpr mpeaAaraeM paccMOTPETh IIPOBEACHUE OMOTI-
CHU IIOYCK V IAI[HCHTOB, AAUTCABHO ITOAYIABIIINX
TEPAIINIO HHIMOUTOPAaMH KaAbIIHHEBpHHA (DoAce
2 A€T) MAM IIPU BO30OHOBAEHUHU ACYCHHA HHIHOH-
TOPAMU KAABIIHHEBPHHA HA BTOPOM KypCe TePAILHI
(yposenn C, carabast peKOMEHAALIIS).

JokasaTtenbcTBa un 060cHOBaHuA

Heobpacanmoe cumxenne pCK® mam mapacranme
IIPOTEMHYPUH MOKET OBITH BEI3BAHO IPOIPECCHPOBA-
HHEM 3a00AEBAHHA MAM TOKCHYHOCTBIO IPENapaToB,
OCODEHHO y HAIMEHTOB, AAUTEABHOE BPEMA ITOAYYA-
FOIIUX TEPAITHIO MHIHONTOpAaMH KaAbrmHeBpuHa. He-
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dppPOTOKCHIHOCTD, OIOCPEAOBAHHAS HHIHOUTOPAMIU
KAABIIMHEBPHHA, TIOATBEPAKAACTCA TIPH BBIABACHHHI I'HA-
AMHO32 APTEPHOA UM FAAAKOMBIIICYHON BAKYOAU3AIINH,
HIIEMIYECKOIO OBPEKACHUA TAOMEPYA, THIIEPIIAASHI
FOKCTATAOMEPYAAPHOTO aIllIapara, HHTEPCTHIINAABHOTO
(moaocatoro) ¢pudposa 1 TyOYAIPHOI aTpodin Ha CBETO-
BOI MHKPOCKOITHH X MUTOXOHAPHAABHOTO ITOBPEKACHUA
IIpX TPAHCMUCCHOHHOM 9ACKTPOHHOH MHKPOCKOIHH [72].

B3aumopencTBume C rMIoKOKOpTMKOCTEpOnAaMu

* MbI HE pEKOMEHAYEM AAUTEABHOE (>0 MeCAIEB) Ae-
YEHHE IPEAHIM30AOHOM/ IPEAHH30HOM B COUCTAHUH
C MHTHONTOPAMH KAABIIMHEBPUHA U OAOKATOpPAMUI
PAAC (yposens C, ymepeHnas peKOMEHAAITHS).

e MbI mpeAAaraeM ITOCTEIIEHHOE CHEKCHHE AO3BI
[IPEAHU30AOHA/ IIPEAHN30HA IIOCAE HAYAAA TEPa-
IIHH UHTIOUTOPAMH KAABIIMHEBPHHA CACAYIOIINM
obpasom: 40 mr/m? yepes AcHb B TeueHHE 4-X He-
Aeab, 30 Mr/m? depes ACHD B TeUEHHUE 4-X HEACAD,
20 mr/m? uepes AeHb B TedeHne 4-X HeAeAb, 10 mr/m?
dYepes ACHb B TEUCHHE 8-MI HEACAD C TIOCACAYIOITIEH
oTMeHOI (yposerb D, caabast pexoMeHAarms).

Joka3saTtenbcTBa 1 060CHOBaHUA

[TpeAHH30AOH/IIPEAHN3OH HCIIOAB30BAACA B Kade-
CTBE AOIIOAHHTEABHOTO IPEIapaTa B HECKOABKHX
PKM [52, 53, 55, 56]. Ao3a 1 IPOAOAKHTEABHOCTb
TEPAITIH IIPEAHH30AOHOM/ IPEAHH30HOM BapbUpO-
Bara or 0,3 A0 1 Mr/kr/cyrku gyepes AeHb B TeYCHUE
6 mecsnes. B macrosiiiee Bpems OTCYTCTBYIOT AAHHBIE,
ITOATBEPKAAIOIINE IIEAECOODPAZHOCTD AAMTEABHOI
IIEPOPAABHOH CTEPOHAHON TEPAIHH Y HAIUCHTOB
co CPHC, mockoABKy OHa MOMKET IPUBECTH K CTEPO-
HAHOH TOKCUYHOCTH, IIO3TOMY MBI IIPEAAATAEM I1OCTE-
IEHHOE CHUKEHHE AO3BI IIPEAHH30AOHA/ IIPEAHH30HA
10 CXeMe, ITPeAAOKeHHON BhiIe [73, 74]. Aosa mpea-
HHU30AOHA/IIPEAHU30HA MOXKET CHIDKATHCA U B DoAee
OBICTPOM TeMITE, OCOOEHHO Y HMAIHEHTOB C TAFOKOKOP-
THKOCTEPOMAHOMN TOKCHYHOCTBIO. OAHAKO 3TO HE OT-
HOCHTCA K IanueHTaM ¢ noanon pemuccueii CPHC,
HMHAYITHPOBAHHOM I/IHFI/I6I/ITOpaMI/I KaABILIMHEBPUHA, KO-
TOpBIN B AaabHedem Tpancdopmuposascst B CHHC.
OTH HAIUEHTE! MOIYT ACUHTBCA IIPEAHH30AOHOM BHYTPb
B MAABIX AO32X B AABTEPHHUPYIOIIIEM PEKHIME C ITPUEMOM
IIperapara Yepe3 ACHb.

TepaneBTnueckne noaxoabl BTOPO NMHUN

e [larmenram co CPHC, He accormupoBaHHbBIM C reHe-
THYECKUMHI 3200AEBAHIAMYI HAW HACACACTBEHHBIMU
CHHAPOMAMH U HE AOCTHTIIINX XOTH OBl 4aCTHIHOI
PEMUCCHI HA TEPAITHI HHIMOUTOPAME KAABIIMHEB-
PHHA, CACAYET IPEAAOKUTD YIACTUE B KAUHITICCKOM
HMCCAEAOBAHMUH, OLIEHUBAIOIIIEM HOBBIE METOABI IIO-
tenrmaspuon Tepannu CPHC (mexkaaccudunupo-
BAHHO).
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e EcAnm KAMHHYECKOE HCCACAOBAHHE HEAOCTYITHO,
MOZET OBITh PACCMOTPEHO HCIIOAB30BAHHE PUTYK-
cnmaba (yposes C, cAabasd peKOMEHAAIIHA).

e Mpl mpeararaeM Ha3zHaueHHE ABYX MH(Y3HI pu-
Tykcumaba B Ao3e 375 mMr/m? Ha HH(Y3UIO C LEABO
ymenpnrenna koaumdecrsa CD19 kaerox mmke
5 ma MukpoAuTp uAu 1% (06brauo 1-2 nudysun
B TeueHHE 2-x HeAeAb) (yposens C, caabast pexo-
MEHAQLIHSA).

e Purykcumab He CACAYET IPHMEHATD IIPH HAAMYHH
TyOepKyAesa, remaTuTa B mAM moamomasupyca.
B cAydyae KAMHIUECKOTO OAO3PEHMA AU IIPOKI-
BAHIS B 9HACMUYHBIX PETHOHAX ITAITHCHTHI AOAMKHBI
HPONTH CKPHHHHT, BKAIOYAA peHTreHorpaduio
IPYAHOI KACTKH, TYOEPKYAHHOBYIO KOXKHYIO ITPOOY
MY AHAAW3 KPOBH Ha TYOEPKYAE3, CEPOAOTHYECKHI
anaan3 HBs-Ag B cAydae MOBBIIIEHHOTO COAEPIKa-
HiA (PePMEHTOB ITEYCHH U NCCACAOBAHNE CITHHHO-
MO3TOBOI KHAKOCTH B CAYYa€ HEBPOAOTHYECKHX
CHMIITOMOB, CBHAETEABCTBYIOIIUX O 3aPaKEHHHI
IIOAHOMABHPYCOM AO HAYAAA IPUMEHEHUA PUTYK-
cumaba (YpoBeHDb X, CHABHAA PEKOMEHAALIIA).

e V marmeHToB ¢ PE3UCTEHTHOCTBIO K PUTYKCUMAOY
MOZKHO PaCcCMOTPETh HCITOAB30BaHME OhaTyMyMa0a
U 3KCTPAKOPIIOPAABHBIX METOAOB OYNCTKH KPOBH,
TAKHUX KK ITAA3MAOOMEH, HMMYHOAACOPOIINS HAH
adpepes anmorrporenAos (yposerb C, caabas pexo-
MEHAALIHSA).

JlokasaTenbcTBa 1 060CHOBaHUA

HabaroaareAbHBIE HCCACAOBAHHSA ITOKA3AAM, UTO
y ~30% marenTos co CPHC 1 MHOXeCTBEHHOIT Ac-
KaPCTBEHHON YCTOHYUBOCTBIO YAAAOCH AOCTHYD IIOA-
HOHM PEMHCCHHU IIPH HCIIOAB30BAHUHU PHTYKCHMaOa
B KadecTBe «reparuu otdasausmy [75-85]. Oamako Te-
parns purykcumabom He Opiaa Ooace addexruBHA
10 CPAaBHEHHIO C IIPOTOKOAAMU ACYCHHSA, KOTOPHIE
BKAIOYAAU ITAA3MAOOMEH H HMMYHOaAcOpOIuio [85].
B GoAbmIuHCTBE HCCACAOBAHUI AITHEHTHI C MYABTH-
pesucrentasiM CPHC moaygaau purykcumab B A03e
375 mr/m? Ha uudysuio, a 1-2 nudysuu B Tedenne
ABYX HEACAB OOBIYHO OBIAO AOCTATOYHO AASI CHIKC-
uus gucAa kaetok CD19 <5 ma mukpoaurp nan <1%
OT OOIIEro KOAMYECTBA AUMQOIINTOB. Y ITAIHEHTOB,
AOCTUTIITHX YaCTIIHON HAY TIOAHOI PEMHICCHI, CACAYET
KOHTPOAHPOBATH IPOTECHHYPHIO B IEPBOH YTPECHHEH
HIOPITUH MOYH 1 KoAmdecTBO B kaerok B xposu. [1pn
HOSABACHUH HAW BBIPAKCHHOM HAPACTAHUH IIPOTCHHY-
pHH, B IIOCAE BOCCTAHOBACHHA KOANYECTBA B-KAeTOK
B KpoBH (koAmdecTBO KAeToK CD19 >5 ma Muxpoantp
nau 1% or or oOmero koamdecrBa AUMQOLIHUTOB)
MOZKHO HA3HAYATh BTOPOI Kypc purykcumaba. [Iporn-
BOITOKA3AHUSA K IIPUMEHEHUIO PUTYKCUMA0A BKAIOYAFOT
rermatuT B, TyOepkyaes u moanomasupyc. PekomeHAy-
ercsl PO UAAKTUKA KO-TPUMOKCA30AOM H COCTABAC-
Hue rpadrKa BAKIIHAIINN B COOTBETCTBHU C BO3PAC-
tom (cm. Pasaer AntubakrepmasbHas MpoUAAKTIKA
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u BakiuHAIHA). He0OXOAUMO KOHTPOAHPOBATH YPO-
BeHb [gG B KPOBH ITOCAE ACUIEHHA PHTYKCUMAOOM, TaK
kaK y ~30% manuenTtos IgG B kpoBH OCTaeTCA HU3KUM
[806, 87].

B psiae HEOOABIIHX IIEANATPUYCCKIAX NCCACAOBAHMIA,
y IAIHEHTOB C PE3UCTEHTHOCTHIO HAH HEIIEPEHOCHMO-
CTBIO PHTYKCHMa04, a TAK/KE Y IAIINEHTOB Oe3 IIpeA-
BAPUTEABHOIO ACUCHHA PUTYKCHUMAOOM HAOAFOAAAACH
IIOAHASl PEMHECCHSA C ICITOAB30BAHUEM AABTEPHATHBHOTO
IYMaHH3HPOBAHHOTO MOHOKAOHAABHOTO AHTUTEAA, CBA-
sparorero CD20 — odarymymada [88-90]. B aByx mc-
CACAOBAHHAX 0(paTyMyMad HA3HAYAACA B HAYAABHOM
pose 300 mr/1,73 m? (makcumym 300 mr), 3atem exe-
HeaeAbHO B Ao3e 2000 mr/1,73 M2 (maxcumym 2000 mr)
B TeueHue 5 HeaeAb [89, 90], 2 B OAHOM eAMHHYHOM
nabAroaennn — B Ao3e 750 mr/1,73 m2 [88].

B aKcrreprMeHTAABHBIX HCCACAOBAHNAX Y IIAIIIEHTOB
¢ myabtupesucreaTHRM CPHC nmpumensaance paszand-
HBle (PAPMAKOAOTHYECKAE U IKCTPAKOPIOPAABHEIE
METOABI AcdeHUA. YacTHaHAA HAM TTOAHASA PEMHCCHSA
HAOAIOAAAACH B HECKOABKHX CAYYAfX B HEOOABIITHX
CepuAX IAIHEHTOB, IIOAYYABINUX IIAa3Madepes, ImAa3-
Ma0OMEH, IMMYHOAACOPOIINIO, adpepes AUIIOIPOTEN-
A0B [91-93], uuarudurop B7-1 abaranernt [94-96] u ra-
AakTO3y per 05 [97-99]. HacroareabHo pekomenayercs
IPUBACKATH ITAIIMCHTOB K KAMHUYIECKUM HCCACAOBA-
HuAM HOBBIX MeToAOB Teparmu CPHC (cm. rexyrme
uccaepoBanus: https://kidneyhealthgateway.com/
trials-research/).

