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Knununueckue pekomeHaaLmMu Knunmnueckue [PEKOMEHAaLMM NO AUATHOCTUKE U NEYEHMIO ATUMUYHOTO FEMONTUTUKO-YPEMMUYECKOTO CUHAPOMA

1. METOAOAOTHA

MeToAuKa OLIEHKH CHABI PEKOMEHAAIINM U YPOBHA HX IIPEACKA3ATEALHOCTH,
HICIIOAB30BAHHAA IIPH COCTABACHUM AAHHBIX KAMHUYECKHIX PeKOMEHAAImii *

[To cmAe peKOMEHAAIINN ITOAPABACAAIOTCA HA TPH KATETOPHHU B YOBIBAFOIIEM IIOPAAKE: YPOBEHD 1 (3KCIIEpTHI
PEKOMEHAYIOT); YPOBEHD 2 (3KCITEPTHI ITOAATAIOT); «HeAU(D(epEeHIPOBAHHEIA ypoBeHDb» (Ta0A. 1). Craa mpeacka-
3aTEABHOCTH PEKOMEHAALMI IIOAPa3AeAcHA Ha 4 ypoBHA (TabA. 2).

Tabanmna 1. OreHKa CHABL PEKOMEHAALTHIA

Ounenka peKOMEHAAITUH
Yposenn AaspHelnIee
Co cropons! manmenToB | Co cropoHBI Bpaua HAIIPaBACHHE
HCIIOAB30BAHUA
Vposens 1 [Toaasasrormee [ToaasasForemy Pexomenaarms
«DKCIIEPTHl PEKOMEHAYIOT» | OOABIIIMHCTBO OOABIIMHCTBY CBOMX MOZKET OBITh IPUHATA
IIAIIEHTOB, OKA3ABIIINXCA | IAIMEHTOB Bpay B KAYECTBE CTAHAAPTA
B ITOAOOHOI cHTyarnny, | OyAET PEKOMEHAOBATD ACHCTBHA MEAHIIHHCKOTO
IIPEATTIOUAN OBI CACAOBATD | CAGAOBATH HIMEHHO 3THM | IIEPCOHAA
PEKOMEHAYEMBIM ITyTEM, | IIyTEM B OOABIIIMHCTBE
U AHIIb HEOOABIIIASA KAMHITYCCKHIX CHTYAITHI
YACTh U3 HUX OTBEPIAK
OBI 3TOT ILIyTh
Vposens 2 boapmas gacts AAf pasHbIx marenTo | Pexomenaarium,
«DKCIIEPTHI TIOAATAFOT) IAIIEHTOB, OKA3ABIIUXCA | CACAYET ITOAOHPATD BEPOATHO, ITOTPEOYIOT
B ITOAOOHOI CHTYaIlny, | pa3AMYHBIE BAPHAHTEI OOCYKACHHA C yIACTHEM
BBICKA3aAUCD OBI 32 PEKOMEHAAITHI, BCEX 3aMHTEPECOBAHHBIX
TO, YTOOBI CAEAOBATD HIOAXOASAIIEE IMEHHO CTOPOH AO IPUHATUA UX
peKoMeHAYeMBIM ITyTeM, | M. KaxAoMy manumeHtTy | B KagecTBe KAMHHYECKOTO
OAHAKO 3HAYUTEABHASA HEOOXOAMMA IIOMOIIb CTAaHAAPTA
9YACTh OTBEPIAA OBl 9TOT | B BEIOOPE M IIPHHATUH
IIyTh perenus, KoTopoe
OYAET COOTBETCTBOBATD
LIEHHOCTAM
U IIPEAIIOYTCHHAM
AQHHOTO IAITHEHTA
«Heanddepentmpopanneii | AaHHBIH YPOBEHD IIPHMEHACTCA B TEX CAYUAAX, KOTAA B OCHOBY PEKOMEHAAITHN
YPOBEHB» VKAQABIBACTCH 3APABBII CMBICA HCCAEAOBATEAA-IKCIIEPTA HAH TOTAQ, KOTAA
“Not Graded”- NG obcyxAaeMas TeMa He AOIIYCKAET AACKBATHOTO ITPUMEHEHHA CHCTEMBI
AOKa32TEABCTB, NCITOAB3YEMBIX B KAMHIICCKOM ITPAKTHKE.

Tabauna 2. [IpeAUKTOpPHEIEC YPOBHI PEKOMEHAALII

XapakTepHCTUKA yPOBHA

3uayenue/onucanue
MPEACKA3ATEABHOCTH

Yposens

DKcIepTsl AOCOAIOTHO YBEPEHEI B TOM, YTO IPH BBITOAHCHIH
A Bricoxnit AQHHOI PEKOMEHAAIINH, HAOAFOAAEMBIH 3D EKT ITOUTH
IOAHOCTBIO COBITAACT C OKHAACMBIM.

DKCIIEPTHI OKUAAIOT, ITO ITPU BBIITOAHCHHN AAHHOI
PEKOMEHAAIINH, HAOAIOAAEMBIH 3P eKT ckopee Bcero HyAeT

B Vmepennsri

OAHM30K K OKHAAEMOMY, OAHAKO HE HCKAFOYACTCA BO3MOKHOCTD

TOTO, 9TO OH OYAET CYIIECTBEHHO OTAHYATHCH OT HETO.

. [TpeackasbiBaemblii 9peKT MOKET CYIIECTBEHHO OTAHYATHCA

C Husknit

OT PEaABHOTO.

. ITpeackazanue apdexra kpailHe HEHAAEKHO U OYEHD YACTO OYAET

A Ouenp HU3KHII peA b P A yA

OTAMYATHCA OT PCAABPHOIO.
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MeToABI, HCIOAB3yeMBIE AAA (POPMYAUPOBKH peKOMEHAAnmIL: KoHcencyc akcrepTos.

[Tockoapxky al'VC mpeacraBaseT coboit opdanaoe 3a60ACBaHIE, BOBMOKHOCTH ITPOBEACHHSA IIPOCICKTHBHBIX
KOHTPOAHPYEMBIX KAMHHYECKIX HCCACAOBAHUI 10 OIeHKe 3P (PEKTHBHOCTH METOAOB €IO ACYCHUA OIPAHUYCHBL.
DTO 3aTPYAHACT OLICHKY YPOBHA M CHABI IPEACKA3ATEABHOCTH, B CBA3H C YEM B HACTOAINUX PeKOMEHAAIMAX OT-
CYTCTBYIOT HX OOO3HAYCHUIS.

2. OITIPEAEAEHHE, SITMAEMHNOAOT'A

2.1. Onpeaesenne

ArunugHsil reMOARTHKO-ypemudeckuil cuHApoM (al'VC) — xpoHIYeckoe CHCTEMHOE 3a00AEBAHUE TCHETHYC-
CKOI IIPUPOAEL, B OCHOBE KOTOPOI'O ACKHT HEKOHTPOAHPYEMAs AKTUBALIHSA AABTCPHATHBHOIO IIYTU KOMIIACMCHTA,
BEAYINAA K ICHEPAAH3OBAHHOMY TPOMOOOOPA3OBAHHIO B COCYAAX MHKPOLHPKYAATOPHOIO PycAa (KOMIIACMCHT-
OIIOCPEAOBAHHAS TPOMOOTHYIECKA MUKPOAHIIOIIATL).

KommenTapuii: Hapsaay ¢ tanmaaeiv I'VC i rpomboTrdeckoit Tpomborruronenndeckon mypuypoit (TTII)
al'VC sBAfieTcs KAACCHYECKHM 3200ACBAHUEM H3 IPYIIIEL TpoMOoTHYecKuX Mukpoanrnomatuil (TMA). B macro-
srree BpeMs TMA paccMaTpHBAaIOT Kak KAHHHKO-MOP(OAOIMYIECCKUI CHHAPOM, XaPAKTEPH3YIOIIUI TOPAKCHIIC
COCYAOB MHKPOLIIPKYASTOPHOIO PYCAA.

Tucmonozusecku TMA — 5T0 OCOOBIH THIT ITOBPEKACHHA COCYAOB, IIPEACTABACHHBIN OTEKOM SHAOTEAHAABHBIX
KACTOK C UX OTCAOMKOMN OT 0a3aAPHOI MEMOPAHEL, PACIIIHPEHUIEM CYOIHAOTCANAABHOTIO IIPOCTPAHCTBA C HAKOIIAC-
HEEeM B HeM aMOP(HOI0 MEMOPAHOIIOAOOHOIO MATEPHAAA K ODPA3OBAHEEM TPOMOOB, COACPIKAIINX TPOMOOLIUTEL
1 (huOpPHH, YTO IPUBOAUT K OKKATO3UH IIPOCBETA COCYAQ, BRI3BIBASA PA3BUTUC UIIEMUU OPIaHOB U TKAHCEH.

Kaunuveckn TMA mposasiercss TpOMOOLINTOIICHUCH, PA3BHBAIOIICHCA BCACACTBHE ITOTPEOACHHU TPOMOOLH-
TOB B IIPOLIECCAX PACIPOCTPAHEHHOIO TPOMOOOOPA30BAHUSA, MHKPOAHIHOIATHYCCKON reMoAnTudeckon Kymbe-
HEraTUBHOH aHEMUCH (MEXAHIYECKUH FeMOAN3), AUXOPAAKOH U IOPAKCHHEM PA3AIYHBIX OPIAHOB, TAABHBIM 00-
pasom, mogek u LIHC.

B macrosimiee Bpems AOCTUTHYTHL 3HAYHTCABHEIC YCIEXU B ITOHUMAHHN 3THOAOTHH U OCODEHHO IIATOICHE3a
TMA, 4TO ITO3BOAHAO OTKA3aTHCS OT CTAPOH HOMEHKAATYPEL e€ kaaccmdaeckux dopm. Tax, tummansit I'VC, pa-
Hee HasbBaBIInics mocT-auapeiiasmv uau A+1VC, caeayer HaszeBare STEC-I'VC (Shiga-Toxin npoaymnupyromas
Esherihia Coli), arumeransii I'VC, panee IMEHOBABINUICA «He-aCCOLMUUPOBAHHBIM ¢ Anapeci» uau A-1'VC, moay-
YIA HA3BAHHE «KOMIIACMEHT-OIIOCPEAOBAHHON TMAY.

2.2. Dnuaemuoarorusa al'YC

¢ al'VC — yaprpapeaxoe (opdpannoe) 3a60AeBaHIE C PACIIPOCTPAHEHHOCTBIO OKOAO 10% oT pacipocTpaHeHHO-
ctu STEC-I'VC, uro cocrasasiet 2-7 cay4aes za 1000000.

* 3a00AeBaHIE MOKET PAa3BUBATHCA B AFOOOM BO3PACTE, OAHAKO YaIlle IIOPAKAET ACTEH I MOAOABIX B3pOCABIX. 60%0
3200AEBIIINX COCTaBASIOT AeTH, 40% — B3pocasie.

¢ al'VC oanmHaxkoBO wacTo passuBaeTcA y Myx9nH u xeHius. [Ipn manmdecrarmn B 60Aee crapiiem Bo3pacte
OOAE3Hb HECKOABKO YaIlle TIOPAKAET KEHIIIHH.

3. KAACCUPUKAILINA, DTUOAOTHUA

3.1. Kaaccudukanua tpomborrueckux mukpoanruonaruii (TMA)

TpoMbOoTHYECKHE MUKPOAHTHOIATAN KAACCH(DUIUPYIOT HA IepBuuHble 1 Bropuunse. [leppuansie TMA
BKAIOYAIOT B €O TpoMOOTHYeCKyIO TpomboruroneHmdeckyto mypaypy (TTII), tamuansi I'VC u atumnugsemi
I'VC, stroAorus 1 maToreses KOTOPBIX YCTAHOBACHBL.

* TTTII, o6ycaoBaennas anomaauamu ADAMTS-13 (akrusHOCTD Meree 5%0)

— ICHETHYICCKIMI

— IPHOOPETCHHBIMU (AYTOAHTHTEAA, IIPUEM TUKAOIIMANHA HAH KAOIIMAOIPEAR)
* I'YC, nuaAynupoBaHHbIi HHQEKIHEI:

— rurmasbiil I'YC = STEC-T'YC: 1mura (STEC)- u sBeporokcun (VIEC)- mpoAynnpyrormumu GakTeprsaMe —

snmepozemoppacuyeckot I.coli, mrramm O 157:H7 u apyrue nrrammsr, a makoce Shigella dysenteriae I muna

— Streptococeus pnenmoniae, IPOAYIUPYIOIIUM HEHPAMUHIAA3Y
e Arunmusenii I'YC, 00ycAOBA€HHBIA I€HETHYECKHMH HAPYIICHUAMU UAW W3MEHEHUAMH HMMMYHHOI

CHCTEMBI, IPUBOAAIIMMU K IIATOAOTUYU CHCTEMbI KOMIIAEMEHTA!

— MyTamuaMu reHoB peryAfaTopHbIX OeAkoB 1 komroHeHToB komaementa CFH (daxrop H), MCP (memOpan-

merit kodakropusiit nporent), CEFI (dakrop I), THBD (rpombomoayaus), CEB (dakrop B), u C3

— Amrureaamu k CFH
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Hapsaay ¢ nepBuanbiMu, cyIecTByroT MHOrOYHCAeHHbBIE BTopuanbie TMA, pasBune KOTOPBIX CBA3AHO C Pas-
AFYHBIME 3200ACBAHIAME HAN cocTosHuAME. K HuM oTHOCATCS:
* BepemennocTs u poasr: mpeakaamicug-sxaamrrcud, HELLP-curapom
* AyroumMmyHHBIE 3a00AeBaHUA: cucTeMuas KpacHad Boadanka (CKB), cucremmas ckaepoaepmus, anTudoc-
oanmuaneit cuaapom (ADC)
* 3A0Ka4yeCTBEHHBIE OITyXOAHU
* Mndexrum: BUY, rpumr HIN1
* Apyrue 3a00A€BaHUA: 3A0KAYCCTBECHHAA APTEPHAABHASA TUIICPTEH3HUA, TAOMEPYAOIIATAN
* MeTrmAMaAOHOBAA AITUAYPHSA C TOMOITUCTEHHYPUCH
* AexapcTBeHHAA TEPANMA: XUHUH, HHTEP(EPOH, HHIHOHTOPH KAABIIHHEBPUHA (IIHKAOCIIOPHH, TAKPOAH-
myc), uarndnropsr mMTOR (cupoanmyc, 9BepOAHMYC), IIPOTUBOOIIYXOACBBIE IIPEIIAPATH! (IIUCITAATHH, IeM-
rrabun, Muromunud, paruonTopsl VEGEN tuposnnknHaser — OeBarusymad, cyHnTHHEO, copadernod),
HIEPOPAABHBIE KOHTPAIIEIITUBEIL, BAAAITIKAABUP
* Monusupyromiee uzsydyeHue
* TpaHCrAaHTAIINA COAUAHBIX OPTraHOB M KOCTHOI'O MO3ra
KommenTapmii: B pase cAydaeB BO3MOKHO COYETAHHE Y ITAIIMEHTA HECKOABKHX IIPUYNH, BEAVIIIHX K Pa3-
suruio TMA. B wactroCTH, yeranoBacHo, uto 22% 6oapubx STEC-HUS nmeroT MyTariin reHOB CHCTEMBL KOM-
IIAEMEHTA, TI03TOMY B 1TOAOOHBIX cAydaax STEC-undekimro ckopee cAGAyeT paccMaTpUBaTh Kak TPHITEPHBIE
MCEXAHH3M AKTHBAIINK KOMITACMCHTA, IPUBEAIINI K pasBuruio al'VC, deM Kak caMOCTOATEABHOE 3200ACBAHUEC.
Heaasro Op1a0 moxasano, uro mpu 1I'VC, acconuupoBaHHOM ¢ OEPEMEHHOCTBIO, DOACE YEM § TPEX YCTBEPTEH IIa-
LIICHTOK BBIABASIOT MYTALIUH PEIYASTOPHBIX OCAKOB CHCTEMEI KOMIIACMEHTA. AKTHUBAIIHSA KOMIIACMEHTA XapaKTep-
Ha AAf HEKOTOPBIX CHCTEMHBIX 3200AeBanui, B epByio ogepeab, CKB u ADC, uro mosBoasieT paccMaTpUBaTh UX
Kak 3a00AeBanus, komopouansre al'VC. Takum 00pasom, cAeAyeT CIUTATE FCHETUICCKUE AHOMAANN KOMIIACMEHTA
He IPUYUHOM, 2 (haKTOPOM, IIpeApaCIIOAararomumM K passuruio TMA.

3.2. Kaaccudpukanma arunuusaoro I'VC

Arnmuansri ['VC nmoapasaeasror Ha:

* CeMelHbIIT

* CropaAU9ecKHi

KommenTapuii: B crpykrype al'VC Ha AOAIO ceMEHHOIO (AHATHOCTHPYEMOTIO, 110 KpaliHel Mepe, y AByX JAe-
HOB CEMBH) IIPUXOAUTCA, IO pasHbIM AaHHBIM, Beero 10-20%, toraa xax criopaamdeckuii al'VC, mpu koropom
OTCYTCTBYET CEMEHHBIN aHaMHe3, Berpedaercsl y 80-90% marmenTos ¢ a1oit matoAorueit. CAEAYeT ITOMHHTE, YTO
oTCyTCTBHE 3a00AECBAHIA Y POACTBEHHUKOB HE UCKAIOYACT €T0 HACACACTBEHHBIH XapaKkTep.

4. MEXAHIN3M PA3BUTHUA

4.1. Peryaanmsa cucTeMbl KOMIIAEMEHTA B HOpMe

AKTHBAITIA CUCTEMBI KOMITAGMEHTA OCYIIIECTBASCTCA TPEMA OCHOBHBIMH ITYTAMH: KAAQCCUYIECKHM, ACKTHHOBBIM
n aAbTepHATHBHBIM. OOITIEl TOUKOH, Ha KOTOPOM CXOAATCA BCE TPH IyTH, ABAAeTCA paciienienue C3 KoMIIoHeHTa
kommAemenTa. Hapymenus, aexane B ocHoBe passurus al'VC, kacarorcsa aAbTEpPHATUBHOTO ITYTH AKTHBAITMH
KOMITAGMCHTA.

B orAmame o1 IepBBIX ABYX ITyTEH, aKTHBAIINA KOTOPBIX HAUMHACTCA ITOCAC CBA3BIBAHIA C IMMYHHBIMI KOMITACK-
CAMH MAHM MUKPOOPIaHH3MAMH, AABTCPHATUBHBIIN ITyTh HAXOAHTCA B COCTOAHHHU ITOCTOAHHOMN aKTHBAIINH, HCXOA-
HBII YPOBEHD KOTOPOI HH30K (T.H. MEXAaHU3M «XOAOCTOTO XOAQ»), 9TO ODECIIEINBACTCA CIIOHTAHHBIM THAPOAU3OM
C3 kommonenTa KomaemenTa. Oopasyrormuiics mpu atom ¢parmeHT C3b MOKET CBA3BIBATHCA KAK C IIATOTCHAMI,
TAK U C COOCTBEHHBIMH KA€TKaMH opranmusma. Ha uyxepoanoit (Hanpumep, 6akrepuasbnoii) nmosepxuoctn C3b
cesaseBactcd ¢ hakropom B (CEFB), B pesyaprate uero oopasyercs C3-konseprasa (kommaexe C3bBb). ITocaeanss
MHOTOKPATHO ycuAmBaeT pacmienacane C3 3a caer ¢popMUpOBaHUA T.H. «IeTAH amuAudukanuem. [Ipu mpuco-
eanuennn k C3-koHBepTase AormoAHnTeAbHBIX (pparmento C3b obpasyerca C5-konseprasza (C3bBb(C3b) — smsu-
MaTHYECKUH KOMIIACKC, paciienastormii C5-kommonenT komaementa. [lpu pacmenaennu C5 obpasyerca C5b
dparment, 3amyckarormii cOOpky mMemOpanoarakyroriero komiaekca C5b9 (MAK), KoTOpBIi BBISEIBACT AH3HC
OAKTEPUAABHBIX KACTOK.