OTMeHa UMMYHOCYNPEeCCUM Y HEBOCTIPUMMUMNBBIX
nawneHToB

e MbI peKOMEHAYEM IIPOBOAUTD CKPHHIHT HA BCE H3-
BECTHBIE T€HBI IIOAOITUTOIATHI AAS ITPUHATHSA PeITie-
HUA O AAABHEHIIIEH HMMYHOCYIIpeccuu (YpOBeHb X,
CHABHAsA PEKOMEHAALINA).

® MbI peKOMEHAYEM ITPOBOANTH KOHCYABTHPOBAHUE
IAITMEHTOB M UX POAUTEAEH OTHOCHTEABHO BBICO-
KOIO pHCKa Iporpeccupopanud A0 5 craamu XbIT
y AeTell ¢ HACACACTBCHHBIM H/HAHM MYABTHPE3U-
crearaeiM CPHC (yposens X, cuapHAs pekOMeH-
AALLIA).

* M1 pekoMeHAyeM OTMEHY HEd((DEKTHBHON TMMY-
HOCYIIPECCUBHON TEPAIINN C IIPOAOAKEHHEM He-
dpomporexrusHon Tepanun OAokaTopamu PAAC
U APYTOM CHMIITOMATHYECKOH Teparmu (ypoBeHb X,
CHABHAs PEKOMEHAAIINA).

e V manwuenros ¢ HererermaeckuM CPHC mpr mpea-
AQraeM H3y9IHTh AOCTYIIHBIEC BAPHAHTH HOBBIX Me-
TOAOB AEUEHHSA, KOTOPBIE OIICHUBAOTCHA B KAHHU-
YECKUX HCCACAOBAHUAX (YPOBEHD X, CHABHAS PEKO-
MEHAAIIHSA).

e [larmuenram ¢ macaeactBerasim CPHC, acocturimmmm
Yacmu4Hol AW 7101101 PEMUACCUN HA ©UMMYHOCYIIPEC-
CHBHOH TEPAITIH, MBI IIPEAAATAEM:

[TepecMOTp BBIABACHHOIO(-BIX) IF€HETUIECKOTIO(-1X)
BAPUAHTA(-OB) AASl TIOATBEPKACHHA HX ACHCTBHTEAD-

HOH HATOICHHOCTH HAH BEPOATHOI IIATOICHHOCTH
(ypoBeHDB A, CHABHAA PEKOMEHAAIIHS).

Perrenve 0 IPOAOAYKEHUH AN OTMEHE HMMYHOCY-
IIPECCHN AOAKHO IIPHHUMATBCS ITOCAE KOHCYABTA-
LI C POAUTEAAME OTHOCHTEABHO IIPEAITOAATAEMBIX
IIPEUMYINECTB PEMUCCHH (ODACIYCHIE CHUMIITOMOB;
IIOTEHIIMAABHO OOA€E HU3KHI PHCK ITPOIPECCHpPO-
BaHUA OOAC3HH) II0 CPABHCHUIO C BO3MOKHBIME PU-
CKaMU (TOKCHYHOCTD, CBA3AHHAA C TepaImei; nHdeK-
ILIUH) ¥ CTOUMOCTBIO Teparuu (ypoBeHb A, CHAbHAA
PEKOMEHAALIHS).

JokasaTenbcTBa 1 060CHOBaHUA

OcyrcrBue OTBETa HA NMMYHOCYIIPECCUBHYIO TEpa-
IIHIO ACCOLUUPOBAHO C OBICTPHIM IIPOIPECCUPOBAHIEM
CPHC ao XBIT 5 craanu [11, 100, 101]. V manuenTos
¢ regernyeckum CPHC ormewasace Hu3kas 9acToTa
OAHOH (2,7-3%) man gacteranoi (10,8-16%) pemuccun
B OTBET Ha IIPOBOAMMYIO HMMYHOCYIIPECCHBHYO Tepa-
muro [11,100-102]. V aerett ¢ reHeTHYECKI-ACCOLHUPO-
panubiM CPHC 1o cpaBHEeHHIO € ACTHMU € HAHOIIATH-
gecknm CPHC warne mabAropaercs nporpeccupopanue
A0 5 crapun XBIT (71-74% nporus 4-29%), u ormeda-
ercs DOAee KOPOTKAsA CPEAHSA IIOUETHAA BEKIBACMOCT
(45-48 mecaues mporus 58-205 mecanes) [11, 100-102].
MBI mpeaAaraeM OTMEHAT IMMYHOCYIIPECCUBHYIO Tepa-
ITHUFO y HeBOCHpI/II/IMqI/IBbIX ITAITMEHTOB C MOHOI'€HHBIM
CPHC. V maruenros co CPHC, 06ycaoBAeHHBIM reHe-
TrgeckuMu Aedextamu ¢ aedurmrom kodepmerra Q10
MOKHO PACCMOTPETh BO3MOKHOCTD IIPHMECHEHIUS Tepa-
muu kosusumoM Q10 sayrpe [103-105]. [Ipn muskon
BEPOATHOCTH OTBETA HA SKCIIEPUMEHTAABHYIO TEPAITHIO
y manuenTtos ¢ MyabtapesucrenTHeM CPHC meobxo-
AHMO KOHCYABTHPOBAHIE ITAIINEHTOB U UX POAUTEACH
¢ na(OPMUIPOBAHIEM O HU3KOH BepoATHOCTH 3 dexra
1 BO3MOKHOH TOKCHYHOCTH IIPOBOAMMOM MMMYHOCY-

npeccusHOM Teparmn [89, 91, 106-108].

nOI'IOJ'IHIIITeﬂbeIe Mepbl AanAa ob6neryeHns
CIMNTOMOB N KOHTPOJIA OTEKOB

Conb

e Mer mpeasaraem u30eraTh YpesMEpPHOro moTpedAe-
nuda coan y Aeteit co CPHC (aormoannTeabHas Ta-
6arma S11) (yposenn C, caabas pekoMeHAAITHSA).

e Ameroaor (Ipu HAAMYIHN) AOAKEH AQBATh ITAITHEH-
TAM B HX CEMBAM PEKOMEHAAIIHH 110 ITOAXOAAIIM
HH3KOCOAEBEIM IIPOAYKTAM M IIPOAYKTAM C BBICOKHM
COAEPKAHUEM COAM, KOTOPBIX CAEAYET H30erarh
(yposers D, caabas pexomeHAarms).

Munakoctb
e Mbl HEe PEKOMEHAYEM OIPAHHYECHHUE KHAKOCTH

y nanuenTos co CPHC (yposens C, caabas pexo-
MEHAALIHSA).
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e Mbr mpeararaeM cOAAAHCHPOBAHHBINA IIPUEM HKUA-
KOCTH C yY4€TOM AMYPE3a, BOACMHYECKOTO CTATyCa
n yposHA HaTpus B kKposu (yposes C, caabas pe-
KOMCHAQLIHSA).

Ounypetukn

e Mgl mpeararaeM pacCMOTPETHh BO3MOKHOCTD Aede-
HUSA IETACBBIMU AUYpETHKAMU (Haupumep, Qypo-
CEMMAOM) IAINEHTOB C T€HEPAAHM3OBAHHBIMU OT-
ekaMu. VY ITAITHEHTOB ¢ pedPAKTEPHEIMU OTEKAMHI
TAK/KE MOZKET OBITH PACCMOTPEHA BO3MOKHOCTD
AODABAEHHA METOAA30HA, THASHAOB AN KAAMIH-
cOeperaroIux AUypeTukoB (yposens C, yMepeHHAsA
PEKOMEHAAITHS).

e He caeayer HazHAYATD AMYPETHKH HAITHEHTAM
C IPU3HAKAMHI BHYTPHUCOCYAUCTON TMIIOBOAEMHH,
B TOM YHCAE C AAUTEABHBIM BPEMEHEM 3aII0AHEHUA
KaITHAASIPOB, TAXUKAPAUEH, THIIOTECH3UEH 1 OAHTY-
pHEH B CBA3H C PUCKOM BO3HHKHOBEHHA TPOMOO3a
u OIIIT (yposens X, cuAbHAS PEKOMEHAAITHS).

NHby3nn anbbymnHa

e MeI mpeaAaraeM A€UeHHE aIIEeHTOB ¢ pedppakTep-
HBIMU OTEKAMU (IIEPUKAPAUAABHBII / TIACBPAABHBII
BBIIIOT, AHACAPKA, OTCKU TCHUTAANI) 1/ A CHMIITO-
MaTHYIECKOH I'MIIOBOAEMHEH HAN IIPEPEHAABHOI T10-
YEYHON HEAOCTATOYHOCTBIO (OAHIYPHS BCACACTBHUE
THIIOBOAGMHM) C IPUMEHEHNEM NHQY3UH aAbOY-
muH2 (ypoBerb C, yMEpEHHAS PEKOMECHAALLIS).

e Mur npeasaraem npunmeraTs 20-25% pacTBop aAb-
Oymuna B crapToBOil A03e m3 pacuera 0,5-1 r/kr
BHYTPUBCHHO B TedeHHe 4-8 9acoB ¢ A0DaBACHHEM
dypocemuaa (1-2 Mr/Kr BHYTPHUBEHHO) B CEPEAMHE
u/uan B xouue uadysuu (yposenn C, caabas pe-
KOMCHAQLTHSA).

e AeraM, moAydaromuM HHDY3UN aAbOYMHHA,
HEOOXOAUMO IIPOBOAUTD U3MEPEHHUE APTEPHAABHOLO
AABACHUS H 9aCTOTBI CEPACIHBIX COKPAIICHUI KakK-
Avre 30 munyT. [ Tpu HoABAGHNH Y IAIINEHTOB CHUMII-
TOMOB, YKa3BIBAIOII[HC HA IIOBBIIIICHIE BHYTPHCOCY-
AHCTOTO 00'beMa, HEOOXOAUMO 3AMEAAUTE CKOPOCTD
HIAU IPEKPATHTh HH(Y3UIO aABOyMUHA (YPOBEHD X,
CHABHAA PEKOMEHAAIIHA).

benok

e HeaoCTaTOYHO AOKA3aTEABCTB AAS TOTO, YTOOBI
PEKOMEHAOBATH ITOBBIIIIEHHOE IIOTPEOACHHE OEAKA
y manuentos co CPHC (mexaaccudurmpoBanHsri
YPOBEHB).

p‘OKaBaTeﬂbCTBa n o6ocHoBaHMA

Borpaxennsre orekn npu HC moryT couerarses ¢ ru-

nosoAemueii (“underfilled patient”), anbo ¢ rumep-
BoAemmueii (“overfilled patient”) [109]. ITostomy Bce
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TEPAIIEBTHYCCKIE MEPOIIPUATUA AOAKHBI OBITD ITPOBE-
ACHBI C YIE€TOM CTEIEHH BEIPAKEHHOCTH OTEKOB H BO-
AEMHYECKOro cTaTyca. KAMHIYIECKHMI 1TOKA3aTeAAMHE
BHYTPHCOCYAUCTON THIIOBOACMHH ABAAIOTCH CYKEHIE
nepudepuaeckux COCYAOB (AAUTEABHOE BPEMS 3AITOA-
HEHHA KAITHAAAPOB), TAXUKAPAHA, THIIOTECH3UA, OAHIY-
puf, B yCAOBHAX CHIUKEHUSA SKCKPEIINH HATPUA C MOYOI
(bpaxnmonnas sxckpera Hatpus (FeNa) <0,2%). B or-
AM¥HE OT 3TOro, aprepHasbHas runeprensus n FeNa
>0,2% ykaspsaror Ha runepsosemuro [110-112].

Conb

CoraacHO THITOBOAGMHYECKON U I'HIIEPBOAEMHYECKON
rurrore3amM POpPMUPOBAHNE OTEKOB ITPH MAUOIIATHYE-
ckom HC ¢BSI3aHO ¢ 3aACpPIKKOIN COAU ¥/ UAM YMEHbILIC-
uuem ee sxckpermn [109]. [Tosromy aeram ¢ HC 6e1a0
IIPEAAOKEHO CTPOTOE OIPaHHYEHHUE ITOTPEOAECHNA
marpus <2 MmOks/kr/cyrkn (<35 mr/kr/cyrkn) [110,
113, 114]. OaHako Takoe CTpOroe OrpaHUIEHIE HATPHUA
TPYAHOBBIITOAHUMO Y ACTEH ¥ HE ABAAETCA HEOOXOAH-
MBIM MHOTHM ITanueHTam. IToaromy Mer pekomenAyem
H30ETaTh IPE3MEPHOIO IOTPEOACHISA COAU B 3aBICHMO-
CTH OT CTEIICHU BEIPAKCHHOCTH OTEKOB (AOIIOAHUTEAD-
mad Tabaniia S11). Aast aToro, Kak mpaBuAo, Tpedyercsa
PEKOMEHAAITIA AHETOAOTA.

KupkocTtb

OB1ee orpaHuyeHne IPHEMa KUAKOCTH A0 2/3 oT He-
00X0AIMOro 0ObeMa OBIAO IpeAAOkeHO Y Aetert ¢ HC
[7, 114]. OaHAKO Y HAITHEHTOB C BHYTPHCOCYAUCTOM I'U-
nosoaemueii (“underfilled patient”), necmorps Ha Ha-
AMYHE OTEKOB, BO3HHKACT PHCK IIOABACHIA CHMITTOMOB
rurropoAemun. [10aToMy MBI HEe peKOMEHAYEM OrpaHH-
genne xuAkoctH y narerTos co CPHC. Bmecro atoro
MBI IIPEAAATAEM COAAAHCHPOBAHHBIH IIPHUEM KHAKOCTI
C y9eToM 0OBbEMa BEIACACHHON MOYHN U yPOBHA HATPHUSA
B KPOBH (HH3KOE COACP/KAHIE HATPHA B KPOBH ITPEAIIO-
AAraeT IeperpysKy KuAkocTpio). [lanmentam caeayer
U30EraTh COACHOM ITHIIIN, TAK KAK OHA YCHAHBACT KAKAY
(romoanuTeABHAS TaOAMITA S11).

AnypeTnkun

Aedenune BEIpaKCHHBIX OTEKOB y Actell ¢ HC oannmu
AHIIb AUYPETHKAME O€301acHO U 3(p(PEeKTHBHO IIPH Ha-
amuanu rurrepposemun (“overfilled patient”) [113], B To
BpeMs Kak y manueHToB ¢ runosoAemueit (“underfilled
patient”) arpeccuBHasA Teparms AUYPETHKAMI CBA3AHA
C PHUCKOM YCYIYOACHUSA BHYTPHCOCYAUCTOH THIIOBOAC-
mumn, passurust OIIT u rpombosa [115]. ITostomy mbr
IIPEAAATAEM PACCMATPUBATD ACUCHHE AHYPETUKAMH
(IIPEAIOYTHTEABHO “IETACBEIME ) ¥ IIALIHCHTOB C BBIPA-
KEHHBIMH OTEKAMH TOABKO IIOCAC HCKAFOYCHHSA BHYTPU-
COCYAHCTOIH IMITIOBOACMIM, OCHOBBIBAACH HA BBIIIICYKA-
3aHHBIX KAMHIYECKUX cocTOAHUAX. KoMOuHnpoBanHas
TepaInA METAAA30HOM, THA3UAAMUI HAU KaAniicOepera-
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FOIIIMI AHYPETHKAMI, B TOM 9HUCAC OAOKATOPOM 9IIH-
TEANAABHBIX HATPUEBBIX KAHAAOB — AMHAOPHAOM U aH-
TATOHMCTOM AABAOCTEPOHA — CIIMPOHOAAKTOHOM, MOZKET
YCHANTD AUYPETHIeCKii 9(PEKT 110 CPABHEHUIO TOABKO
C ITETAEBBIMU AUYPETHKAMI U AOAKHA PACCMATPHBATHCS
y manueHTos ¢ pedpakrepusiMu otekamu [116]. [lanu-
EHTHI HY/KAAFOTCA B TINATEABHOM MOHUTOPHUHIE BO H3-
OexKaHme TAKEAON THIIOKAAMEMII HAN THITEPKAAUEMUH,
runropoAemun 1 askarosa [117-120]. ITockoabky dy-
POCEMHUA UMEET KOPOTKYIO IIPOAOAKHTEABHOCTD ACH-
crBud (ty /5 6 9) 1 OOABIIYIO BAPHAOEABHOCTH OHOAO-
crymrOCTH 1TpH riepopasbHOM npumvererrn (10-100%),
€ro CAEAYET HA3HAYATh HE MEHEE ABYX Pa3 B CYTKH
B BHAC IIEPOPAABHOTO IIPUEMA UAH BHYTPUBEHHO,
ecAn MoueroHusii apdext Heaocratoden [121, 122].

NHdysum anbbymuHa

WNudysun aabOyMIHA B COYECTAHUN C IETACBBIMI AU-
YPETHKAMU YBEAMYHBAIOT AUYPE3 33 CUET IOBBIIICHIA
OHKOTHYECKOIO AABACHHSA U YAYYIICHUS IIOYCIHOI re-
MOAMHAMUKH Y IIAIIIEHTOB C BEIPAKEHHBIMU pedppaKTep-
HBIMH OTekamu u rurrooAemueii (“underfilled patient”)
[123-125]. OAHaKO AamHAA KOMOMHAIus paboraer
KpaTkoBpeMeHHO [120] m cBA3aHA ¢ PUCKOM Pa3BUTHA
aAAepruyeckux peaxknnii [127], ApIxaTeABHOI HEAOCTA-
TOYHOCTH H 3aCTOMHOH CEPACIHOI HEAOCTATOUHOCTH,
OCOOEHHO IIPH CAHIIKOM OBICTPOM BBEACHHUH ITPH Ha-
anmgnn rurepsoaemun (“overfilled patient”), a Taxixe
y marmeHToB ¢ oAurypueii [126]. ITostomy obszareapma
TINATEABHAS OLICHKA COCTOSHHS BOACMHYECKOIO CTATYCA
1 oObema BeiAeAcHHON Moun y marmenTa [110]. Peko-
MeHAyeTca BHyTpuBeHHOE BBeaeHme 20-25% pactsopa
aAbOYMHIHA B AO3€ AO 1 I/KI' B TedeHue He MeHee 4 9acoB
AAfL YMEHBIIIEHUSA pHCKa ocAokHeHHH [128]. Mbr ipea-
AAraeM OIPAHIYHTH IPUMCeHEHNE HH(PY3UH aABOYMUHA
TOABKO HOIYAAIHEH ITAIIMEHTOB C ICHEPAAN30BAHHBIMI
OTEKAMU (nepHKapAHaAbelﬁ/ ITAECBPAABHEII BEIIIOT,
aHacapka, OTEKU '€HUTAANI), CHMIITOMAME THIIOBOAE-
muu nAn ¢ npeperasbubivm OIIT. Aobasaenue dypoce-
MHUAQ B CEPEAMHE /AU B KOHIIEC NH(Y3UU YCUAUBACT
MOYETrOHHBIH 3 EKT.

MoTpe6neHune 6enka

['urmoaApOyMuHEMIA ACCOIUUPYETCA C PAAOM OCAOK-
uenmit CPHC, Brkarowas Tpom6o3er i puck OITIT [115],
OAHAKO B HACTOSIIIIEE BPEMA OTCYTCTBYIOT AOKA3ATEAb-
CTBA, CBUACTEABCTBYIOIIINE O TOM, YTO IIOBBIIIIEHHOE 110~
TpebAeHHE OEAKA C ITUITIEH CIIOCOOCTBYET YBEAMUCHUIO
aABOYMEHA KPOBU MAH VAYYIIACT HCXOA 3a00ACBAHIA

[129].
PekomeHpauuu no o6pasy Xun3HM
® MEI PEKOMEHAYEM ITOAAEP/KHBATD (DU3HYECKYIO aK-

THBHOCTb 1 3A0poBoe mmTanme y Aereir co CPHC,
a TAKKe AAANTHPOBATH BO3MOKHOCTH ITAIIHEHTA

K craann XBIT. Mer pekoMeHAyeM IAITHEHTAM HE Ky-
puth (yposeHb C, yMepeHHAS PEKOMEHAAITHA).

JokasaTtenbcTBa n 060cHOBaHUA

[anuenter co CPHC uMeroT MOBEIIIEHHEIT PUCK cep-
ACTIHO-COCYAUCTHIX 3a00AeBanui [130] u cHmxeHusA
MHHEpaAbHOH maoTHOCTH Kocter [131,132]. TToaromy
peKOMEHAyeTCs peryAfpHas pusngeckas aKTHBHOCTb,
OTKa3 OT KYPEHHA, B T.9. SACKTPOHHBIX CHUIAPET, U YIIO-
TpeOACHISA IICUXOAKTUBHBIX BEIIECTB, 4 TAKKE 3A0POBOE
muTaHue (Kak 1y BCETO HaceAeHHs). AHETOAOr OCyIIecT-
BAfIET PEKOMEHAAITMH 110 IHUTAHUIO, HAIIPABACHHbIE
Ha ODecIIeueHne aACKBATHOIO IIOTPEOACHUA SHEPIUN
U FCKAIOYEHHA ITPOAYKTOB C BBICOKHM COACPKAHHIEM
coan (cm. Beime) nau ocopa ¢ KoppekImeii Ha BO3-
pacT 1 poct pebeHKa IPH 3aACP/KKE POCTA, A TAKKE B 3a-
sucumMocTn oT craarm XBIT [133, 134]. TIpeaouTtnrean-
HBIM ABAACTCA IIPUEM ITHIIIN AOMAIITHETO IIPUTOTOBACHHSA
CO CBE/KUMI HHIPEAUCHTAMHI BMECTO KOHCEPBHPOBAHHEIX,
3AMOPOIKEHHBIX UAU (PACOBAHHBIX OAIOA (AOIIOAHUTEA-
Has tabamma S11), Tak Kak B IIOCACAHHIX COAEP/KHTCA
ropasA0 OOABIIE COAM U HeopraHmaeckoro docdopa,
kotopsiit A0 100% BcaceBaercs B kumedunuke [134].

MOHUNTOPUHT 1 neyeHne ocnokHeHumn HC
1 No604HbIX 3¢ PeKTOB MeANKaMeHTO3HOI Tepanmun

MOHUTOPUHT OCNOXHEHNI

* MbI peKOMEHAYEM ITPOBOAUTH MOHUTOPHHT Ha IIPEA-
MeT BoiABAeHUA ocAoxkueHnit HC 1 mobounerx ad-
(peKTOB MEAMKAMEHTO3HOTO A€UEHHSA (CM. TAOAHITY 4)
(ypoBers B, ymepeHHAS PEKOMEHAALLHS).

[okasaTenbcTBa u 060CHOBaHUA

OcAoKHEHNS, CBA3AHHBIC C 3200ACBAHNIEM, BKAIOYAIOT
MHMEKITHN, THITOTAMMArAOOYAMHEMHUIO, THITEP AUIIH-
AEMHIO, APTEPUAABHYIO I'MIIEPTEH3HIO, ITUIOTHPEO3,
BEHO3HYIO TPOMO0IMOOANIO, AechurtuT Buramuaa D,
3AACPIKKY POCTA, OKUPEHHE, HEAOCTATOUYHOCTD IINTAHIH,
OIIIT u XBII. [Norenmmaspnse modounse 5 deKTsr
ACKAPCTBEHHBIX CPEACTB YKa3aHbI B TabAHIIE 4, a Iapa-
METPBI HEPBUYHBIX HCXOAOB AAfl HICIIOAB3OBAHUSA B PErH-
CTpax/NCCACAOBAHUAX IIPUBEACHDI B AOIIOAHHTEABHOM
TadAmme S9.

Meponpuatusa - npodpunakTnka n ieyeHne

lMnorammarno6ynuHemus - 3amelleHe
MMMYHOr106yIMHOM

e MbI mpeararaeM pacCMOTPETb BO3MOMKHOCTD 3aMe-
CTUTEABHOU BHYTPHBECHHOM TEPAIINN HMMYHOTAO-
OyAMHOM B cAy9asx Huskoro yposus IgG B kposu
U PEHUAMBUPYIONIHUX U/ UAH TAKEABIX HH(EKINIT
(yposens D, crabas pexomeHAAITHA).
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Ta6bnuua 4 | Table 4

OCNoXHeHNA 1 No6oYHble Bd)d)eKTbl neKapCTBeHHOﬁ Tepanuun, nognexatliue oueHke npu HaGHIO,quI/WI 3a nayneHTamm

Common medication-related complications and side effects to be assessed for patient monitoring

Tun npenaparta

JlekapcTBEHHO-MHAYLMPOBaHHbIE N060YHbIe 3 deKTb

MpodunakTuka

Bce ummyHocynpeccnsHble Peungusupyiowme nudbexkunmn

npenapartbl

[niokoKopTMKOCTEPOUNbI Cunpapom KyuwvHra

ApTepuanbHas runepreHsus

HapylueHvie TonepaHTHOCTU K rioKo3e

3apepKa pocTa

(6aKTepuanbHble, BUPYCHbIE, FPUOKOBbIE)

AfekBaTHOe f031poBaHme
MMMYHOCYNPEeCCUBHbIX NpenapaTos
BakuuHauwms (ecnv BO3MOXKHO)

MpriMeHeHMe MIOKOKOPTUKOCTEPOVAOB

B TeUEHME OrPaHNYEHHOrO Neproaa BPeEMEHN
MprimeHeHne cTepona-cbeperatoLmx
npenapaTos

CHMXeHne MUHepasibHON NIOTHOCTY KOCTel

KatapakTa, rnaykoma
HapylueHuns nosegeHua
ApTepuranbHas runepTeHsna
HedpoTtokcnuHoctb
HepoToKkcnyHocTb (Tpemop)

NHrnéutopsl
KanbLMHEBPUHA

Cypoporu B Horax
[MnomarHnemus

AfeKkBaTHOe 031pOBaHue
MMMYHOCYMNPECCMBHDBIX MPenapaTos ¢ Nof6opom
TepaneBTUUYECKOro YPOBHS B KPOBY

CHUXeHMe 103 NeKapCTBeHHbIX CPeACTB Npu
BO3HVKHOBEHMN NOOOYHbIX 3bPeKTOB

B3avmopencTee ¢ Apyrumm npenapatamu

Takponumyc
Lnabet

LinknocnopuH A TnnepTtpuxos

lMnepnnasua gecex

lemaTonornyeckue:

- JlemkoneHuns/ HeTponeHua

- MNaHyuTONEeHns

MMO

»Keny[ouHo-KuLeUHble NPOABNEHNA

(TOWHOTAa, PBOTA, 60NN B KUBOTE, ANapesn)

CHuXeHue Beca

[lepmaTonoruyeckume:

- bopopaskun

- HoBoob6pa3oBaHuaA Koxu

Hesponoruueckue:

- lonoBHble 6051

- MapecTte3us

- Cypoporu B Horax
Putykcumab

MMnorammarnobynvHemms

JlerikoneHuna/HenTponeHna

MaHunToneHusA

OcTpble MHDY3MOHHbIE peakLmn
- AHTMOHEBPOTUYECKUIN OTEK

- BpoHxocna3m

- KpanueHuua

HapyLueHve TonepaHTHOCTY K roKo3e

-lenatntBwm d)y]'leI/IHaHTHbIe renatnTbl

AnekBaTHoe [j031poBaHyie C Nog6opoM
TepaneBTNYECKOro YPOBHA B KPOBU

[ononHuTenbHana 3awmuTa oT conHua/
YO-uznyuyeHna

BakumHauma npotms renatuta B
- MpodurnakTrka KO-TPUMOKCa3010M
NHEBMOLICTHON MHEBMOHMUMN

Mpemeankaumna

MporpeccnBHas MynbTUdOKanbHas neikosHuedanonatus,

MHAyUMpPOBaHHaA NOJINOMaBNPYyCOM

JdokasaTtenbcTBa n 060cHOBaHuA

ApIyMEHTAMHE IIPOTHB PYTHHHON 3aMECTHTEABHOM TePa-
U IMMYHOTAODYAMHAMH Y IIAIINEHTOB C HU3KHIM YPOB-
nem IgG B kpoBu ABAAIOTCA: 2) OBICTPOE BEIBeACHNE [gG
¢ MoYoIi mocae ua@y3un, 0) Huskue TuTpsl IgG mporus
GaxTepHii, rAABHBIM OOPA30M, OTBETCTBEHHBIX 34 CEIITH-
YCCKHE SITH30ABI (CTAPUAOKOKKH, CTPEIITOKOKKI, IPAMO-
TPHUIIATEABHBIE OAKTEPHH) B KOMMEPUYECKHX IIPEIapaTax
HIMMyHOTAOOYARHOB [135] 1 B) BeIcOKast croIMOCTB. MeI
IIPEAAATAEM HCIIOAB30BATH 3AMECTUTECABHYIO TEPAIIIIO
HMMYHOTAOOYAHHAME § maruerTos co CPHC Takmm
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ke 0OPa3oM, KaK U BO BCEX APYTHX CAYYAAX BTOPUIHON
THITOTaMMATAOOYAMHEMIH Y HAIIHEHTOB C PELIUAUBUPY-
FOIIUMH 1/ uAR TsKeAbME HHbekmsvu [136].

AHTN6MOTMKONpPOdUNaKTUKa

e Mgl HE PEKOMEHAYEM ITPOBOAUTD PETYAAPHYIO aH-
tuoHoTHKOIpOodmAaKTHKY Y Aeteit co CPHC (ypo-
BeHb C, cAabas PeKOMEHAALTHA).

e Mg rpeAAaraeM OCyINECTBAATH AHTHONOTHKOIIPO-
(PHAAKTHKY KO-TPHMOKCA30AOM Y IAIIHEHTOB, ITO-
AYYAFOINUX PHTYKCHMAO B TedeHue 3-6 mecAreB
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B 3aBHCHMOCTH OT BOCCTAHOBACHHA B-KkAeTOK 1 cO-
IYTCTBYIOIIEH IMMYHOCYIIPECCHBHOM Teparnmu (Ypo-
Benb C, cAradast peKOMEHAALILS).

JokasaTtenbcTsa n 060cHOBaHUA

Hecmotps Ha 1O, uT0 60% AETAABHBEIX HCXOAOB, 4CCO-
nuuposannerx ¢ HC, BersBamsr nadekiueti [137], B Ha-
cToslITee BpeMA OTCYTCTBYIOT AOKA3ATEABCTBA, KOTOPHIE
OBl ITO3BOAMAH PEKOMEHAOBATH AHTHOHOTUKOIIPO(H-
Aaxtuky y Aereir co CPHC [138-142]. 30-50% madex-
LU OBIAM OOYCAOBACHBI ITHEBMOKOKKOM, OCTAABHBIC —
IPAMOTPHUIIATCABHEIMU OAKTEPUAME, TAABHBIM O0Pa3OM,
E. Coli [2, 114, 137, 143-146]. CoraacHO IIpOBEACHHBIM
pacderam, AAS TPOPUAAKTHKE ITHEBMOKOKKOBOTO II€-
PHTOHHTA § OAHOIO IIALIUEHTA IIOTPEOYETCH ACUCHIE
110 aereit B Teuenue 1 roaa [147]. VaureBas BbIcO-
KYIO ACTAABHOCTD OT ITHEBMOLIICTHOMN ITHEBMOHIM, MBI
IIPEAAATAEM HA3HAYATH KO-TPUMOKCA30A ITAI[HECHTAM,
IIOAYYAIOIIHM TEPAIINIO PUTYKCHMAOOM Ha IIEPHOA
o1 3 A0 0 MECAIIEB B 3aBUCHMOCTH OT BOCCTAHOBACHUA
B-KAETOK M MCIIOAB30BAHHS AOITOAHHTEABHBIX HMMY-
HOCYIIpecCUBHEIX cpeActs [75]. [Ipodnaakruaeckyro
AO3y KO-TPHMOKCA30A2 BHYTPb PEKOMEHAYETCA Ha-
3HauaTh 13 pacdera 5-10 mr TpumMeronpuma/Kr/ cyTku
uan 150 Mr rpumeronpuma/mM?/CyTKE y MAQACHIICB
(e MeHee 4-X HEACABHOTO BO3PACTa) U ACTEH B BHAE
OAHOKPATHOW CYTOYHOM AO3BI MAHM ABYX Pa3ACACH-
HBEIX AO3 KakAple 12 gacoB 3 pasa B HeAeAO (B IIO-
CAGAOBATEABHBIC HAU AABTEPHATUBHBIE AHH) C MaK-
CHUMaABHOH A0300 TpuMeronpuma 320 mr/cyrku
[148]. AosupoBka AASL IIEPOPAABHOIO IIPUEMA Y ITOA-
poctkos cocrasageT or 80 Ao 160 mMr TpumeTonprma
B cyrku mAu 160 Mr TpuMeTonpuMa 3 pasa B HEACAIO
[149]. TIpu pCK® <30 ma/mun/1,73 m? tpebyercs
CHIZKEHHE AO3BI KO-TpuMOKcazoAa Ha 50%, a mpu
pCK® <15 ma/mun/1,73 M2 HEOOXOAMMA OTMEHA KO-
TPUMOKCa30Aa. B 3THX cAy9afX aAbTepHATUBHBIM BapH-
AHTOM MOZKET OBITb IIPO(PUAAKTUIECKOE IIPUMCHEHIE
a3PO30ABHOIO IIEHTAMHAHMHA, HO B HACTOSAIIEE BPEMA
OTCYTCTBYIOT AOCTATOYHBIC AOKA32ATEABCTBA €I0 3 eK-
THBHOCTH.

BakunHauua

e Mbl PEKOMEHAYEM OLICHUTH CTATYC BAKIIMHALIHH
pebeHka B HavaAe 3a00AEBAHNA U BBIIIOAHATD BCE
IIPUBUBKU 0€3 3aAEP/KKH, OCOOCHHO B OTHOIIECHIN
HHKAIICYAUPOBAHHBIX OaKTEPHil (ITHEBMOKOKKA, Me-
HUHTOKOKKA, TeMO(UABHOH ITAAOYKI) H, ITO BO3-
MOKHOCTH, BHPYCa BETPAHON OCIBI (YPOBEHD A,
CHABHAA PEKOMCHAALIHSA).

oMbl mpeaaraeM e;KErOAHO BBOAUTH HHAKTHBHPOBAH-
HYIO BAKI[HMHY IIPOTHB IpHIIa (YypOBeHb A, CHABHASA
PEKOMEHAAITHS).

* MEI peKOMEHAYEM CODAFOAATD HAITHOHAABHBIE PEKO-
MEHAAITIN TI0 BAKIIMHAIIIHA AA BBEACHHUS HEAKTHUB-
HBIX U KUBBIX ATTEHYNPOBAHHBIX BAKIINH ITAITHCHTAM

C OCAAOACHHBIM UIMMYHHTETOM (YPOBEHB A, CHABHAA
PEKOMEHAAITHS).

e JKuBEIC BAKIIMHEL HE CACAYET BBOAUTH IIAIIUCHTAM
co CPHC, HaxoAdIIIIMCA HA €KEAHEBHON HMMY-
HOCYIIPECCHBHOI TEPAInu, BKAFOYAd HHIHOHTOPHI
kaApITHEBpHHA, MM® 1 IIpe AHI30A0H / ITPEAHU30H
(yposenb X, CHABHAA PEKOMEHAAITIA).

MpodunakTuKa 3apakeHNA BETPAHOI ocrnom

® MbI peKOMEHAYEM ACUUTH BOCIIPUUMIHBBIX K BETPS-
HOU OCIIE IAITUEHTOB (T.€. TeX, KOTOPbIE He BAKIIMHI-
POBAHBI HAN HEAACKBATHO BAKIIMHUPOBAHEL IIPOTUB
BETPAHOH OCIIBI) CHEIH(UIECKUIM HUMMYHOIAODY-
AMHOM IIPOTHUB BUPYCA BETPAHON OCIIBI (YPOBEHD A,
CHABHAA PEKOMEHAAITHSA).

e [lpu orcyrcrBun crerudrIeckoro IMMyHOIAOOY-
AVIHA IIPOTHB BUPYCA BETPSHOM OCITBL MBI IIPEAAATACM
ACUEHHE AITHIKAOBHPOM AASl IIEPOPAABHOIO ILIPHU-
merernst (10 mr/kr 4 pasa B cyrku kypcom 7 AHER)
B tedenne 7-10 Amedt mocae xouTakra (yposens C,
yMEpEeHHAsA PEKOMEHAALINA).

® MsI peKOMEHAYEM BBOAUTD BAKIIMHY IIPOTHB Be-
TPAHOH OCIIBI HEe-UMMYHHU3HPOBAHBIM IIAIIHEHTAM
B CTAAHH PEMHUCCHH M HE TOAYYAFOIINM UMMYHO-
CyLIpecCUBHOH Tepanuu (ypOBeHb A, CHABHAA pe-
KOMCHAQLIHSA).

JokasaTtenbcTBa n 060cHOBaHuA

I/IHcpI/IL[I/IPOBaHHe BETPAHOH OCITON MOKET OBITb OIac-
HeM AAf xkusHE Aeteil co CPHC. Vipasaernue 1o ca-
HHTAPHOMY HAA30PY 33 KAYECTBOM ITHIIIEBBIX IIPOAYKTOB
u meankamenToB CIITA oA0OpHAO puMeneHne BHYTPH-
BEHHOTIO BBEACHHA HMMYHOTAOOYANHA IIPOTHB BHPYCA
BETPAHOM OCIIBI AAfl CHUZKEHUS CHMIITOMOB HH(EKITH-
OHHOIO 3200A€BaHHA Y BOCIPUUMYHBEIX ITAI[HEHTOB,
T.€. Y HENMMYHH3UPOBAHHBIX U HE OOAEBIIHNX B aHAM-
mese Berpsuoi ocroi [150]. MimmynoraoOyaus nporus
BHPYCA BETPAHOM OCIIBI CAEAYET BBOAUTDH KAK MOZKHO
Orrcrpee — A0 10 amett mocae komrakra [151-154]. K co-
’KAACHHIO, B OOABINNHCTBE CTPAH MMMYHOIAOOYAHMH
IIPOTHB BHPYCa BETPAHOMN OCIBl HeaocTyiieH. CoraacHo
HEOOABIITIM MCCACAOBAHUAM, IIPOBEACHHBIM Y 52 HMMY-
HOKOMITPOMETHPOBAHHBIX ACTEH, IIOAYIAFOINUX KOPTH-
KOCTEPOUABL, YCTAHOBACHO, YTO HA3HAYEHHUE AIINKAOBHPA
B Tevenue 7-10 AHell TocAe KOHTAKTa C OOABHBIM KyPCOM
7 AHEM CHITKAET PUCK PA3BHTHA BETPAHOM octwl [155-157).
Baknmny mpoTuBs BeTpAHOI OCIIBI CACAYET HA3HAYATDH
nanmenTam, Aocrurmum pemuccuun CPHC u me moay-
YAFOIIINM UMMYHOCYIIPECCHBHBIX IIPEIIAPATOB, 4 TAK/KE
He-IMMYHU3HPOBAHHBIM HAIIEHTAM H YACHAM HX CEMEIL.