[ToBepxHOCTD KAETOK XO3AMHA B HOPME 3aIlUINEHA OT AOKAABHOM amrandukarnmu u Aenosuipm C3b. Dty
3AIUTY OOECIIEUYNBACT KECTKHI KOHTPOAB CO CTOPOHBI PAAA PETYAATOPHEIX (DAKTOPOB KOMIIAEMEHTA, ITPEACTAB-
AEHHBIX KaK IIAA3MEHHBIMH, TAK 1 MEMOPAHOCBA3AHHBIME O€AKaMI, (PUKCHPOBAHHBIMU Ha IIOBEPXHOCTH SHAOTE-
AHAABHBIX KACTOK. OCHOBHBIMU IIAA3MEHHBIMH IIPOTEUHAMH, PEIYAUPYIOIIIMI AABTEPHATHBHBIH 1Ty Th AKTHBAIIN
kommaemenTa, cAyxkat dpakroper H (CFH) u I (CFI), memOpano-cBs3aHHBIMU — MeMOPAaHHBIH KO aKTOPHEII IIPO-
teur (MCP) u rpombomoayaun (THBD).
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®axrop xommaemenTa H (CFH) — ocuHoBHOM peryAfTopHBIi (PakTOp aABTEPHATHBHOIO IIyTH AKTHBAIIUH
kommaementa. O Gaokupyer obpasopanne C3-KOHBEPTa3bl M HAIIPAMYIO YCKOpAET ee paciraa. Kpome Toro,
akrop H sBaserca kodakropom CFI B mmaktuBarum C3b, koTopas IPUBOAUT K OOPAa30BAHUIO HEAKTHBHOIO
dparmerra iC3b, HecrocobHOrO cBA3BBaTHCA € (pakropom B aas oOpasosarms C3-konseprassl. Moaekyaa CFH
umeer Ae obaactn caspBanma C3b. Ilepsas rokaansyerca B N-koniieBoii wactn, rae ceaseanue C3b peryan-
pyer aMIAnQUKAIINIO aAPTEPHATUBHOIO IIyTH KOMITAEMEHTA B IIAa3Me. Bropas 00AacTh CBA3BIBAHUA HAXOAHTCA
B C-KOHIIEBOI YaCTH MOAEKYABL B 19 1 20 9K30HaX, CBA3BIBAHIE C KOTOPHIMU HApYIaeT criocobnocts C3b dukcn-
pOBATHCA HA TOBEPXHOCTH SHAOTECAHSA, YTO IPHBOAUT K AOKAABHOM HHAKTUBAIIMN AABTCPHATUBHOIO Iy TH. TaKkum
obpaszom, CFH npunassexnT KArOUEBas POAb B 3aIUTE SHAOTEAHAABHBIX KACTOK OT AKTHBAIIMH KOMIIAGMEHTA.
Kpowme toro, ycranosaeno 6oasrrroe snauenue CFH B peryasrmu dpynknmg TpoMOOIIATOB 32 cueT OAOKHPOBAHIA
AKTHBALIMM KOMITAGMEHTA HA HX IIOBEPXHOCTH, YTO, B CBOIO OYEPEAD, IIPUBOAUT K YMEHBIIEHHIO (DYHKIIMOHAAD-
HOI aKTUBHOCTH ¥ CIIOCOOCTBYET CHIKEHHIO PHUCKA TPOMOOOOPA3OBAHNSL.

®axrop kommaemenTa I (CFI) — cepunosas mporeasa, kotopas pactieraser C3b, mpusoas k dpopmuposa-
HIEO HeakTHBHOTO iC3b B IIPUCYTCTBUM PACTBOPUMBIX 1/ HAM MEMOPAHOCBA3AHHBIX KO(DAKTOPOB.

Mem6pannsiii kodakropusrii nporens (MCP) — narerpaAbHbIi TpaHCMEMOpPaHHBIH OEAOK, KOTOPBII 9KC-
IPECCHPYETCA Ha IOBEPXHOCTH KACTOK, TAe cBA3biBaeT C3b n aBasercsa comoanuTeAbHBIM Kobakropom Ard CEL

TpombGomoayaun (thrombomodulin, THBD) — sHAOTE€AHAABHBIH TAHMKOIPOTEHH C AHTUKOATYAAHTHBIMH,
IIPOTHUBOBOCITAAMTEABHBIMI 1 IINTOIIPOTEKTHBHBIMU CBOMCTBAME, KOTOPBIH CAYKUT TAK/KE PETYATTOPHEIM OEAKOM
CHCTEMBI KOMITAGMEHTA, BBITOAHAA yHKIHN MemOpanocsasanaoro kodakropa CFI. CeaseBaer C3b, ycxkopsia ero
nuakruaruio CFI 8 npucyrersun CFH.

Takm 00pa3oM, PEryAAIns aAbTEPHATUBHOTO YT KOMITAEMEHTA OCYIIIECTBAACTCA YETHIPbMA OeAKaMI — (DaK-
topamu H, I, MCP n THBD, B3aumMoaeiictBre KOTOPHIX IPUBOAHT K Ipeobpasosanmo C3b B HeakTHBHYIO MO-
AekyAy iC3b, OAOKHPYA TeM CAMBIM KAIOUEBON MEXaHM3M aKTUBAIIMH — ODPAa30OBAHHE BCE DOABIIHX KOAMYECTB
C3-KOHBePTA3HI € ITOCACAYIOITIEH DesyAepskHOM mpoAykiueii MAK.

4.2. Cucrema xkommnaemenTa npu al'yC

Arurmmansiii ['VC — 3a00AeBanne, OCHOBY KOTOPOTO COCTABAAET T€HETHYECKH OOYCAOBACHHBIN A€EKT pery-
AMITUH AABTEPHATUBHOTIO IIyTH KOMIIAGMEHTA, PE3YABTATOM HEro ABAAETCA €ro XpOHMUYECKAAs HEKOHTPOAHpPYeMas
akruBarys. [Ipearoaaraercs, aro mmerornuecs y manueHtos ¢ al'VC MyTanum B reHax, KOAHPYIOIINX PEryAs-
topusie 6eakn (CFH, CFI, MCP, THBD), npuBoAAT K HapyIIeHHIO 3aIUTH SHAOTEAHAABHBIX KAECTOK OT AKTH-
BAIIMH CHCTEMBI KOMIIAGMEHTA BCACACTBHE ACDHIINTA UAH, Yarre, (PYHKIMOHAABHBIX HAPYIIEHHI 3THX IIPOTEH-
HOB. B pesyAbTate 53TOT0 Ha IIOBEPXHOCTH KAETOK SHAOTEAHA ycuAuBaercs oopasosarne MAK, BeIsbiBarornee nx
HOBPEKACHUE C OOHAKEHHEM CYOIHAOTEANAABHOTO MATPUKCA, TPAaHC(OPMAIIHEH aTpOMOOTHYECKOrO (heHoTHIIA
B IIPOTPOMOOTHYECKHI M ITOCAEAYIOIIUM OOPa30BAHUEM TPOMOOB. A\OIIOAHHTEABHBIN BKAGA B ITPOIIECC TPOMOO-
00pa3oBaHuA y HAIHEHTOB ¢ MyTarnuamu dakropa H MoxeT BHOCHTD Takike aKTHBAIINA KOMIIAEMEHTA Ha IIOBEPX-
HOCTH TPOMOOITHTOB, IPHBOASAIIAA K YCHACHHIO HX (DYHKIIMOHAABHOM aKTHBHOCTH.

Hapsay ¢ manboaee 9acTo BCTPEYATOIIUMUCA MYTAIUAMU OEAKOB-PEIYAATOPOB, IIPUBOAAIIUX K HAPYIICHHIO
uxX (OYHKINH IT0 KOHTPOAIO 32 aKTHBHOCTBIO AABTCPHATHBHOIO IIyTH KomraeMeHTa (loss-of-function), ommcansr
Take myrarun ¢akropa B i C3 KOMITOHEHTa KOMITAGMEHTA, OOCCIICINBAIOIIIE 3HAYUTCAPHOE HAPACTAHIE AK-
tuBHOCTH (gain-of-function) 3a cuer crabmansannu C3-koHBEPTA3bI U €€ PE3UCTCHTHOCTH K MHAKTUBAIINH, COOT-
BETCTBEHHO, YTO BBI3BIBACT M3OBITOYHYIO AKTHBAIIMIO CHCTEMBI KOMITAeMEHTA. [IpenmyIiecTBeHHOE OpaKeHIe
nodex 1pu al'VC, mo-BuAnMOMy, 00YCAOBACHO OCOOEHHOH YyBCTBUTEABHOCTBIO (DEHECTPUPOBAHHOIO TAOMEPY-
ASIPHOTO 9HAOTEAHS K TIOBPEKACHHIO, OOYCAOBACHHOMY HAPYILICHHON PETYAAIIHEH KOMIIACMCHT.

4.3. I'enetnueckue anomasnu npu al'yYC

V martuenTos ¢ al'VC manboaee gacto (oxoro 30% cayaaes) obHapysxusarot myraruu reaa CFH. K macrosime-
my Bpemenu naentudumposansr 0oaee 100 myranuit CFH y aereit u B3pocasix maruentos ¢ al'VC, npuyem ne
TOABKO HACAEACTBEHHBIM, HO H CIIOPAANYECKHM. BOABITHHCTBO MyTAIlHii AOKaAH30BaHBI B C-KOHIIEBBIX 9K30HAX
(19-20) moaexyasr CFH. I'omosurorasie myranun CFH peakwn, garme Bcero BCTpedaeTcss HOCHTEABCTBO OAHON
LCTEPO3UTOTHON MYTAIINH, OAHAKO BO3SMOKHO HOCHTECABCTBO ABYX U DOAEE IE€TEPO3UIOTHBIX ITOAUMOP(U3MOB
cpakropa H. Menbiiee uncao myraruii (1.0, MyTanuu 1 THIIa) aCCOIMUPOBAHO C KOAMYECTBEHHBIM ACUITITOM
CFH (amskuit yposers CFH B 11aasme), OAHAKO B OOABITHHCTBE CAy9IaeB MyTarun (0cobeHHO B C-TepMHHAABHBIX
9K30HAX) COIPSLKEHBI ¢ (DYHKIMOHAABHBIM AccpurruroM akropa (Myrarumu 2 tuma). Hocurean stux Myraruit
nMeroT HopMaabHyIo kornerTparuio CFH B maasme. Yposers C3 B maasme cumxer y 30-50% manuenTos ¢ rere-
posurorasiMu myTarmamu CFH 1 6oaee gacto — ipu myranmsax 1 rurra. [TarueHTs! ¢ rOMO3UIOTHBIME My TAITHAME
nmeror HanOoAee Huskue yposan kak CFH, tak u C3 B maasme. [Ipaman cpasp konmenrpanuii CFH u C3 memxay
cobotii orcyrersyet: ypoerb C3 Moxer ObTh HuskuM mpu HopmasbHOM yposae CFH u Haobopor.

Oxono 10% 6oapuex al VC (B OOABIIHHCTBE CBOEM — ACTH) UMCIOT MyTALIHH B rexe, koaupyrormem MCP.
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[pumepno y 10% mnaruenros BeraBAator myrtanuu CEFL. Onmcansr myramum rena dpakropa I, amarormansre
takoBeiM CFH, T.e. mpuBoasIne Anbo K HapyIIEHHIO CHHTE3A, AHOO K HAPYIIEHNIO (DYHKIIMH 3TOro (pepMeHTa.

Myrarmm reHa TPOMOOMOAYANHA OTMEYArOTCA Y 3-5% OOABHBIX.

Kpowme Toro, y HebGoAbIIOrO 9rcaa marpeHTos omucansl Myrannu dakropa B (1-4% 6oapmbix) n C3 komrro-
nenTa komiraeMenTa (2-10% OoABHBIX), IpUBOAAITITE K nX H30bITOUHON akTHBarui. OxkoAo 12% 6oapnbx al'VC
HMEFOT MYTAIINH ABYX H DOACE TEHOB CHCTEMBI KOMIIACMEHTA.

4.4. AuTn-CFH-ayroantureaa

[Mpubamsureapro y 6-10% mannentos ¢ al'VC, mpenMyIieCTBEHHO Y ACTEH, BEIABAAIOT ayTOAHTUTEAA K (DaK-
topy H. Vx aeticreue nHanpasacuo nporus C-repmunaspaoro peruona (ax3ousl 19-20) moaekyasr CFH, B cBasu
C YeM IIPUBOAUT K TEM e IOCACACTBHAM, 4To ¥ MyTarmu ¢akropa H. Haandne moAoOHBIX aHTHTEA CBA3AHO
¢ aecpurrarom akrop H-casannex Oeaxop 1 u 3 (CFHR1 u CFHR3), Bo3HUKarOIIUM BCACACTBHE MyTALHI CO-
OTBETCTBYIOIIHX I'€HOB. Y CTaHOBAEHO, uTO ¥ 90% GoAbHbIX ¢ anTu-CFH-ayroanTureAaMur ITOAHOCTBIO OTCYTCTBY-
ror CFHR1 n CFHR3, 910 00yCcAOBAGHO rOMO3UTOTHOI ACAEIIMEN B TeHAX 9THX 1IpoTenHOB. [IprmveprO y Tpern
OOABHBIX € ayToaHTUTeAAMH K (hakTopy H BEIABACHEI TaKKE MyTAIlHN Pa3AHIHEIX (pakTOpOB KomitAemenTa. [1aas-
menHas koHmeHTpannst C3 camxena y 40-60% 6oapabix al'VC ¢ antu-CFH-ayroanTrTeAamu, mpudaem B OOAbIIICi
CTEIIECHH ¥ TeX, KTO HMeeT boaee BoIcokuH ux Tutp. Ocodernoctsio al'VC, 00ycAOBACHHOrO aHTUTEAAMH K (Pak-
Topy H, ABAsieTcs dacTOE permAnBIpOBaHTE 3200ACBAHHIA.

KommenTapuii: [IeneTpanTHOCTD BCEX MYTAHTHBIX I'€HOB ITEPEUHCACHHBIX (DAKTOPOB COCTABAAET OKOAO 50%.
CAeAyeT ITOAYEPKHYTD, YTO B CEMBAX C MACHTH(DHIIMPOBAHHBIMI MyTAIIUAMI T€HOB KOMIIAGMEHTA TOABKO Y He-
KOTOPBIX HOCHTeAEH MyTanuii passusactcd al VC. Aazke Ipy BOSHUKHOBEHIH 3a00ACBAHHUA § HECKOABKHX YACHOB
CEMBH C OAHHMH H TEMH 7K€ MYTAIIMAMH €0 KAMHUYECKHE IIPOABACHUA MOTYT Pa3AHYATBCA. SHAUMTEABHBIN 110~
AEMOP(U3M KANHIYECKUX ITPOABACHII HADAFOAAETCA TAKKE Y HEPOACTBEHHBEIX HOCHTEACH TEX 7K€ MYTAIH. DTO
AQ€T OCHOBAHUSA IPEAITOAATATH HAAMYIHE AOTIOAHHTEABHBIX (DAKTOPOB — IEHETHYECKUX AU CPEAOBBIX — KOTOPHIE
MOTYT OKa3aTh BAHAHNE Ha pa3BuTHE AN 1Iporpeccuposanne al'VC.

Takum 0OpasoM, CAEAyET IIOMHUTE, YTO:

* orcyrcTBHe cemerHoro anamuesa al'VC He HCKAOUaeT BO3MOKHOCTH I'€HETHUECKOH IIPHPOABI 3200 ACBAHNS,

* IPAKTUYECKH HEBO3MOKHO IIPEACKA3aTh pucK BosHuKkHOBeHUA al 'VC y YAeHOB ceMbi OOABHOIO, NMEFOIIIIX

Ty 7K€ MYTALIUIO, YTO U IPOOAHA.

4.5. I'eneTnuecku-geHOTUIINYECKHE KOppeAarn: U mporro3 al'yC

V marenTos ¢ al'VC AAf TIOCTAHOBKM AMATHO3a U IIPHHATUA PEINEHHA O TAKTUKE ACUYCHHUA MACHTH(HKAIA
MyTaIHil pakTopoB KoMITAeMeHTa He Tpedyercs. OAHAKO FeHETHYECKOE NCCACAOBAHNE HEOOXOAMMO AASl OITPEAE-
AEHHSA IIPOTHO34, OCOOEHHO Y ODOABHBIX, KOTOPBIM ITAAHHPYETCA TPAHCIAAHTAIAA TOYKH.

Kommenrapmii: V B3pocanix marmentos ¢ al'YC Bospact AeOroTa 3a00AEBAHNA HE 3aBHCHT OT XapaKTepa MyTa-
i, OAHAKO Y ACTEH ITOCACAHMIT OIIPEACAACT BO3PACT HauaAa 3a00AeBaHusA. TaK, y OOABITHHCTBA ACTEH C MyTaIu-
amu pakropos H u I, a Take C3 1 tpoMOOMOAyAnHA GOAE3HD ACOIOTUPYET B BO3PACTE AO 5 A€T. AeTH, Y KOTOPBIX
BBIABACHEI aHTHTEAd K pakTopy H manm myranmu rera MCP, gare 3a0oaeBaror B Bospacre 8 Aer u crapime. Ha-
AMYHE MyTAIIHH B T€HAX TOTO HAH HHOTO (paKTOPa KOMIIAGMEHTA HEITOCPEACTBEHHO BAHACT HA XapaKTep TCUCHHUsA

Tabauna 1. [Tporuos npu al VC B 3aBHCHMOCTH OT BHAQ MYTALIIE B TCHAX KOMIIACMCHTA

Puck cmepT nan PUCK DelALBA
TIIH B momeHT Puck cmepT naun HIZ) chI\eA
T'en OCTPOTO 3IIM30A2 Puck permausa | TITH uepes 3-5 aer
TPaHCHAAHTAIAN
HAHU U€pe3 oA OT OT HauaAa 00Ae3HA -
Ae0roTa
CFH 50-70% 50% 75% 75-90%
CFI 50% 10-30% 50-60% 45-80%
MCP 0-6% 70-90% 6-38% < 20%
C3 60% 50% 75% 40-70%
CFB 50% 3/3 Ge3 TITH 75% 100%
THBD 50% 30% 54% 1 6oAbHOIT
Antu-CFH-AT 30-40% 40-60% 35-60% Bsimre y 6-x ¢
BBICOKHM ypOBHeM
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al'VC, oOruii ¥ ITOYeIHBIH ITPOTHO3, 4 TAK/KE OIPEACAAET IIPOTHO3  HAIMEHTOB C TPAHCIAAHTUPOBAHHOI 1104~
kot (Tabamma 1). Takum obpasom, y marpertos ¢ al'VC mpornos Bappupyer B 3aBUCHMOCTH OT I€HOTHIIA. TaK,
narenTsl ¢ Myranuavn CFH mveror xyAmmmit mporuos, a 6oabnsre ¢ mytarmamu MCP — aydrrmii. CvepTHOCTD BO
BpeMs IIEPBOTO 31M30Aa DOAE3HHI cocTaBAdAeT ¥ Aeteii ¢ myraruamu daxropa H 20-30%, a y Bapocasrx — 4%. Tep-
MuHAABHOH nogednoit neaoctarouroctr (TTIH) B rcxoae ocTporo anmmsoaa cpeAr BEIKHBINNX ACTEH AOCTATAIOT
20-40%, cpean B3pocabix — 48%. [1o cpaBrennto ¢ HuMH, He 3aPUKCHPOBAHO CAYYAEB CMEPTU B MOMEHT OCTPOTO
IIH30AA OOAE3HN HHU ¥ OAHOTO OoApHOTO ¢ Mytanmamu MCP meszasucumo ot Bospacra. TITH passuaaces y 25%
B3POCABIX IIAI[EHTOB C 9TUMHU MYTAIIMAMI, TOTAA KaK CPeAr Aeteil mporpeccuposarns A0 TTIH me ormedeno Hu
B 0oAHOM cAy4ae. [Ipu ecrectsenrom Tewernn al'VC 3a00AeBanne oTAIYaeTCs HEOAATOIIPHATHBIM IIPOTHO30M He-
3aBHCHMO OT TOTO, B KAKUX PEIYAATOPHBIX OEAKAX M KOMIIOHEHTAX KOMIIAGMEHTA UACHTU(UIIMPOBAHBI MY TALIHH,
a TAKKE B CAY4YasX, KOTAA BBISIBHTH X HE YAAAOCE.

5. KAMHUYECKAA KAPTHTHA

5.1. ITyckoBsie ¢pakropsr al'YC

Ans pasurus al'VC HeOOXOANMO B3aUMOAECHCTBIE TEHETHYECKIX AHOMAAHI B CHCTEME KOMIIAEMEHTA C hak-
TOpPAMH BHEITHEH CPEABI, KOTOPBIE HIPAIOT POAb TPHUITEPOB, IMPOBOIUPYIOIIHX AOIOAHUTEABHYIO AKTUBAITHIEO
KOMIIAEMEHTA V IIPEAPACITOAOKEHHBIX AHII

Kommenrapmii: Tpurreprsie (akropsl HACHTH(HUIIMPOBAHEI B I[EAOM IIOYTH Y IIOAOBHUHBI IIAITHEHTOB
¢ al'VC, ipur 9TOM B IIEAHATPHYECKOI KOropTe OOABHBEIX YacToTa MX BRIABACHHA AocTuracT 80%. Hanboaee va-
CTBIM TPHITEPOM CAYKAT HH(EKIINU: B IIEPBYIO OUEPEADb, ABIXATEABHBIX IIyTEH H KEAYAOYHO-KHIIEYHOIO TPAKTA.
Awmapest IpeAIIecTByeT HavaAy 3a0oAeBanus mpumepHo B 23-30% caydaes, IpHYeM B YaCTH U3 HUX BBIABAACTCH
STEC-undekmus. Cpean maruentos co STEC-undekiue, 06cAeAOBAHHBIX B CBA3U ¢ moao3penueM Ha al'VC
n3-32 (DYyAPMHHAHTHOTO TEUCHUA DOAC3HNU, HAAUYHA CEMEIHOIO aHaMHe3a HAH penuAnBos TMA, rererudaeckue
aedexrsl maeaTHGUITIPOBAaHEL B 22% caydacs. MudeKun BepXHUX ABIXATEABHBIX IyTeil Kak Tpurrep al'VC 3a-
peructpuposansr v 18% Ooapmbix. Hepeako 3aboaeBamumamu, mpearnecrsyrommumu passuruio al'VC, spasrorcs
rpurr HINT u Berpsanas ocra. Baxesiv pakropoM, crrocoOCTByromumM paspuTuio uan peruAusy al VO, cayxut
OepEMEHHOCTD, KOTOPAs IIPEALICCTBYET 3a00ACBAHUIO IIPHMEPHO ¥ 7% OOABHBIX, U TPAHCIIAAHTAIIIA OPTAHOB —
y 5% maruenToB.