MpodunakTuka Tpom60308B:
e Mbl pekOMEHAYEM ODECHEYHTh MaKCHMAaAbHYIO

ITOABMIKHOCTD ITANHUECHTOB 1 HC YCTAHABAMBATD IICH-
TPAaABPHBIC BECHO3HBIC KATCTCPHI, 34 NCKATOYCHHUCM
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crierpuUecKuX ¥ KPaTKOBPEMEHHBIX IIeAeH (Ypo-
BEHb X, CHABHAS PEKOMEHAAITHA).

e HeaoCTaTOYHO AOKA3aTEABCTB AAf TOTO, YTOOBI
PEKOMEHAOBATD IIPOMHUAAKTHIECKYIO AHTHKOATY-
asrTHYIO Tepanuro Beem Aetam co CPHC 6es npea-
IIIECTBYIOIIETO 3IIM30Aa TPOMOO32 MAM €T0 PHCKA
(HEKAACCH(UITIPOBAHHEI YPOBEHB).

e Mgl IpeAaAaraeM IpOBOAHTD IPOMHAAKTHUECKYIO
AHTHKOATYASHTHYIO TEPAIHIO HH3KOMOACKYAAP-
HBIM FeH’de/IHOM AN HCpOpaABHbIMI/I AHTHKOAry-
AAHTAMHE TTAITHCHTAM C SIIF30AAMH BEHO3HBIX TPOM-
6030B 1 TPOMOOIMOOANN B AaHAMHE3E, A TAKKE
paccMaTpuBaTh BO3MOKHOCTD ACUEHHSA HAIMEHTOB
C AOIIOAHHTEABHBIMU (DAKTOPAMH PUCKA (HAAMYIHE
I[EHTPAABHBIX BEHO3HBIX KATETEPOB, M3BECTHASA HA-
CAEACTBEHHAA IIPEAPACITOAOKEHHOCTD K TPOMOOdH-
AHH, OCTPBIE 3a00AEBAHUA IIPU TOCIHTAAU3AIINH,
nH@EKIUA UAH PUCK AeruAparannn) (yposens C,
cAabas PEKOMEHAALLHS).

e Mer mpeAAaraeM BBIIIOAHATH CKPHHUHT Ha TPOMOO-
durmro y marmerrrop co CPHC 1 AoroaHuTe ABHBIMU
cpakTopamu prcka, BKAIOYAs IEHTPAABHBIE BEHO3-
HBIE KATETEPHI, IEPCHCTUPYIOIIYIO IPOTEHHYPUIO
HePOTHYECKOTO YPOBHA U OTATOINEHHBIM CEMeH-
HBIM AHAMHE30M I10 IIPEAPACIIOAOKEHHOCTH K TPOM-
Oosam (1204A. 2) (yposens C, caadast peKOMEHAALILA).

[okasaTtenbcTtBa n 060CHOBaHNA

V 3% aereit ¢ HC ormeuensr caygan TpoMO0sMO0ATIT
(obobruennsre Aanusie npuseAcHs B [158-160]). Pax-
TOPBI PUCKA BKAIOYAIOT TUIIEPKOATYASAIHIO, CBASAHHYIO
¢ 3a00AEBAHIEM, ITPEACYINECTBYIOIIYIO IIPEAPACIIOAO-
’KEHHOCTD K TpoMOo3aM, nudexrun [161] i mexoTopsie
BHABI ACUCHUSA, HAIIPUMED, IIEHTPAABHBIE BEHO3HBIE Ka-
tereper. Y Beex Aeteit co CPHC ocHOBHEIE TeCTBI Ha KO-
aryAqnuio (TabA. 2) AOAKHBI BEIITOAHATHCA BO BPeMd
HEPBUIHOIO 0OcAeAOBaHMA. MBI IIpeararaeM pacrim-
PHTb CKPUHHHT Ha TPOMOOMHAHIO y IIAIUEHTOB C BHI-
COKIM TPOMOOTUYECKHM PHCKOM (IIPEABIAYIIITE TPOM-
OOTHYECKHE SITH30ABI HAU N3BECTHAA HACACACTBEHHASA
IIPEAPACIIOAOKEHHOCTD K TPOMOO3MA) C BKAIOYCHIEM
HCCACAOBAHUI HAa HACACACTBEHHBIN APUITHT AHTHKO-
AryASIHTHEIX OeAKOB (Harrpumep, Oeaka C, Oeaka S 1 aH-
THTPOMOHMHA) 1 OAHOHYKACOTHAHBIX ITOAUMOPHBIX
BapuaHTOB B rerax nporpomouna (akrop 11 G20210A)
u dakropa V (paxrop V G1691A). Mer Takxke mpeasa-
raeM pacCMOTPETh BO3ZMOMKHOCTD IIPEBEHTHBHON AHTH-
KoaryAHTHOH Teparmu y 6oapabx CPHC ¢ BoicokuM
TPOMOOTHYECKIM PUCKOM C IIPUMEHEHNIEM HH3KOMO-
ACKYAAPHOTO IelIAPUHA B TCICHHE KOPOTKOIO BPEMCHI
HAN aHTATOHHCTOB BuTamMuHa K mpu HEoOXOAMMOCTH
AAUTEABHOTO HCIIOAB30BaHuA [158].

JleueHune runep- unn gucannuaemmnmn

e Mg mpeararaeM paccMOTPETh BO3MOKHOCTD Aede-
HuA Aetelt ¢ myabTapesucteHTHEIM HC 1 mocrosnno
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BBICOKHM YPOBHEM AHIIOIPOTCHHOB HU3KOH ITAOT-
soctu (AITHIT) (>130 mr/aa; >3,4 MyMoAb/A) mipe-
IAPATAMH, CHIZKAFOIIIMI YPOBECHD AHIIHAOB B KPOBI
B 3aBUCHMOCTH OT BO3pacTa IanuenTos (yposens C,
cAabas peKOMEHAAITHS).

[okasaTenbcTBa n 060CHOBaHNA

AAuTeAbHas runep-/AMCAUIIMACMEA OCAOKHACT
CPHC u sBaserca ¢pakTopoM pHCKa CEPAEIHO-COCY-
AUCTOI 3200AEBAEMOCTH, OAHAKO B HACTOAIIEE BpeMA
HEAOCTATOYHO AAHHBIX, KOTOPBIME MOKHO OBIAO OBI Py-
KOBOACTBOBATHCA IIPH HA3HAYEHNH AHTUTHIIEP AUITIAC-
MIYIECKOro AedeHus y Acte [162-166]. Hekonrpoanpy-
emble nccaeaoBanus y aeteii ¢ HC mmokasaan cHmkenne
yposast AITHIT u oGruero xoaecrepuna Ha 30-40% mpu
M3MEHEHHH 00pPa3a KM3HU U IIPUMEHEHNU CTATHHOB,
oanaxko PKI me BHIABHAN 3HAYMTEABHOIO CHUKEHHA
yposHA AmImA0B y Acteir co CPHC [167-169]. Vaursr-
Basfl BBICOKYIO CEPACIHO-COCYAUCTYIO 3a00AEBAEMOCTD,
ACCONMHUPOBAHHYIO C AUCAMITHACMUEIH, MBI ITPEAAATAEM
PACCMOTPETH BO3MOKHOCTD CHIKEHHUA YPOBHA ANIIH-
Ao y aeteit co CPHC u croiikum yposuem AITHIT
>130 mr/aa (3,4 MMOAB/ A), HAYMHAS C H3MEHEHUIT 00-
a3a KU3HH, BKAFOUAFOIINX N3MEHEHNA B PAIINOHE IIHTa-
HHA, TIOBBIIIIEHHE (DH3UYECKON AKTUBHOCTH U KOHTPOAD
Maccal Teaa [166]. B macrosiiee Bpems OTCyTCTBYIOT AO-
Ka3aTEABCTBA, KOTOPBIE OBl ITO3BOAMAM PEKOMEHAOBATH
HCIOAB30BAHHE CTATUHOB, CHIKAIOIIHX YPOBCHD AHIIH-
AoB y aeteit ¢ HC. HekoTopbie skcriepTsl peKOMEHAYIOT
paccMaTpHUBATh ACYEHHE CTATUHAMHE IIPU ITOCTOSHHO
noseinenHoM Hatomak yposue AITHIT >160 mr/aa
(4,1 mmoab/ ) [140, 170] man paree IpH IIOCTOSHHO
nossieHsom Hatormak yposae AITHIT >130 ML/ AA
(3,4 MMOAB/ A) IIPH HAAUYUH AOIIOAHHTEABHBIX CEP-
AEYHO-COCYAHCTEIX pakTopoB pucka [160].

Ob6ecneyeHune Kanbuuem, MarHuem v BUTammHom D

e Mgl mpeAAaraeM HA3HAYATH IPEHAPATH KAABIIUA
IIEPOPAABHO, €CAH HMEETCA I'HIIOKAABITHEMIUS,
OIleHUBAEMAsA 110 YPOBHIO HOHU3HPOBAHHOIO
KAABLIUS ¥/ HAN OOIIErO KaABIHSA, CKOPPEKTHPO-
BAHHOIO Ha aABOyMHuH (yposeub C, caabas pexo-
MEHAALIHSA).

e M=l mpeasaraeM A00aBAATH xOAeKaAbII(EpOA
HAH 3PTOKAABI(EPOA, ECAU YPOBEHD BUTAMIHA A
25-OH nnskwuit (<30 ur/ma) (yposers C, ymepernast
PEKOMEHAALINA).

e Mer mpeAAaracM Ha3HAYATH ITPEIAPATH MATHUS I1e-
POPAABHO B CAYYAE HOSBACHES CHMITOMOB IHIIOMAT-
uuemun (yposenb D, crabas pekomeHAAIHA).

p,OKaBaTeJ'IbCTBa n OGOCHOBaHVIﬂ
V aereit co CPHC nabaroaaerca moreps ¢ MOdYOIt

BUTAMHUH /\-CBA3BIBAIOIIETIO OCAKA U 25-AUTHAPOKCH-
BUTAMHHA A, 9TO MOKET CIIOCOOCTBOBATD ACPUITUTY
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BUTAMUHA A C IOABACHHIEM THITOKAABIIHEMUH, TUIIEP-
IIapaTHPEO3a M HAPYIIECHUIO MIHEPAAN3AIUN KOCT-
ol tkauu [171]. Hasmawenme Butamuua A y oatux
marueHToB ApAderca apdexrupabmM [172-174] u pexo-
MEHAYETCA, KaK U y Apyrux nanuenTos ¢ XBIT [175].
Teparmusa HHIIOUTOPAMU KAABIIHHECBPIHA MOXKET BBI-
3BaTh I'MIIOMATHHEMUIO, KOTOPad IPOABASETCA CYAO-
poramu B Horax. IIpmem mpenaparos maraus 1mepo-
PAABHO IIO3BOAHUT H30€kKATh IOABACHUA CHMIITOMOB
TUITOMAarHuECMI M,

3amecTuTenbHas Tepanusa ropMmoHamun
LWMTOBULHOI XKene3bl

® MEI peKOMEHAYEM IIPHU THIIOTHPEO3E IIPOBOAUTD 3a-
MECTHTEABHYIO TEPAIIIIO ACBOTHPOKCHHOM HATPUA
(ypoBeHB A, CHABHASA PEKOMEHAAITHA).

JokasatenbcTBamn 060CHOBaHUA

l'unorupeos y aereit co CPHC sBAsiercst pesyAbTaTOM
HOTEPU C MOYOH THPOKCHH-CBA3BIBAIOIINX OEAKOB
[176, 177]. [TosTOoMy YpOBHH THPEOTPOITHOTO TOPMOHA
(T'TT) 1 cBoboAHOrO THpOKCHHA T4 AOAMKHBI PEIYAAPHO
KOHTPOAHPOBATHCA y ITAINECHTOB CO CTOHMKOHI BBIPa-
JKEHHOH mportenuypuei (tada. 2) [178, 179]. V aereit
c yposaem TTT >10 ME/A 1 Huskum ypoBHEM CBO-
6oaHOTO THpOKCHHA T4 MBI PEKOMEHAYEM A€UEHUE Ac-
BorupoxcuaoM Hatpud [180]. V Aereit Oe3 cumirromos
runotupeosa, yposaeM TTT B mpeaenax 4,5-10 ME/a
M HOPMAaABHEIM YPOBHEM CBOOOAHOTO THpokcHHA T4
HEOOXOAMMO ITEPHOANYECKH KOHTPOAUPOBATH (PYHK-
IIUFO IITITOBUAHOI 7KEAC3BI, 4 IOKA3AHHA K ACYCHHIO
HOBTOPHO OIICHHBATD 10 PE3YABTATAM OOCACAOBAHIA

[177, 180, 181].

JleueHne apTepuanbHOI rMnepTeH3nn
1 ocnoXXHeHun XbI

* MbI peKOMEHAYEM A€UEHHE aPTEPHAABHOM THIIEP-
TeH3un u ocAokHeHuN XD, Takux kak amemus,
MeTA0DOAMYECKHH ALMAO3 U THIIEPIAPATHPEOS,
B COOTBETCTBHH C ACHCTBYFOIITUMH PEKOMEHAAITAAMI
(ypoBeHB A, CHABHAS PEKOMCHAALIIS).

JokasaTenbcTBa 1 060CHOBaHUA

V aereit co CPHC 3HauuTeABHO IOBBIIIEH PHCK Pa3-
BHTHUS CEPACIHO-COCYAUCTHIX 3a0oAeBaruit [130, 132].
Kak u y aroboro pebenka ¢ XBII, Bricokoe aprepu-
aapHoe aasacHme (AA) (>95 mepmeHTHAS B COOT-
BETCTBHHU C BO3PACTOM, ITOAOM H POCTOM) CAEAYET
AEYHTH, OPHEHTHPYACH HA IleAeBBIe 3HaueHuA AA <75-
IO LEPULEHTHAS § AeTell Oe3 mporeunypuu u <50-ro
HEPLIEHTHAA Y A€Tel ¢ mporeunypueii [182, 183]. Apy-
rue OCAOXKHEeHH, ceazaHHble ¢ XBII, caeayer aeunts
B COOTBETCTBUH C ACHCTBYIOIIUMU PEKOMEHAAIIUAMU

[133, 175, 184].

[OunarHocTuka, npodunakTuka v eyeHue
peunpgusos CPHC

MNpepoTBpalyeHre peunanea

B macrosmiee BpemA OTCYTCTBYIOT KAUHHYECKAE HAH
IHCTOAOTHYECKHE TTAPAMETPHI AAfl IIPOTHO3UPOBAHMIA
permansos CPHC B AcOrore 3a00AeBaHmsA (HEKAACCH-
pUIIPOBAHHEI YPOBEHD).

JokasaTtenbcTBa un o060cHOBaHuA

B macrosree Bpemsa ocraeTca HEM3BECTHBIM, AO KAKOI
CTEIIEHN AO3BI IIPEHAPATOB AOAMKHBI OBITbH CHUKCHDI
1 KOTAQ BO3MOKHA OTMEHA ITPEIAPATOB IIOCAE AOCTH-
sxenns pemuccuu [53, 71]. Yacrora penuausos CPHC
aocturaet 70%0 y ManmueHToB, OTBETUBIINX HA TEPAITHIO
MHIIOUTOPAMH KAABIIMHEBPUHA, IIOCAE €€ OTMEHBI
gepe3 6 mam 12 mecsres. MBI peKOMEHAYEM ITPOAOAKATD
HMMYHOCYIIPECCUBHYIO TEPAITHIO HHIHOMTOPAMH KAAB-
nuaeBpuHa ©AU MM® 1ocae AOCTHKEHHSA PEMUCCHHI
B TEUEHHE KAK MUHIUMYM OAHOTO roAa [0, 57]. [Tocreren-
HOE CHIKEHHE AO3 HHITHOUTOPOB KAABIINHEBPUHA HAU
MM® BmecTO pesKOI OTMEHBI MOKET IIPEAOTBPATUTD
paHHnii perpans 3a0oaeanns [50].

JleueHue peunguea

PeunauB Ha doHe Tepanum nHrM6UTOPaMu
KanbLMHeBpUHa

e MBI peKOMEHAYEM KOHTPOAHPOBATH IIPUEM HHIH-
OUTOPOB KAABIIMHEBPHHA, OCHOBBIBAACH HA YPOBHE
mmpermapara B KPOBH B COOTBETCTBHU C IPaHKOM
MOHHTOPUHIA, IIPEACTABACHHBIM B TabAHIIE 2 (YPO-
Berb C, yMEpEHHAA PEKOMECHAALILA).

oMbl peaAaraeM Ha3HAYATH IPEAHU30AOH/TIPEA-
HHU30H LIEPOPaAbHO B A03e 60 Mr/m? eKEAHEBHO
AO AOCTIIKCHUSA PEMICCHI AU B TECUCHHE MAKCHMYM
4-X HEAEAD C TIOCACAYIOIINM CHIKEHUEM AO3BI IIPU
Aoctxennu pemuccun (yposes C, caabas pexo-
MEHAQLTHSA).

e B caywae orcyrcTBHA OTBETA, YACTHIX PEIIHAMBOB
nuAn M0OO0UHBIX 9(PHEKTOB TEPAIIHH, MBI PEKOMCH-
AYEM CAEAOBATH IIPOTOKOAY pedparreproro CPHC
(«TepameBTHYeCKHE TOAXOABI BTOPOH AMHUIN)
(HEKAaCCH(UIIPOBAHHEI YPOBEHD).

Peunpuns nocne otmeHbl UMMYHOCYNPEeCCUBHOMN
Tepanun

M-I IpeAAaracM HA3HAYATD IPEAHU30AOH / IPEAHN-
30H 11epopasbHO (60 Mr/M? B CYTKH) AO AOCTHIKCHIS
PEMECCUN HAH B TCICHHE MAKCHMYM 4-X HEACAD CIKe-
AHEBHO C ITOCACAYFOIIM CHI/KECHHIEM AO3BI IIPU AO-
CTIDKCHHH PEMUCCHH. B Ka4ecTBe aABTEPHATHBEL, MBI
LPeAAaracM Ha3HAYHUTH paHee 5 (HEKTHBHYIO HM-
MYHOCYIIPECCUBHYIO TEPAIIHIO, CIIOCOOCTBYFOIILYIO
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IIPEAOTBPAIIEHHIO PEIMAUBOB (yposeHb D, crabas
PEKOMEHAAITH).

e B cayuae orcyrcTBHA IOAHOM PEMUCCHH B TEUYEHIE
4-X HEAEAD, YACTBIX PEIIUAUBOB HAU IIODOUHBIX 9h-
peKTOB IperapaToB, MBI PEKOMEHAYEM CAEAOBATH
mnporokoay pedpakrepaoro CPHC (cm. «Tepares-
THYECKHE IIOAXOABI BTOPOI ANHHIY) (HeKAaccuu-
LIIPOBAHHBIN YPOBEHB).

JokasaTenbcTBa 1 060CHOBaHUA
Peunpusupyrowmin CPHC n ponb creponos

Psa nccaepoBanuil moxkasasu 3@ eKTUBHOCTD IIPEA-
HHU30AOHA/IpeAHN30Ha BHYTPD 1pu permanse CPHC
B AO3€ 2 MI/Kr/CyTKI AAS HHAYKIIAN pemuccru [52, 53]
C TIEPEXOAOM Ha AABTEPHUPYIONIHH KypC Yepe3 ACHb
U IIOCACAVIOIIUM CHIDKCHIEM AO3BL K KOHIY (-TrO Me-
cama Teparmn [185, 186]. MeTnApeAHN30A0OH BHYTPH-
BEHHO TaK/Ke OBbIA 9(DEKTUBEH AA HHAYKIINH PEMIUC-
cuu y manuenTtos ¢ perpausamu CPHC [71, 74, 187].
[leaecooOpasHO OBTOPHOE HA3HAYEHUE HETAFOKOKOP-
THKOCTEPOUAHBIX (MMMYHOCYIIPECCUBHBIX) IIPEIAPATOB,
KoTOpBIe ObiAE paHee 3((EKTUBHE § KOHKPETHOIO
ITALIHCHTA.

BepeHune peten ¢ XbI 5 cragun
OunanusHble NayneHTbI

* Mel peKOMEHAYEM H3MEPATH YPOBEHb 9KCKpeE-
nuu OeAKa C MOYOH IepEA TPaHCIIAAHTAIIHEH
y ITAITHEHTOB C OCTATOYHOI (DYHKITEl COOCTBEHHBIX
IIOYEK AAA OOECIIEYECHUs IIPABHABHOIO IIOCTTPAH-
CIIAAHTAITMOHHOTO BEACHUA AAA IIPEAOTBPAIIECHHA
Bosspata CPHC (ypoBens A, cuapHAs peKOMEH-
AALTHA).

e Mbl peKOMEHAYEM IIPU IIAAHHPOBAHHH 3aMECTH-
TEABHON IIOYEYHOHN TepAIlHH OOCYAUTH C CEMbEH
ITAIEHTa TPeAIoAaraeMbli pruck Bosspara CPHC
IIOCA€ TPAHCITAAHTAITUIH ITOYKH (YPOBEHD A, CHABHAS
PEKOMEHAALIH).

e HcAm maaampyercs TPAHCIIAAHTAIIUA IOYKH HIPH
axtusaoM CPHC mpr mpeasaraem paccMoTpers
BO3MOKHOCTD BBIITOAHEHUS MEAMKAMEHTO3HOM HAX
XHPYPrUUecKoil HeDPIKTOMUH AO TIEPECAAKH TIOUKN
(yposerb D, cuapHas peKOMEHAALLHS).

JdokasaTtenbcTBa un 060cHOBaHuA

[TOATOTOBKA K TPAHCIIAAHTALIIH B HACAAC TPEOYET CHI-
xenud akrusHocta CPHC AAf MEHEME3AIHH prCKa
BEHO3HOH TPOMOOIMOOAUH U HOBBIIIEHUA TOYHOCTH
MOHHTOPHHIA IOCTTPAHCIAAHTAIIMOHHOIO BO3BPATA
3aboAesanus. EcAu mmocae Hadana AmaAmsa He IPOUC-
XOAHT 2ACKBATHOTO CHI/KEHHA CYTOYHOM IIPOTCHHYPUH,
MBI IIPEAAATACM PACCMOTPETH BO3MOKHOCTD IIPOBEACHHSA
MEAUKAMEHTO3HOMN HAH XUPYPIUIECKOH HE(DPIKTOMUL.
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OAHaKO CACAYCT TAKIKE YIUTBIBATD HpCI/IMyH_[CCTBa ocCra-
TOYHOM Ci)yHKLII/II/I IIOYCK U BBIACACHUA MOYH B HCPI/IOA
ACYCHUA AMAAT3IOM.

OT60p peunnneHToB ANA TPaHCIaHTauun

* MBI PEKOMEHAYEM IPOBOAHUTDH TEHETUIECKOE HIC-
CACAOBAHHE TIEPEA TPAHCIAAHTAIIMEH TTOYKH AAS
THMOOPMUIPOBAHHA O MOTEHIIHAABHOM PHCKE BO3-
spata CPHC (yposens B, ymepennas pexomen-
AAIIYA).

* MBI PEKOMEHAYEM BBITOAHATD TPAHCITAAHTAIIHIO
mouxu AetaMm ¢ XbIT 5 craanu Bcaeactsue CPHC,
HE3aBHCHAMO OT TCHETUICCKON MAN HETCHETHICCKON
npuanHe 3ab6oAeBanud (yposeHb B, ymepenmnas
PEKOMEHAALIIA).

e MbrI mpeaAaraemM OOCYKAATh PHCKH M IIPEUMYITIECTBA
IIOBTOPHOM TPAHCIIAAHTAIINH Y ITAIIEHTOB C BO3-
sparavu CPHC B TpancniranTaTe B aHAMHE3E C M-
IIFEHTOM U €I0 CEMBEH ITPU MAAHHPOBAHUH ITOBTOP-
HOH TPaHCIAAHTAIIAU ITOYKN (YPOBEHb A, CHABHASA
PEKOMEHAALTHA).

JokasatenbcTBamn 060CHOBaHNA

®axroper, acconuuposanneie ¢ Bossparom CPHC mocae
TparcnAanTauy mouku: Heremermdeckuit CPHC (pe-
1uAuB v 24% nporus 0% y GOABHBIX ¢ MOHOTEHHBIM
CPHC B 0pasuascxoii koropre [188] u 50% mporus 7%
B eBpomelickoii koropte) [101]; mepsuanas crepoua-
PE3HCTEHTHOCTD IIPOTHB CTEPOUA-IYBCTBUTCABHOCTI
(OP 30, 95% AI: 6,6-135,9) [189]; Bpemsa oo XBIT5 cra-
A <48 mecanes npotus >48 mecanes (OP 11.7, 95%
AM: 1,53-89,1) u mporerT raomepyAsockaeposa <55%
upu Hecppodbuorcnu (OP 16, 95% AM: 1,45-1,76) [190].
V aereii ¢ Bozsparom CPHC B anamuese mipu rmpeabr-
AYIIEH TPAHCIAAHTAIIIE BEPOATHOCT BO3BpATa IIPH
ITOCACAVIOIIEH IIEPECAAKE ITOYKH COCTaBAAET DoAee
80% [188]. [loanas u JacTu4Has PeMHUCCHA OTMEUCHA
y 63% u 8% manueHToB, COOTBETCTBEHHO, C BO3BPA-
toMm HC mocae TparcmaanTarun mouku ¢ 10-AetHed
BBIKIBAEMOCTBIO aAAOTpaHcAaHTaTa B 50% cAydacs

191, 192)].
Bbl60p AOHOPOB ANA TpaHCJIaHTaUN NOYKN

® MEI PEKOMEHAYEM ITPOBEACHHE I€HETHYECKOTO HC-
CACAOBAHHSA (€CAH AOCTYITHO) POACTBEHHBIM AOHO-
paM IOYKH C I[EABIO MCKAIOYCHUSA ICHETHICCKON
upupoAsr CPHC (yposens X, cuabHas peKOMEH-
AALISA).

e MEI peKOMEHAYEM HCKAIOYNTD B KA4ECTBE IIOTCH-
IIIAABHOTO AOHOPA KAHAUAATA C IIATOTCHHBIM HAN
BEPOATHO IIATOTCHHBIM BAPUAHTOM B I'€HE, ACCO-
IIIHPOBAHHBIM C aYTOCOMHO-AOMHHAHTHBIM (AA)
tunoM zHacAeaoBanus CPHC mesaBucumo or ma-
AYUS CHMIITOMOB (YPOBEHB X, CHABHAS PEKOMCH-
AALLHA).
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e ['eTepO3uroTHHI HOCUTEAD IT€HETHYECKOTO BAapH-
anTa, accormmuposarnoro co CPHC ¢ ayrocommo-
pemeccusubM (AP) HacaeaoBaHEmEM MOXKET pac-
CMATPHBATBCA B KAYECTBE MOTEHIIMAABHOTO AOHOPA
ITOCAE TEHETUYECKOH KOHCYABTAITUH (32 HCKAFO-
YEHNEM HOCHTEAEH IaTOAOTHYECKHX BAPHAHTOB
B rerax COLAA5, COL4A3 u COLAA4) (yposens C,
cAabas peKOMEHAAITH).

e beccmMITOMHEIN HOCHTEAB T€HETHYECKOIO Ba-
pHaHTA HEU3BECTHOH KAMHHYECKOH 3HAYHMOCTH
MOZKET PACCMATPHBATHCA B KAYECTBE AOHOPA IIOCAE
YTAYOACHHOIO OOCACAOBAHHSA M ITEHETHYECKOTO KOH-
CYABTHPOBAHNS, KOTAQ APYTHE BAPUAHTH AOHOPCTBA
IIOYKH HEAOCTYIHEL (ypoBeHb C, caabas peKOMEH-
AALLIA).

* MEI peKOMEHAYEM IIPH PACCMOTPEHHN KAHAUAATYPHI
AOHOPA YIHTHIBATH OKHUAAEMBIN PHCK BO3BPATA 32-
OOAEBaHNA U IIOTEPH TPAHCIAAHTATA (YPOBEHD A,
CHABHAs PEKOMEHAALINA).