5.2. Kaunuko-sa6opaTopHbIe IPOABACHUA U OCOOEHHOCTU TE€UECHUA

Kannangeckas kaptuna al'VC xapakrepusyerca 3HAYHTEABHBIM IIOAUMOP(MU3MOM CHMIITOMOB. OAHAKO OCHOB-
HBIMH IIPOSIBACHUAMI OOAE3HU ABAAIOTCA TPOMOOIIHTOIICHHSA, MHKPOAHINOIATHYCCKAsA TEMOAUTIYICCKAA aHEMUA
(MAT'A) u octpoe nogeunoe nospexaeaue (OIIT), cocraasromue kaaccugeckyro Tprasy TMA.

* Arumpraseiii ['VC B GOABINHHCTBE CAyYaeB HAYHMHACTCA BHE3AITHO. DOAE3HD MOKET MaHH(ECTHPOBATH HE-
crrennUUecKIMI CHMIITOMAME — CAADOCTBIO, YTOMASEMOCTBIO, OOIIIM HEAOMOTAHHEM, IPHUIIIOIOAOOHBIM
CHHAPOMOM. VY B3POCABIX IanueHToB HepeAko (B 20% caydaeB) HMEET MECTO CTEPTOE HAYAAO C MEAACHHBIM
porpeccupoBanueM. [1pu 9ToM Ha IPOTMKEHIN HECKOABKUX HEACAD HAH AQXKE MECALIEB OTMEYAIOTCA CA200
BBIPAXKCHHASA AHEMUS, TPAH3UTOPHAA TPOMOOLUTOIICHUA U COXpaHHAs (DYHKIMA Io4YeK. BO3MOKHO Takike pas-
BHTHE «HEITOAHOI» TMA ¢ otcyrcrBuem tpombonnronennu uan, pexe, MAI'A. B psaae cayaaes ormcano pas-
BHTHE TOABKO IIOYEYHEIX IPH3HAKOB TMA B OTCYTCTBHE réeMaTOAOTHYCCKIX HAPYILICHHUH.

* V GOABIIMHCTBA IIANUCHTOB KAMHUYECKAA KAPTUHA IPEACTABACHA TpomOouwnTonenue, menmMynuorr MAI'A
n OINIL

* Tpombormronenns (veree 150000/ mm?, warme mexxay 30000 1 60000/ Mm3, mAan cHIZKEHIE YHCAA TPOMOOLITOB
6oaee uem Ha 25% OT NCXOAHOTO) ABAAECTCH CACACTBUEM ITOTPEOACHHUA TPOMOOIIHTOB B IIPOIIECCAX MUKPOIIHP-
KYAITOPHOTO TPOMOOOOPA30BAHHA.

* Mukpoasrnonarigeckas remoanTideckas anemus (remoraodus menee 100 r/A) kak pe3yAbTaT MEXaHHIECKOIO
reMOAH32 SPUTPOIIMTOB BCACACTBHE ITOBPEKACHUA HX MEMOPAH IIpH KOHTaKTe ¢ TpoMOamn. Haanmdwme rimsornn-
TOB, HU3KUI YPOBEHb IaIrTOrA0OmHHa, Beicokmil ypoerb AAI' kpoBu n orpuratesbnasn peakima KymOca moa-
TBEPKAAFOT MUKPOAHTHOIIATHIECKYIO IIPHPOAY TEMOAU3A.

* B GoABIIHHCTBE CAYYIAEB ITOPAKEHIE ITOYEK MAHI(ECTUPYET OCTPOIH IOYEUHONH HEAOCTATOUYHOCTBIO C HAAH-
4qneM oAuro/anypuu nau 0es Hee. [1pn COXpaHEHHOM AMYPE3€ OTMEYACTCS IPOTEHHYPHS, HHOTAA MACCHBHAS,
BIIAOTB AO Pa3BHUTHA HE(PPOTHIECKOTO CHHAPOMA, OCOOCHHO IIPH IIOCTEIIEHHOM pasBUTHH 3a00AeBaHmA. Bos-
MOKHO HosBAeHHE reMatypun. Caeayer ormeruts, 9T0 Ipu al'VC OIIT Mmozker He OBITH IIEPBBIM IIPOABACHHEM
6oaesman. [Tpumepno 17% OGOABHBIX AEMOHCTPUPYIOT AMIIb YMEPEHHBIA MOYEBOH CHHAPOM 0€3 HAPYIIEHHA
dysknmn mouek. 3a00ACBAHIE MOKET TAKKE ACOIOTHPOBATH H30AHMPOBAHHON IIPOTCHHYPHEH C IIPH3HAKAMI
nagaapor XITH. I[ToroBuna Aetell u GOABINUHCTBO B3POCABIX MAHEHTOB ¢ al'VC HYMKAQIOTCA B IIPOBEACHHI
IeMOAMAAHM3a B MOMEHT TOCIIHTAAU3ANUY. | epMUHAABHAS IIOYEYHAA HEAOCTATOYHOCTD § MHOIUX IIAIIHCHTOB
Pa3BHUBAETCA HE3ABHCHMO OT XapakTepa MaHH(EeCTaul OOAE3HN.
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* AprepuaAbHas THIIEPTEH3UA PA3BUBACTCA ¥ OOABIIIMHCTBA ITAIIMEHTOB, HE3ABHCHMO OT BO3PACTA — BCACACTBHUE
Heperpysku 0GBbEMOM IIPU HAAUYHM OAUIO/aHYPUH U/ HAN THIEPPEHIUHEMIN BCACACTBHIE UIIEMUH TKAHU I10-
gek, o0ycaroBaenHO TMA.

* l'enepanusosannsni xapakrep TMA mpu al'VC 00ycaoBamBaeT pasBUTHE 3KCTPAPEHAABHBIX IIPH3HAKOB 0O-
A€3HH, CBA3AHHBIX C MOPAKEHIEM MUKPOIUPKYAATOPHOTO PYCAQ PA3AMYHBIX OPIAHOB M CHCTEM, B TOM UHCAE
TOAOBHOTO MO3Ta, CEPAIA, ACTKHX, KEAYAOYHO-KUIIIEYHOIO TpaKTa. BHenmoveunsie posBAeHNA 3a00ACBaHNIA
HabAroparotTes y 20% HAIIHEHTOB, U3 KOTOPHIX IIOYTH ABE TPETH UMEIOT DOACE OAHOIO SKCTPAPEHAABHOIO IIPHU-
3HAKA.

* V OOABIIHHCTBA IMAIIMEHTOB HMEETCA BBIPAKCHHBIH OTEYHBI CHHAPOM, OCHOBHBIMH ITPOABACHUAMU KOTOPOTO
CAYKAT MACCHBHEBIE TTePH(EPIUCCKIE OTEKN BIIAOTh AO AHACAPKH U BBIIIOT B IIOAOCTAX (THAPOTOPAKC, THAPOIIE-
pukapA, acrut). [Tpuaunoii oTeKoB ABAAETCA PE3KO HMOBBIIIEHHAA COCYAHCTAs ITPOHUIIAEMOCTD, HHAYIINPOBAH-
Hast C3a 1 C52 KOMITOHEHTAMHI KOMITAEMEHTA Y€Pe3 OCBOOOKACHIE DOABIIIIX KOAMYECTB THCTAMIHA.

* ouru y moroBuHBl OOABHBIX passuBaercs rnopaxenue [IHC pasHoil crereHn BEIPaKEHHOCTH (COHAHMBOCTB,
PA3APAKUTEABHOCTD, CYAOPOTH, HAPYIIIEHHUA 3PEHNS, TEMHUIIAPE3 MAM TEMHITACTUA, CTYIIOP, KOMa). B pAae cayda-
€B BO3MOKHO Pa3BHTHE OTEKA TOAOBHOTO MO3I'a, OOYCAOBACHHOE IOBBIIIEHHOH COCYAHCTOMN ITPOHUIIAEMOCTBIO.

* V 40% 6oAapnbIX passuBaetcas TMA MHOKAapAQ, OCHOBHBIM ITPOABACHHEM KOTOPOI MOKET OBITh AHAATAIINOHHAS
KAPAMOMUOIIATHA C IIPH3HAKAMU ITOCTEIIEHHO HAPACTAIOIIEH MAM OCTPOI CepAcdHON HeAocraTounoct. He-
6oabIoe urcAo (0koAo 3%) marpeHToB ¢ HHTpamMuokapAnasbHoii TMA AemMoHCTpupyeT pasBuTHE OCTPOIO
nHMGAPKT MHOKAPAA, KOTOPBIH MOKET CTATh IPUYMHON BHE3AITHOH CMEPTHL.

* Aerounas TMA moier cTaTh IPUYNHON Pa3BUTUA ITEMOPPATHYECKOIO AABBEOANTA HAHM OCTPOTO PECIIHPATOP-
HOIO AMCTPECC-CHHAPOMA B3POCABIX. HapacTarormas BCAEACTBIE 9TUX IIPHYHH ABIXATE€ABHAS HEAOCTATOUHOCTD
B PSAE CAYUAEB TPEOYET IIPUMEHEHNS NCKYCCTBEHHON BEHTHAAIIMU AETKHX. AOCTATOYHO 4YaCTO Y ITAIMEHTOB
c al'VC passuBarorcsi AByCTOPOHHIE HH(MHUABTPATE B ACTKHUX, YTO 3ATPYAHACT BEPH(PUKAIIIIO ANArHO3a 1 Tpe-
Oyer AuddepeHnnasbHON AMATHOCTHKH C BACKYARTAMH U HH(EKITMOHHOM ITATOAOTHEH.

* [lopaxenne KKT Berpeuaercs mpubausureapuo y 30% Ooasuex al'VC. Haunboaee gacto HabOAIOA2€TCS TTOPA-
KEHUE KUINEIHNKA, IIPOABASIOINIEEC AUAPEEH, TONTHOTOM M PBOTOM, XOTA BO3MOKHO Pa3BUTHE ADAOMIHAABHO-
ro 6oaesoro cuHApoma. Hepeako oTmedaercs pasBuTie OCTPOro MaHKPEATHTA C XaPAKTEPHBIMI KAMHIIECKIMI
IPH3HAKAMH BIIAOTB AO ITAHKpeoHeKpo3a. OIICaHO OCTpoe pasBuThe caxapHoro Anadbera. Pexe HaOATOAATOTCA
HINEMIYECKHE HEKPO3BI ITeUCHH.

* Peaxnm mpossaernem al VC ABAfieTcsl TTIOPAKEHHE KOKM C PA3BUTHEM OOIIHPHBIX HEKPOTHYECKUX OYATOB.
Berpeuaercs rTakike AUTHTAABHAS HITEMIYECKAsA TAHIPEHA, IPUBOAAIIAA K AMITYTAIIHH ITAABIICB PYK M HOT.

¢ Ilpumepno y 5% marmeHTOB OTMEYAETCH MOAMOPIaHHAA HEAOCTATOYHOCTH, CBA3aHHaA ¢ Auddysuoi TMA
¢ nopaxenueM [THC, mimemmeit MHOKapAa, ACTOYHBIM KPOBOTEUEHHEM H ABIXATEABHON HEAOCTATOYHOCTBIO,
HAHKPEATHTOM, IIEYCHOYHBIM IIHTOAMTHICCKIM CHHAPOMOM, KEAYAOIHO-KHIIIEIHBIM KPOBOTEIECHUEM.

6. ITIPMHITUITBI AMATHOCTHUKU

6.1. AmarsocTuka TPOMOOTHYECKOI MUKPOAHTHOTIATUN

Pexomenpanma 1. Auarnos arunmysoro I'YC — ato Anarunos uckarouenusa. OH ycraHaBAMBaeTCa HA
OCHOBAHHM XaPAKTEPHOH KAMHHYECKOH KAPTUHBI X AOAYKEH OBITH IIOATBEPIKACH Aa0OPATOPHBIMH AdH-
HBIMH, HCKAIOUarormumu Apyrue TMA.

KommenTapuii: B cssu ¢ Tem, ato Bce TMA HE3aBHCHMO OT HX IIATOICHE3a HMCIOT CXOAHBIC KAHIKO-A200-
PATOPHEBIE ITPOSBACHUA 1 OOIIYIO THCTOAOTHYECKYIO KAPTHHY, YPE3BEIYAHO Ba;KHOIM IpeAcTaBAfeTcsa Anddepen-
LIIAABHAA AUATHOCTHKA MEKAY OCHOBHBIME (popmanu niepsuanoit TMA — TTII, STEC-I'VC n al'VC. V B3pocasix
narueHToB ¢ TMA HeOOXOAMMO TAaKKE HCKAFOYHTD 3HAYNTEABHOE YHCAO 3a00AEBAHUE 1 COCTOAHMIA, IIPH KOTOPBIX
BO3MOKHO pa3BuTHE BTOPHYIHBIX TMA, B IIEPBYIO OYEPEAD, CBA3AHHBIX C OCPEMEHHOCTBIO X POAAME, CHCTCMHBIME
za0oaeBanmsamu (CKB, ADC, ckaepoaepMus), 3A0KaIeCTBEHHBIME HOBOOOpasoBanuamu, BUY-undeknnett, cem-
CHCOM, 3AOKAYECTBEHHOHN apPTEPHAABHON I'MIIEPTEH3NEH, ACKAPCTBEHHON Tepallnen, ABC—CI/IHAPOMOM. V aereit
B kpyr Andpdpepentmasbno-Anarnocrayaeckoro roucka, kpome TTII, STEC-I'VC n al'VC, caeayer BkArOUaTSH Me-
THAMAAOHOBYIO aUAYPHIO (AeheKTHEII MeTaboAn3M kobasamuHa) 1 I'VC, accOIMUPOBAHHBIN C ITHEBMOKOKKOM,
LIPOAYLIIPYIOIIUM HeHpaMuHUAA3y. Takum o6paszom, amaraocruka al 'Y C ocymecrsasiercs B ABa srama. Ha mepsom
aTare HeOOXOAUMO yCTaHOBUTH Haamane TMA, Ha Bropom — mposects AudPepeHITHAABHYIO AHATHOCTUKY MEKAY

nepsuanbiMi 1 BropuaHbiMu TMA u nepsuassix TMA (TTIL STEC-I'VC u al'VC) mekay coOOii.

Pexomenpanmsa 2. Auarnocruka TMA ocHOBaHA HAa HAAMYHMM TPOMOOITOIIEHUN Y MUKPOAHIHOIA-
tryeckoro remoansa (MAT'A) B coueTaHnu ¢ MIPU3HAKAMY IIOPASKEHHA [TOYEK U/ AN IKCTPAPEHAABHOIO
MOPaKEHUA.

KommenTapmii: TpoMOOLMTONEHUIO KOHCTATUPYIOT Ipu KoAudectBe Tpombonuros <150.000/mm’. Ecan
YHCAO TPOMOOIIUTOB IIPEBBIIIACT 3TO 3HAYCHUE, TO 00 HX IOTPEOACHHN MOKHO CYAUTB ITO CHEKEHHIO KOAH-
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gecTBa TpoMOOIUTOB >25% OT GA3aABHOTO YPOBHA (€CAM OH M3BECTEH). B PEAKHX CAyYafAX BO3MOKHO pasBuTHE
MAT'A 6e3 TpoMOOIATOIICHHN.

Haamanme MAI'A ycTaHAaBAHBAIOT HA OCHOBAHWI BBIABACHIS V IIALIHCHTOB C AHEMHCH IIH30IHUTO3a (YHCAO
IU30IUTOB B Maske repudepudeckoii kposu seite 0,1%) u/man nossiennoro yposus AAI n/uan camkenus
rarrroraobuna. [Tpu moaospennu na TMA HEOOXOAMMO OIIPEAEACHHE BCEX TPEX YKAZAHHBIX MAPKEPOB, ITOCKOAB-
Ky B OTCYTCTBHE H3MECHECHUI OAHOIO M3 HHX M HE BHIIIOAHCHHBIX HCCACAOBAHMAX ABYX APyrux Auarzosd TMA ycra-
HOBHTb HEBO3MOKHO (AOKHOOTpHUIATeABHBIH pe3yAbTaT!). Bcem 60ApHEIM ¢ TMA HEOOXOANMO TaK/KE BHIITOAHATH
peakrmro KymOca AAfl HCKAIOYEHISA IMMYHHOM IIPHPOABL ITEMOAN3A.

V manmenTos ¢ MAI'A u tpombormronenuest Harmane O man Apyrux MpH3HAKOB HOPAKEHNS IIOYEK, H30-
AIPOBAHHOTO HAX B codetanny ¢ cumirromamu nopaxenns [THC, cepama, ZKKT, Aerkux cAysuT OCHOBAHIEM AAS
anarsoctuxka TMA.

6.2. Anargoctuka atunuuHaoro I'YC

Pexomernpammsa 3. B cayuae xoucraranmu TMA amarsos al'YC mo>xHO BepudHUIIMPOBATh, TOABKO HIC-
xkarounB STEC-I'YC u TTII. Auarao3z STEC-I'YC moxkeT GbITh OTBEPrHyT Ha OCHOBAHUH MCKAIOUEHHA
HAAWYNA IINT'Aa-TOKCHHA B KPOBHU U CTYAE.

KommenTapnii: Ckpununr Ha STEC-1'VC HeoOxoauM BeeM OoabHEIM ¢ npusHakamu nopaxerui ZKKT, oco-
OerHO ¢ Anapeeit. AabOpaTOPHBIE HCCACAOBAHNA CACAYET BBHIITOAHATH B IIEPBBIC CYTKH TOCIIHTAAU3AIIII OOABHOTO
B CTAIIMOHAP AO HadaAa aHTHOaKTepHaAbHOM Teparun. Aad nckarodenuna STEC-I'VC moxasansr:

* moces kara A BesBAeHHA KyABTYpEl STEC (Ha cpeay Mac Conkey aas E.coli O157:H7)

* OIPEACACHME IITUTA-TOKCUHA B KAAE HAHM PEKTAABHOM Maske MeToaom [1LP

* OIIPEACACHHE IIINTA-TOKCHHA B CBIBOPOTKE KPOBH

* OIIPEACAEHHE B CBIBOPOTKE KPOBH AHTUTEA K AUIIOIOANCAXAPUAY HAHOOAEE PACIIPOCTPAHEHHOIO B AAHHOM

peruone ceporuia E. Coli O157:H7)

Pexomenpanms 4. Aas uckarouenus TTIT Bcem GoabubiM ¢ TMA HeoO0X0AMMO OIpeAeAeHUE aAKTUB-

Hoctu ADAMTS-13.

Kommenrapmii: Vccaeposarne axrusrocta ADAMTS-13 caeAyer BBIIOAHATH AO HAYAAQ ITAASMOTEPAITIH. AK-
tuBHOCTE ADAMTS-13 B HOpME coctaBager 80-110%. Crmxernne e€ A0 5% 1 MeHee CBHAETEABCTBYET B IIOAB3Y
amaraosa TTIL. V Goasubix ¢ Takum yporem akrusHOCTH ADAMTS-13 mokaszano ompeAeAcHne B KpOBU aHTH-
ADAMTS-13-anrurea AAfM Beprd UKy reHeTHIecKoi nan ayronmmyHuoi dopmer TTIL urto ompeaeasier Takru-
Ky Acdgenus atoro 3adoaesanud. Y maruertos ¢ al'VC akrusrocts ADAMTS-13 MOKeT OBITH CHIDKEHA, OAHAKO e
rokasareAb Beeraa mpesbimaet 5%. Cramxenre aktusHocta ADAMTS-13, mommmo al VC, MokeT HAOAFOAATHCA ITpH
cucreMHBIX 3200AeBannsAx (karactpocpraecknii ADC, CKB), cencuce, ABC-cumapome. B cayuanx HeBosmokHOCTH
HemeAAeHHOTO uccaeAoBarns akruBHOCTH ADAMTS13 y marmerrra ¢ TMA u kpafineil TSKECTBIO COCTOSHEA, 00Y-
CAOBAHUBAFOLIIECH YIPO3Y KUSHH UAH BEICOKII PUCK THKEABIX IIOYEYHbIX 1/ HAN BHEIIOYEYHBIX OCAOKHEHHI, CACAYET
HCIIOAB30BATH IIPABUAO, B COOTBETCTBIU C KOTOPBIM 3HAUCHHUA KpeaTHHuHa chBopoTku >150-200 Mxmoas/a (1,7-
2,3 Mr/An) B codertannu ¢ gucaoMm Tpombormos >30 000/ 1MkA mpakrigecku nckarouaroT Anaraos TTTL.