JokasatenbcTBamn 060CcHOBaHUA

B komTexcTe reHeTHYICCKUX 3a00ACBAHIE IOYCK IPU
IIAQHUPOBAHUH POACTBEHHOH TPAHCIIAAHTAITHY ITOYEK
HEOOXOAMMO ITPOBEACHUE ACTAABHOIO OOCAEAOBAHMA
IIOTEHI[HAABHOIO AOHOPA, AHAAM32 THIIA HACACAOBAHIA
DOAC3HH, 4 TAKKE BBIITOAHCHIS TCHETIICCKOTO HCCACAO-
BaHuA 1 KoHcyAbTupoBanud [193, 194]. Cemerinerit xa-
paKTEp FeHETHIECKOTO 3a00AeBaHIs TO4UeK ¢ AP TrIom
HACACAOBAHHA HE CUUTAETCA IIPOTUBOIOKAZAHUEM AAA
POACTBEHHOIO AOHOPCTBA IIOYCK, OAHAKO AAHHBIC AOA-
TOCPOYHOTO HADAIOACHHSA B HACTOAIIIEE BPEMA OTCYTCT-
syror [193]. IIpu CPHC ¢ AA Ttumiom nacaeaoBaHms
HE PEKOMEHAYETCH POACTBEHHOE AOHOPCTBO IIPH HAAU-
unn B cembe OoApHBIX ¢ HC. Ecam ocraercs mescHbiM,
HMEET AU KAHAUAAT-AOHOP TCHETHICCKOE 3a00ACBAHIC
IIOYEK M MOKET AU 9TO 3a00AeBaHue BbI3BATH XDII,
TPAHCITAQHTAITAA ITOYKHA AOAKHA BEIIOAHATHCA TOABKO
rocAae HHPOPMUPOBAHUA KAHAHAATA-AOHOPA O PHCKE
AOHOPCTBA, eCAH OOAE3HB rposBuTcs moszke [193, 194].

Hocureanm matorennsix Bapuantos B reae COLAAS
(MaTepsIM U CeCTpam) He CACAYET PEKOMEHAOBATH AOHOP-
CTBO ITOYEK, TAK KAK H3BECTHO, YTO y HUX PA3BUBACTCA
XBIT 5 crapun [195]. AHarorudHbie peKOMEHAALINH
CAEAYET AABATH M AOHOPAM C ITATOT€HHBIMH I'€TEePO3H-
rotueivu BapuauTamu B reHax COL4A43 u COL4A4.
Kpowme Toro, y acoHOpOB ¢ rereposurorasivm NPHS2
MyTanuamMu 1 moAnmopdueim BaprarTom R229Q) mmve-
ercs puck paspurusd 3aboaesanus [196, 197]. B pamkax
00CAEAOBAHUA AOHOPA BBIIOAHAIOTCA AHAAM3BI MOYN
C OLICHKOH ITPOTEHHYPHUI U IEMATYPUHU, KOTOPEIC HHTEP-
HPETUPYIOTCSH C OCOOBIM BHUMAHUEM IIPH YCTAHOBACHIHI
cemerinoro CPHC. Ecan remermaeckoe obcaeaoBaHmIe
IIOTCHIIMAABHOIO AOHOPA HE BBIABHAO IIATOICHHEIX
BapuaHTOB, HO ceMernbd anamues CPHC moaoxu-
TEAEH, TO AOHOPCTBO AOAMKHO IIPOMCXOAUTH TOABKO
IIOCAE IIOAYYEHHA IIOAHOTO HH(MOPMUPOBAHHOIO
COTAACHSL.

OueHkKa POACTBEHHOIoO AOHOPa ANA TPaHCMJIaHTaUunun
NMOYKMN C yYETOM PUCKa BO3BpaTa B TPaHCIJIaHTaTe

e [Tanmenram ¢ HereHernueckum CPHC, moayua-
FOIIIMM ITEPBHIN AAAOTPAHCIAAHTAT ITOYKH, PEKO-
MEHAYETCH BBIIOAHATD TPAHCIIAAHATIIHIO AHOO
OT KHUBBIX POACTBEHHBIX, AHOO OT YMEPIIIIX AOHOPOB
(yposenn B, ymepenmas pexomeHAaLNA).

DokasaTtenbcTBa n 060CHOBaHNA

V nanmeHToB, HOAYYHBIINX TPAHCIAAHTAT OT KHUBBIX
POACTBEHHBIX I YMEPIINX AOHOPOB HaOAIOAAAACH
oauHaxobas dacrora ozspara CPHC B Tpancmaan-
tate (10-50% m 3-45%, coOTBETCTBEHHO), HO IIPHU
pennansax PCI'C B TpaHCIIAAHTATE BBHIANBAECMOCTD
AAAOTPAHCIIAAHTATOB OBIAQ BBIIIE IIPH TPAHCIIAAH-
TAIINN OT JKUBEIX POACTBEHHBIX AOHOPOB IIO CpaB-
HEHUIO C TPAHCHAAHTAIIUEH OT YMEPIIHX AOHOPOB

[198-200).

CTpaTerna TpaHCMIaHTaLUM NOYKMN NauMeHTam
C npeflwecTByOLWMM BO3BPaTOM 3a60sieBaHus
B TPAHCMNaHTaTe

e Mgl HE PEKOMEHAYEM POACTBEHHYIO TPAHCIIAQHTA-
IO TTOYKM PEIUIIMEHTaM, ¥ KOTOPBIX HADAFOAQACH
BO3BPAT 3a00AEBAHHA IIOCAE IIEPBOM IIEPECAAKH
noukn (ypoBeHb B, ymepennas pexomenaanus).

e [loTeHIIMAABHBIM PEUIINEHTAM, Y KOTOPBIX B AHAM-
Hese OBIAM IIOTEPU AAAOTPAHCIIAAHTATA BCACACTBHIE
BosBpaTa HC Mozker OBITh ITPEAAOZKEHA ITepecaAka
IIOYKH OT TPYITHOIO AOHOPA, OCOOEHHO €CAM AMAAH3
TPYAHO ITPOBOAUTH MAH OH CBA3AH C KH3HEYTPOKAFO-
IIIIMHI OCAOKHEHHAMH, CEPhE3HBIMI HH(EKITNAMY,
3AMEAACHHBIMU TEMIIAMU POCTA U/ HAM HU3KUM Ka-
gecTBOM Ku3HH (YpoBenb C, cAabas PeKOMEHAALIHS).

JokasaTtenbcTBa un 060cHOBaHuA

TPaHCIIAQHTALIIIO HE CACAYET OTKAAABIBATD Y IIALIICHTOB
co CPHC, rak kak 9T0 HE CHIIKACT PHCK BO3Bpara 3200-
aesarns [200-204]. Bosspat B mepBoM aAAOTPaHCIIAQH-
tate ykaseaeT Ha 60-80% prck MOBTOPHOIO BO3BpaTa
B IIOCACAVIOIIUX aAAOTpaHCIAAHTAaTaxX mouku [199,
203, 204]. ITpumensemble cTpaTernn ACUEHHU BO3BPATa
CPHC B TpancraanTare IOYKU (BBICOKHAE AO3BI HMHIH-
OUTOPOB KAABIIMHEBPHHA, BHYTPUBEHHBIC HH(Y3HUI Me-
THAIIPEAHU30AOHA, PUTYKCHMA0, 9KCTPAKOPIIOPAABHAS
TepanmA) HHAYIHPOBAAT pemuccrio B ~60% caydaes
[200, 205, 206]. I'To pesyabraraM psaa HCCAEAOBAHHI,
IIpA paHHEH AMATHOCTHUKE M arPECCHBHON TEPAITHH
so3ppata CPHC B TpancraanTaTeé HCXOAB CPABHUMEI
C TAKOBBIMI AAfl AAAOTPAHCIIAAHTATOB O€3 BO3BPATA 32~
6oaesanus [207, 208]. Flcxoap! TOCAe BO3BpaTa, Kak I1pa-
BHAO, DOA€e HEOAATOIIPHATHBIE AAA IAIIHEHTOB, PE3H-
CTEHTHBIX K IIpoBoAuMol Teparuu [209-214]. IToatomy
HIOBTOPHBIE TPAHCIIAAHTAIIIH OT POACTBEHHBIX AOHOPOB
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me pexomenayrores mpu sosspare CPHC, u atraecku
OIIPABAAHHOMN CYMTACTCA ITOBTOPHASA TPAHCIAAHTAIINA
OT YMEPIIIEIO AOHOPA, 4 HE IPOBEACHHE AHAAN3A.

MpodunakTnka Bo3BpaTOB NOC/IE TPAHCMIAHTALMN
nouKun

e HeAocTaTOYHO AOKA3aTEABCTB AASl TOTO, YTOOBI
PEKOMEHAOBATD CTPATETHH AAfl ITPEAOTBPAIICHHSA
Bosspata CPHC y aereii, koTopeiM ObIAa cAeAaHA
TIepBas IIEPECAAKA TIOUKH (HEKAACCH(PUITMPOBAHHBIN
YPOBEHB).

e Mg mpeasaraeM IPOBEACHUE IIPOMHAAKTHIECKOTO
mAasmadpepesa, IMMyHOAACOPOIE uAn adpepesa
AUIIOIIPOTENAOB U IIEPUOIIEPAIINOHHOE BBEACHIE
pHUTYKCHIMAOa y ACTEH C ITOTEpeil AAAOTPAHCIIAAHTATA
Bcaeactsue Bosspata CPHC npu ipeapiayinieii tpamc-
naanTanuya (yposerb C, caabas pekOMeHAAINA).

JokasaTenbcTBa 1 060CHOBaHUA

B macrosImee Bpems OTCYTCTBYIOT IIOATBEPKACHHbIE
IIPEBEHTHBHBIE CTPATETHN AAAl CHIKECHHA BEPOATHOCTH
sosspara CPHC B TpanTcaanTaT y manmenToB, mepe-
HECIITHX ITEPBYIO HMEPECAAKY ITOUKH. D dEKTHBHEIE
crpaTerun IpOoPUAAKTIKN BO3BPATOB IIEPBUYHOIO U He-
rererugeckoro CPHC c mpeartrectsyroImm BosBpaToM
3a00AeBaHuA B TeueHHE | roAa IIOCAE TPAHCIIAAHTAITIH
AOKa32AH CBOU IIPEHMYIIECTBA B OTACABHBIX HAOATOAC-
HEAX 1 HEOOABIIINX CEPHAX, BKAFOUAFOIINX 8 ITAITHEHTOB.
Aanmsie mpepeHTHBHBIE cTpaTerau Bo3spatos CPHC
B TPAHCIIAAHTAT BKAIOYAIOT IPO(DHAAKTHIECKAIT I1AA3-
mMacdepes 3 pasa B HEAGAIO B T€YEHHE 2-X HEACAD, Ha-
YnHAfA C 1-I HEACAH AO POACTBEHHOM TPAHCIIAAHTAIINI
UAH B TedeHne 1 AHSA IIOCAE TPAHCIIAAHTAIINH OT YMeEp-
rero Aomopa ¢ 1,5 obmenamu oObeMa ITAa3MEL U BHY-
TPUBECHHBIM BBEACHHEM PHTYKCHMA0a II€PUOIICPAIIH-
OHHO MAH CPa3y IOCAE TPAHCIIAAHTAIINH C HAK Oe3 2-if
AO3BI Ha 7-H ACHB ITOCAE TpaHcraarTarmw [93, 215-217).

Bo3Bpart B TpaHCnNaHTaT (Kak onpegeneHo B Tabnuvue 1)

e MBI PEKOMEHAYEM OCYIIECTBAATH HAOAFOACHHE
3a moreHnuaAbHeM Bo3Bparom CPHC, maunnan
¢ 1-ro AHA TPAHCHAAHTAIINH ITOYKH, €KEAHEBHO
MOHHUTOPUPYA COOTHOIICHHE DEAKA K KPEATHHUHY
B MOY€E B TEYCHHUE BCEIO IIEPUOAA IIEPBOHAYAABHON
TOCIIUTAAU3AIINH, A 3ATEM IIEPHOAMYECKN (HAIIPH-
Mep, €KEHEACABHO B TeYCHUE 4-X HEACAD, CIKEME-
CAYHO B TeUeHHE | roaa, a 3aT€M €KEKBapTAABHO)
(yposers C, yMepeHHAsA PEKOMECHAALILS).

e Mur mpeAnIoAaraeM, 9To y HAITHEHTOB C aHYpHEH
AO W IIOCA€ TPAHCIIAAHTAIINU ITOYKH COOTHOIIIE-
Hue Oeaka K kpearuauny B Move =100 mr/mMmoAnb
(1 Mr/Mr) MOMKeT yKasblBaTh Ha PAHHUII BO3BPAT,
NHQEKIIUIO HAH APYIHE ITATOAOTHYECKHIE COCTOA-
Hus, 910 TpedyeT obcaeaoBarus (yposerb C, crabas
PEKOMEHAAITHS).
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e MeI IIpeAAaraeM y IALUEHTOB C BBIPAKEHHOH IIPO-
TEHHYPHE Ha MOMEHT TPAHCIAAHTAIINI PACCMATPHU-
BATP YBEAUYCHUE COOTHOLICHHUS OCAKA K KPCATHHIHY
B Moue =100 mr/mmoab (1 Mr/Mr) Kak paHHUIT BO3-
BpaT 3a00AEBAHNUA B TPAHCITAAHTATE, HH(EKIINA HAN
APYIHE IIATOAOTHYECKHE COCTOAHUSA, TpeOyromue
obcaeaoBarns (yposeHs C, cAabad peKOMEHAAIINA).