Ncxkarouenne STEC-I'VC u TTII y marpenra ¢ He BesbBaromieil comeHuii TMA 103BOAfIeT AHATHOCTHPO-
BATh ATUHHUYHBIA T€MOAUTHUKO-YPEMHUUECKHUI CUHAPOM.

Pexomernpammusa 5. Bcem manuenTam ¢ BHOBB BbIABACHHON TMA He00XOAMMO HMCCACAOBATH KPOBBH Ha
coaeprxkarne C3 u C4 KOMIIOHEHTOB KOMITAEMEHTA.

Kommenrapmii: Cumxenne coaeprxanud C3 pia HOpMAABHOM YPOBHE B KPOBU OOABHBIX C KAMHHKO-A200pPa-
topubivu ripusHakamu TMA C4 ormedaercs me 60oace gem y 50% marmenTos ¢ al VC. HopmaAbHEBI ITOKa3aTeAb
C3 ne nckarouaer Amarnosa al'VC, a BRIABACHHOE CHIKEHHE 3TOTO KOMIIOHEHTA KOMIIAGMEHTA MOKET CAYKHTH
AOITOAHHTEABHBIM aPTYMEHTOM B TIOAB3Y 3TOTO AHATHO3A.

Pexomenpanms 6. BoapubiM ¢ npusnakamu TMA, 0coGeHHO AETAM M IIOAPOCTKAM, HEOOXOAMMO BbI-
IOAHATH HCCACAOBaHUE ayToaHTuTeA K paxropy H (amTu-FH-antHTeAR).

KommenTapmit: Ayroanrureaa k dpakropy H obmapyxusaror npudansurearso y 10-15% 6oapnbix al'VC,
IPENMYIIIECTBEHHO Y ACTel 1 TOAPOCTKOB. CBOeBpeMenHOe BEIsBACHKE aHTH-FH-auTHTEe A2 HMeeT BakHOe 3HAYe-
HHE AAA BEIOOPA TAKTUKN ACYCHHA.

Pexomenpanma 7. Buoncusa mouxku He saBadgerca 00a3aTeabHON AAd amarHocTukd al ' YC. OaHako oHa
MOJKET IOATBEPAUTH AUarH03 TMA B COMHUTEABHBIX U HEACHBIX CUTyALHAX.

KommenTapuii: broricus mouxku MOKeT IOMOYb B BEPH(PUKAIIII AUATHO32 B CACAYIOIINX CAYYAAX:

* ComHeHus B AnarHose al VC

* MaccuBHas HpOTeI/IHypI/II/I y OOABHBIX C AaHEMHUEN 1 TpOM6OHHTOHCHHCﬁ
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¢ Orcyrersue apdekra oT MAA3MOTEPAITIH

¢ T'ocrmraAmsanus B CTAIIOHAP B MO3AHKE CPOKH OT AcOrota TMA

* OrcyrcTBHE TOAHOTO AADOOpaTOpHOTO cumirToMokomitAekca TMA (darie Bcero TpoMOOIUTOIICHIH)
* Iloaospenue ma Bropuunsie popmer TMA

¢ Ilopospenne ma xpormdeckyro TMA

Pexomenpanusa 8. I'eHeTnueckoe HCCAGAOBAHUE HE ABAAETCA HEOOXOAUMBIM AAAl YCTAHOBACHUA AHA-
rao3a al'YC u He urpaer poan npu Bbroope TakTuku AedeHuAa. OAHAKO reHeTUYeCKoe MCCACAOBAHUE He-
00XOAMMO AAfI OTIPEACAEHUA IIPOTHO3a TPAHCIAAHTAIIMH IIOYKH, €CAU OHA IIAAHHPYETCA, IIPH CEMENHbIX
dopmax al'YC u penmanBax 3aboseBaHus.

KommenTapmii: OrcyrcrBie HEOOXOAMMOCTH I€HETHYECKOTO HccAeAOBanHuA A AmarHoctaky al'VC ocHo-
BAHO HA TOM, YTO MYTAI[HN TCHOB PEIYAATOPHBIX OEAKOB AABTEPHATUBHOIO IIyTH AKTUBAIIMH KOMIIACMCHTA BBIfAB-
AsFoTCA Y 00ABHBIX ¢ HacAeAcTBeHHBIM al VC B 60-70% cAyuaes, a ipu criopaArdeckoii popme DOAE3HI — BCETro
B 30%. Takim 0Opa3oM, OTPHUIIATEABHBIH PE3YABTAT IEHETHYECKOTO CKPUHIHTA Y IAIIHEHTa ¢ HecomMHeHHoin TMA
He nckarodaer Haamdns al'VC. BEIIOAHEHNE IeHETHYECKOTO MCCACAOBAHMSA 3aHUMACT HE MEHEE 2-X MECHIICB,
a IIPOTHO3 OAHHAKOB Y OOABHBIX KK C HACHTH(DHIIMPOBAHHBIMU, TAK U C HE HACHTH(DHIIMPOBAHHBIMI MY TAIINSA-
mu. [Toatomy aast amarsoctuxu al VC i Ha3HAYCHHA ACYCHIA TEHETHYECKOE HCCACAOBAHIE 3HAYCHISA HE HMECT.
OAHAKO ITOCAE TPAHCIIAAHTAIIIN ITOYKH PUCK pernAmBa al'VC, oIrpeAeAfIOIIero Iportos, 3aBHCHT OT BUAA MyTa-
it (Tabanina 1), VIMeHHO 1T03TOMY ITpH ITOATOTOBKE K TPAHCIAAHTAIINHI IIOYKH B IIAAH OOCACAOBAHNSA ITAITHCHTA
¢ al'VC HeOOXOAMMO BKAIOYATH TEHETHYECKOE HCCACAOBAHIIC.

Pexomenpanusa 9. Y B3pocasix namueHToB ¢ TMA Heo0x0AnMO IIPoBOAUTE A (pepeHIIMAABHYIO ATA-
raoctuxy al'YC ¢ cucremusimu 3a00aeanuamu (CKB, xaracrpoduueckuiit A®C) u BUU-undexuueii.
Pazsurne cumnromoxommaekca TMA Bo Bpemsa GepeMEHHOCTH U B IIOCAEPOAOBOM II€PHOAE TpelyeT TaK-
K€ UCKAIOUEHHA CIIeNU(PUIECKUX aKyIIEPCKUX IPUYUH AAHHON IIATOAOTUN.

Kommenrapmii (Tabaura 2): Bspocasie 60AbHBIC B TOAPOCTKH ¢ cHMTOMOKOMIIACKCOM TMA HykaaroTCs
B ICKAFOYECHHH CHCTEMHBIX 3a00AeBanmid, B 1epByro ouepeAb, CKB n ADC. [TocaeAHmiT MoxeT pa3BUTHCA KakK
B pamkax CKB (Bropmumsnt ADPC), Tak u kak camocrositeapHoe 3a0oacsanue (epsuunsii APC). Cogeramue
KAHHHKO-A200paTopHbIX IposBAcHni TMA ¢ Haamgrem anTH(OCHOAUIIAHBIX AHTHTEA OE3YCAOBHO CBUACTEAD-
CTBYET B ITOAB3Y AMarHosa «katacrpodpudaeckuii APCy, HE3aBUCHMO OT TOrO, HMEIOTCA HAH OTCYTCTBYIOT Y ITa-
IIHEHTA KAUHIYIecKrne 1 nmmyHoaorndeckue rmpusaaka CKB. B ceasu ¢ stam y 60AbHBIX ¢ Hecomuernoin TMA
CAGAYET 00A32TEABHO OompeAeAdTsh ceporormueckue mMapkepsl 1 CKB, u ADC, TOCKOABKY BBIABACHHBIH Y IIAITH-
€HTA CIIEKTP MAPKEPOB OIIPEACAAET TEPAIEBTHICCKYIO TAKTHKY. KpoMme CHCTeMHBIX 3a00ACBAHUI, HEOOXOAMMO
nckarouats BUY-undeknnro, Tak kak cpean marpentos ¢ BUY-undekrmeit uacrora TMA Bbire, gem B 0OImeit
HIOIYASILTIH, B BO3PACTAET C IPOTPECCHPOBAHUEM 3a00ACBAHHA.

Passutue TMA Bo Bpems GepeMEHHOCTH H CPa3y IIOCAE POAOB TPeOYeT HE3AMEAAHTEABHON BepH(PUKAIIIH
AMATHO32, YTO OIIPEACAAET IPOTHO3 AAA MATEPH M HAOAA. «Axymiepckas TMA» Moxer OBITh IPEACTABACHA HE
toApKO al' VC u TTIT (pasrpanmdeHie KOTOPBIX IIPOBOANTCA TEMH 7K€ METOAAMM, YTO U BHE DEPEMEHHOCTN), HO
u creruUIeCKUME IeCTAIIMOHHBIMU BUAAME 1TatoAornu — rpeskaamicueid 1 HELLP-cunapomonm, Tpebyrorm-
MH HE3aMEAAUTEABHON BEPU(MDHKAIINH, TAK KK OT 3TOIO 3aBUCUT BEIOOP TAKTUKU ACUEHHA U IIPOTHO3.

Pexomenpanua 10. Y aereil ¢ xamHHKO-AaGopaTopHbIMH mpu3Hakamu TMA caeAyeT IpOBOAMTE
Audpepenmarbayro anarHoctuxy Mexxay al'VYC, tummuneiv I'VC, a raroke I'YC, mHAyIMpOBaHHBIM
Streptococcus pneumoniae, IpOAYIIHPYIOIIUM HEUPAMUHHUAA3Y, 1 METHAMAAOHOBOI allAypHEIi.

KommenTapuii (Ta6auna 2): I'VC, accormuuposannsiii ¢ Streplococcus pneunoniae, BCTpedaeTcss B OCHOBHOM
y ACTEH MAAAIIIE 2 A€T B cOCTaBASIET OKOAO 5% Beex cayuaes I'VC y aereit. Hewipavmnamaasa Streptococcus pneumoniae
arakyer N-aIleTHA-HEHPAMHHOBYIO KHCAOTY ITOBEPXHOCTH KAETOK, ACAASl AOCTYITHBIM AASl B3AUMOAEHCTBHA € COO-
crBernbME IgM anTnTeAamn kpurrranTureH (xoA0A0Boi) Tomcena-Ppuacnpetixa (T anTrren) — KOMIIOHEHT KAe-
TOYHBIX MEMOPAH 3PUTPOIIUTOB, TPOMOOIINTOB, SHAOTEAHAABHBIX KACTOK KAYOOUKOB. IToAOKITEABHBI TECT HA
T-aKTHBAIIMIO CBHAETEABCTBYET O HOBBIIIEHHOM prcke pasutusA I'VC U OIPEACAACT TEPAIIEBTHYECKYIO TAKTHKY
(BBeaenne C3IT 1 HEOTMBITHIX 9PUTPOIIHTOB IIPOTUBOIIOKA3aHO 11pu 310 popme I'VC).