e MsI mpeasaraeM pacCcMaTpUBATh HAAHYUC KAHAAD-
LIEBOIO HEKPO3a HAM OTCPOUCHHON (PyHKIMM/ AnC-
(pyHKIIMN TPaHCIIAAHTATA KAK BO3MOKHEIE IIEPBBIE
npusHaku Bosspata CPHC B Tpanmaanrare (ypo-
BeHb C, cAabas peKOMEHAALTHA).

e Mer mpeasaraeM He IPOBOAUTD OHOIICHIO AAAOTPAH-
CITAAHTATA AASl AUATHOCTHKH OBICTPOTO BO3BpPATa
HC, xax ato mpeacrasaeno B tabaute 1. Ho npn
BBIABACHH CYOHE(DPOTUIECKOH IIPOTCHHYPUH, BO3-
Bpara uepes 48 9acoB IOCAE TPAHCIAAHTAIIH HAH
IIPY OTCPOYCHHON (DYHKIINH TPAHCIIAAHTATA PEKO-
MEHAYETCA BBEIIIOAHATH OUOIICHIO aAAOTPAHCITAAH-
TaTa C HEABIO AU EPEHIINAABHON AHATHOCTUKH
(yposenb B, ymepennas pekomMeHAAINA).

e MeI peaAaraem IpOBEACHHE AHATHOCTIIECKOTO 00-
CACAOBAHIA ITEPEA KOPPEKTHPOBKOH HMMYHOCYIIPEC-
CHBHOI TEPAIINHU B YyCAOBHSAX 1T03AHero Bospara HC
(>3 MecAres mocAe TPAHCITAAHTAIIUHN), BKAFOUAA
OLICHKY HH(EKIIIOHHBIX aI€HTOB, CEPOAOIUIECKOE
HCCACAOBAHIE AOHOP-CIENN(UIECKUX AHTHTEA
U THCTOIATOAOTITYIECKOE HCCACAOBAHIE, B TOM YHCAC
9ACKTPOHHYIO MUKPOCKOIIHIO ITOYEYHOM TKAHHU (YPO-
BeHb B, yMepennas pekoMeHAAI).

[JokasatenbcTBa n 060CHOBaHNA

Bosspar CPHC mowxker ormedaTscs yixe depes 24 gaca
IIOCAE TPAHCITAAHTALIIN ITOYKH H XaPaKTEPU3YETCA 110~
BBIIIICHIEM COOTHOIICHUSA OCAKA K KPEATHHHUHY B MOYCE
2100 mr/mMmoab (1 Mr/Mr) y IAIMEHTOB C IIPEALLIECTBY-
rorteit anypueit (tada. 1). Ilepeim mpnsnakom Bos-
BpaTa 3a00ACBAHHA B TPAHCIIAAHTAT CACAYET CUUTATDH
paHHee BBIABACHHE OCTPOTO KAHAABIIEBOIO HEKPO3a
UAU OTCPOYCHHYIO (DYHKINIO/ AMCDYHKIIUIO TPAHC-
naanTara [218, 219]. Amarnos sosspara @CI'C moxer
OBITH YCTAHOBACH Ha OCHOBAHHN HeppOOHOIICHH ITPH
BBIABACHHU AU Y3HOIO PACIIAACTBIBAHMSA MAABIX OT-
POCTKOB TIOAOIIHTOB IIPH SACKTPOHHON MUKPOCKOIINH
M OTCYTCTBUH TAOMEPYAAPHOTO CKAEPO32, OIIPEACAAIO-
mero @CI'C. [1pu mosaHeM HAM BHE3AITHOM ITOABACHII
IpOTEnHypuH Tpedyercs mpoBeAeHne HedppoOHocnu
AAfL ICKAFOYCHHSA PAAA AHATHO30B, B TOM yrcae TMA
de novo M AHTHTEAO-OIIOCPEAOBAHHOTO OTTOPKECHUA
C TPAHCIIAAHTAIIIOHHOI TAOMEPYAOIIATHEH, TAK KaK ITPH
o0oux cocrosHuAx Habaroaaercsa Bropuansii GPCI'C

[191, 220-222].
JleueHune BO3BpPATOB B TPaHCMJ/IaHTaTe

* MBI peKOMEHAYEM IIPOBOAMTE CHENH(DUIECKYFO
teparmo Bosspara HC xak mozxkno ObicTpee mocae
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JCTAHOBACHUSA AHATHO32 (YPOBEHD X, CHABHASA PEKO-
MEHAQLIHSA).

oMbl IpeAAaraeM IPUMEHATH TOBBIIIICHHBIE AO3BI HH-
THOHTOPOB KAABIIMHEBPHHA, 4 TAKKE BHYTPUBECHHBIC
IIyABCEL METHAIIPEAHU3OAOHA 1/ HAN 11Aa3Madpepes
(MAU IMMYHOAACOPOLIHHM) € PUTYKCHMAOOM HAH Oe3
uero (yposenn C, crabas peKOMEHAALTHA).

e Mg mpeaAaraeM HAYHHATD TEPAITHIO OAOKATOPAMH
PAAC, xoraa He yAaeTCA AOCTUYD ITOAHOM PEMIUC-
CHU IIOCAE IIEACHAIIPABACHHON TEPAIIHH BO3BPATA
3aboAeBaHnsA B TpaHciAanTare (yposensb C, caabas
PEKOMEHAAITHS).

JokasatenbcTBa n 060CHOBaHUA

Crparernn, NCIIOAB3YEMBIE AAA ACYCHHA BO3BpATA
CPHC B TpancnaanTaTe, BRAFOUAFOIIINE BHICOKHE AO3BI
UHIIOUTOPOB KAABIIIHEBPHHA, BHYTPUBECHHBIC BBEAC-
HHA METHAIIPEAHH30AOHA M PUTYKCUMA0a 1 METOABI
9KCTPAKOPIIOPAABHON OUHCTKH KPOBU, HHAYIIHPOBAAH
pemuccuro y ~60% maruenTos [198, 223]. Msr mpea-
AAraeM ITaIUeHTaM, HAXOAAIIMMCA Ha TEPAITUH PHTYK-
cuMaboM, BBOAUTD 2-¥0 A03y purykcumaba (375 mr/m?)
B YCAOBHUAX HELIOAHOI B-KA€TOUHOI Aetiaenny u/uAn
BO3BPATa IIPOTEHHYPHUH.

BnaropapHOCTN: ABTOPBI IIPU3HATEABHBI 34 IIEHHBIH BKAAA
YACHOB IPYIIIIEL ITO IIPOBEACHHIEO TOAOCOBAHIS, IIPEACTABASO-
mmux pernoHaAbHble odmectsa IPNA, Brkarogas Espormefickoe
ObmecrBo neamarpuaeckoit Hedppororun (ESPN): Eaena
AeBUeHKO (OTACACHIE TEANATPU, /\CBEHCKIH YHUBEPCHUTET,
beaprus), FOu O (oTAescHmEe AeTCKOH Hedposornn, VHH-
BepcuTerckan Aerckas OoapHuIa, I'aMOypr, I'epmanms), Pesan
Tomaaoray (OTACACHIE ACTCKOH HE(DPOAOTHH, OTACACHIEC
neanarpuy, [kora Mmeannnner, VEuBEpcHTeT XaAKETTCIIE,
Asnxkapa, Typous), Kopx Aererec (APHP Pobept-Aebpe,
[Naprmx, Ppanrus), [Isep Korma (Anown, @panrus); Accoru-
arust eAnaTpos-uedpoaoros Ascrpasnu u Hosoit 3eaan-
anu (ANZPNA): Cra Kum (Cets aetckux 60abHuIT CHAHEH,
Cuaneit, ABctpaans), Anna Pporcuc (Aerckas GOAbHHIIA
Ksuncaenaa, bpucben, Asctpasms), Hux Aapxuac (Aerckas
6oabuuma lepra, [lept, ABcTpasms); Amonckoe ObrmecTBo
neanatpuaeckoit Hegpoorun (JSPN): FOraka Xapura (o1-
AeaeHue neanarpun, Toxutickuit yausepcurer, SAmonns),
Puky Xamaaa (CTOANYHBIH ACTCKHI MEAMITHHCKHE LEHTP
Toxuo, Tokuo, Anonms), Xupocn Kaiito (Aerckas OoApHMIIA
mpedexrypsr Xuoro Kobe, Kobe, fmonus); Amepuxarckoe
ObrrectBo meanarpuyeckoii Hedgpporornu (ASPN): Uua-I1Tu
Ban (YauBepcuteT OMOpH 1 ACTCKOE 3APABOOXPAHCHHE AT-
AamTel, AtAanTa, CIIIA), Parrua I'6aseresuns (Meanmimackmit
yausepcurer Aproka, Aapem, CILIA), Mumreas Peo (kade-
Apa IMEAHATPHN MEAHIIHHCKOIO (DAKyAbTETA YHIBEPCHTETA
Munnecorsr, Munnearoanc, CITTA); Aatino-Ameprkarckas
Acconnmarus meanatpudeckoir Heppororuu (ALANEPE):
Bepa Kox (Instituto da Crianca HCEMUSP, Cau-Ilayay, bpa-
suams), Xaiime Pecrperio (Fundacion Valle del Lili, Kaan, Ko-
Aymbud), Measus boruapsa-Peanke (Vausepcurer [Iyspro-
Puxo — Meamunckuit koareax, Can-Xyaw, [Tyspro-Puko);

Adpuranckas ACCOMUAIINA TEARATPIYCCKON HeDpoAOTHI
(AFPNA): barmup Aamanu (Vausepcurer Hafipoowu, Haii-
poou, Kenns), [erre Dkyay (VHuBepcurerckas OOAbHHIIA
Kunrmacer, Kerrmaca, Aemoxpariaeckas Pecriydanxa Korro),
Murbon MakKaaaok (Aerckas 6oaprua Kpacroro Kpecra,
Ketirrrayn, FOxuan Adpuxa); Asian Pediatric Nephrology
Association: Apsuna barra (otaesenue medpoaorum, OTAe-
ACHUE IICAUATPUH, BCeMHAMACKII HHCTUTYT MEAUIIIHCKIX
nayk, Hero-Aean, Uuaws), [Loapssane (AeTckas OOAbHUITA
Dypannckoro yausepcurera, [anxait, Knrait), Xaana Aab-
xacan (Yuausepcurer Kunr-Cayaa, IIeAHaTpHYIECKOE OTACAE-
nue, Praa, CayaoBckad Apasus). ABTOPEL TAKiKe XOTEAH OBI
10O AATOAAPHTD IIPEACTABUTEACH ITAIIIIEHTOB, BRICTYIIAFOIIIIX
B Ka4ueCTBe BHEIIHUX oKcuepTob: Yanaana I'yxa (Haydnerit
accucrent, LlenTp mccaeaoBanus movex, Aerckas OOAbHHIA
B Bectmuae, Cuanerickas IkoAa OOIIECTBEHHOIO 3APABOOX-
pauerns, Cuaneiickuii yausepcuret, AbcTpasusd); Kaemernc
Bpayrep (Opranusanus marentos aas aeteii ¢ XBIT B Hrk-
meii Cakcornmn, I'araosep, 'epyarms); Beman Kyx (Aupexrop
U KOOPAMHATOP 110 COOPY CPEACTB OPraHH3aIIY AIINCHTOB
"Tpact nedpporuueckoro cunapoma” (NeST), BeaukoGpu-
TAHUA. ABTOPBI TAKAKE XOTEAH OB ToOAaroaaputs LI tedaru
[Iraiiamans (AnetoAora, Aerckas GoAbHIIA, | aHHOBEpCKAsd
MEAHIIHHCKAA IIIKOAA, ['epMaHus) 32 TO, 9TO OHA BEICTYIIMAA
B KAYECTBE BHEIIIHEIO IKCIEPTA U OOCYANAA AAHHEIE PEKO-
MeHAALMH B paboueil rpyme "Turanue Aereil ¢ HOUeIHOI
HEAOCTATOYHOCTBIO B I'epmarumn”.

®uHaHcnpoBaHue: MeKAyHAPOAHAA ACCOLMAIIUA IIEAU-
arprueckoit Heppororun (IPNA) BercTymmaa ¢ AaHHOM
HMHHUIINATHBOMN, OPraHU30BAB U IIPO(DUHAHCHPOBAB €€, BKAIO-
T PACXOABI HA IIPOE3A H IIPOKUBAHIE YACHOB OCHOBHOM
rpymst. PHHAHCHPYFOIIAA OPraHU3AIA HE OKA3AAA BAUSAHIA
Ha COAECPIKAHNE PYKOBOACTBA.

KoHdnukT nHtepecos: D.H. moayuna uccaeaoBareabckue
rpauTsl o1 Kyowa Kirin m Amgen, a Takke roHOpapsI AO-
KAGAYHKOB 1/ HAH KOHCYABTaHTOB 0T Amgen, Sandoz, Kyowa
Kitin, Pfizer, Merck Serono, Horizon, and Chiesi. O.B. mo-
AVYIHAA TOHOPAPB AOKAAAYNKOB H/HUAU KOHCYABTAHTOB
ot Amgen, Chiesi, Novartis 1 Octapharma. Bce ato He 65100
CBA3AHO C TEMON AAHHBIX peKoMeHAAIHH. OCTaAbHEIE aB-
TOPBHI HE 3aABAAIOT O HAAMYNHU KAKHX-AHOO KOH(AHKTOB
HHTEPECOB.

LononHutenbHble MaTepuanbl

(Electronic supplementary material):

https:/ /link.springer.com/article/10.1007 /s00467-020-
04519-1#Sec106
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