Yacrora METHAMAAOHOBOI AIIMAYPHU CPEAH HOBOPOKACHHBIX B cTpaHax EBpomsr koaeOserca or 1:48000
Ao 1:61000. B Poccmiickoii Peaeparun Tounas gactora 3aboAeBanms He onpeacAeHa. [Ipn mopospennn ma me-
THAMAAOHOBYIO AITMAYPHIO y mHareHToB ¢ TMA HeoOXOANMO IIPOBEACHHE aHAAN3A YPOBHEH AMHHOKHCAOT —
M30ACHIINHA, BAAMHA, METHOHHHA U TPEOHHHA B KPOBH, OIPEACACHHE COACP/KAHHA B KPOBH AIIMAKAPHUTHHOB
1 TOMOIINCTENHA, ITOYEYHON SKCKPEIINU TOMOIMCTHHA 1 OPTAHIYECKUX KUCAOT — METHA-MAAOHOBOM, 3-THAPOK-
CHIIPOITMOHOBOM, 3-rHAPOKCH-N-BAAEPUAHOBON, METHA-AUMOHHOMN, IIPOIMOHUA-TAUIINHA. AAS TIOATBEPKACHISA
AMArHO3a ¥ MEAUKO-T€HETHYECKOTO KOHCYABTHPOBAHNA BO3MOKHO ITPOBEACHHE MOAEKYAAPHO-TEHETHUECKOTO MC-
caeAoBaHHA AAfA BeiBAeHHA MyTtanmil B rerax MUT, MMAA, MMAB MMACHC, MMADHC, MCEE. Vcrex

TCpaHI/II/I I'vC HpI/I TOM qDOpMC OIIPCACAACTCA HMCIIOAB3OBAHHUEM CHCHI/IaAI/ISI/IpOBaHHbIX HpOAyKTOB Ha OCHOBC

252 Hedpponorna n gnanus - T. 17, N2 3 2015



Knunmnueckue [PEKOMEHAaLMM N0 AUATHOCTUKE U NEYEHMIO ATUMUYHOTO FEMONIUTUKO-YPEMMUYECKOTO CUHAPOMA Knunnueckue pekomeHaaLmm

AMHIHOKHCAOT 6€3 METHOHHHA, TPEOHHHA, BAAMHA, N30ACHIINHA, HA3HAYEHUH ACBOKAPHITHHA ¥ TAHIIIHA AASl YCH-
ACHHSA CBAZBIBAHUA TOKCHYHOTO ITPOIIHOHNA-PAAUKAAA, KOPPEKITIMH BTOPUYHON KAPHUTHHOBOH HEAOCTATOYHOCTH
1 koaKTOpHOI Teparuy ButamuaoM B12.

Tabaumna 2. Auddepennnaspran amaraoctuka al VC y AeTeil H B3POCABIX

3aboaeBaHne AnddepeHImasbHO-ANArHOCTHYECKHE IPU3HAKA

Turmeraneii I'VC HOAOKHTEABHBIH PE3YABTAT IIPU OAKTEPHOAOTHYECCKOM HCCACAOBAHNII
KaAa: moces Ha cpeAy A BeaBAeHnA STEC (Mac Conkey aas O157:H7),
ompeaeAerne B oopasuax dexaaniit AHK sureporemopparngeckux E.coli
metoaom TTLIP; BEIABACHNE B CBIBOPOTKE AaHTUTEA K AUIIOIIOAMCAXAPHAAM
HAHOOAEE PACIPOCTPAHEHHBIX B AAHHOM pernoHe cepoturos E.coli

HacaeacrBernas nan Aeburar ADAMTS-13, anrureaa k ADAMTS-13

upuobperennan TTTI

Hapyrrenme meraboamsma TAAKEABII METAOOAMYECKHIT aIlAO3, KETO3,

KODAAAMIHA (METHAMAAOHOBASA THIIEPTAMITIHEMESA, THIIEPAMMOHIEMIS, THIIEPYPUKEMII,
aL[I/IAypI/IH) — UCKAOYUTD Y AeTeﬁ I‘HHCPI‘OMOHI/ICT@HHCMI/IH, TI/IHOTAI/IKCMI/IH/TI/IHCPFAI/IKCMI/IH,

B BO3pacTe AO O MecAIeB HOBBIIIICHHIE B KPOBH YPOBHA IIPOIIMOHHAKAPHUTHHA, B HEKOTOPBIX

CAYYASAX MCTUAMAAOHUAKAPHUTHHA U CHIZKCHIE COACP/KAHIS CBOOOAHOTO
KAPHUTHHA, B MOYE 3HAYUTEABHOE ITOBBIIIEHUE KOHIIEHTPALUN
METHAMAAOHOBON KUCAOTBI, 3-THAPOKCHIIPOIIHOHOBOH,
3-IrHAPOKCH-N-BAACPUAHOBOH, METHAAUMOHHOH KHCAOTBL, TOMOLIUCTHHA,

myranua reos MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE

Streptococens pneunoniae- AOJKHOIIOAOKHTEABHEIH TecT KyMOca, ITOAOKITEABHBIH POCT KYABTYPBL
nuAynupopanssi I'VC — (xposb, Auxsop) uau [1LP, moroxuTeAPHAS PEAKIIHS AKTUBALIHI
UCKAIOYUTD Y ACTEl B BO3pacTe T-aumconnTos (axcrosurus anTureHos Tomcen-PpuacHperixa Ha

AO 5 aer 3PHUTPOIUTAX)

bepemennocts. Vckaroanrs TecT Ha OEPEMEHHOCTD, (DEPMEHTHI IIEYCHH, CPOK TECTAIIN
HELLP-craApOM, IIPesKAAMIICHIO,

TTI1

AyTOMMMYHHEIC 3200 ACBAHISA antu-AHK-antrTeaa, anTHHYKACAPHBIE aHTHTEAA,

(crcreMHAs KpacHas BOAYAHKA, AHTHKAPAMOAHUIINHOBBIE aHTUTEA], aHTU-B2-1TI1-anTHTeA,

anTu(POCHOANITHAHBIN CHHAPOM) | BOAYAHOYHBIH aHTUKOATYASHT

BI1Y IIOAOKUTEABHBIE PE3YABTATHI IMMYHHOTO OAOTTHHIA Ha BUY-nndekrmro

TMA na dpoHe 3A0KaUECTBEHHBIX HOBOOOPA30BAHNUIL, XUMUOTEPAIINU (MHTOMUIIIH, OACOMUITIH, ITUCIAATHH,
unarnonToper VEGF), TpanciaanTarmm, mprema A€KapCTBEHHBIX IIPEAPATOB (IIEPOPAABHBIE KOHTPAIIEIITHBEI,
MHIIONTOPHI KAABITHIHEBPHHA, THKAOIIMARH, KAOIIMAOTPEA, HHTEP(EPOH, XHHIH)

7. AEUEHHE

Heaavm teparmm al'VC, moMumMo obecriedeH s AydIIeil BRKHBAEMOCTH OOABHEIX, ABAAIOTCA HHIHOMPOBAHIE
HEKOHTPOAMPYEMOI aKTHBAIINH KOMITAGMEHTA, KYIIHPOBAHUE KAMHIKO-A200paTOpHbIX IposaBAenuit TMA, coxpa-
HEHHE U YAYYIIIEHHE (DYHKIIUH ITOPAKEHHBIX OPIAHOB (B TOM YHCAE IPEAOTBPAIIICHIE Pa3BUTHA TEPMUHAABHOM
IIOYECYHON HEAOCTATOYHOCTH, H30aBACHUE OT ITOTPEOHOCTH B AHAAM3HBIX METOAAX ACYCHHSA, HEAOIYIIIEHHE I10-
PAKEHNA APYTHX BHYTPEHHHX OPTaHOB, KDOME ITOYEK), YAYUIIICHIE KAYCCTBA KU3HHU MAITHCHTOB.

7.1. Aeyenue B3pocabIx nanueHTos ¢ al'yYC

Pexomernpammusa 11. Bece Goabnsbie ¢ npusHakamu TMA AOAKHBI OBITH TOCIUTAAU3HPOBAHBI B MHOIO-
NpodUABHBIE CTALIIOHAPHI C XOPOIIIO OCHAIIIEHHBIM OTACACHHEM PEaHUMAIINY U HHTEHCUBHOM TE€PAIHH.

KommenTapuii: I'ocrimrasusanus B IOAOOHBIE CTAIIMOHAPHI OOYCAOBAGHA HEOOXOAHUMOCTBIO IIPHUMEHEHISA
AMAAM3HBIX METOAOB A€YEHHA (TEMOAHAAHS3, IIPOAACHHAA BEHO-BEHO3HAA IEMOAHAMDHUABTPALIHA), NCKYCCTBEHHOIT
seHTuAsIHE Aerkux (VBA) n maasmoreparmu (I17T).
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Pexomenpanusa 12. Bcem B3pocasiM GoABHBIM CO BiiepBble BbIABAeHHOII TMA nau permausom al'yC,
AMArHo3 KOTOPOro OBIA yCTAaHOBAEH paHee, HasHavaerca maasmorepanus (I1T). ITaasmorepanmsa moxxer
IIPOBOAMTECA B pekKuMax mH(y3uii cBexxesamoposxkeHHoi maasmer (MC3I1, MIT) nman maasmoo6mena
(ITO), npuyeM pesxuM I1Aa3MO0OMEHA IIPEAIIOUTUTEACH.

KommenTapuii: XoTs IPOCIEKTUBHBIE KAUHIYecKHe nccaeaoBanus o Aedenuto al'VC C3I1 orcyrersyror,
IIT B TedeHME HECKOABKUX ACCATHACTHN OMIIMPUYECKU HCIOAB3YETCA KAK IPEATIOYTHTEABHBI METOA ACUCHIUA
3TOro 3200AEBAHUSA, IIOCKOABKY HAKOIIACHHBIN 34 9TOT CPOK OIIBIT CBUACTEABCTBYET OO YMEHBILICHUN ACTAABHOCTH
manuentos ¢ al'VC moa aeficrBueM maasmoreparmd. [1pu 9ToM 9acToTa BOCCTAHOBACHHSA TEMATOAOIHYECKHX 110~
kazareAell u dpynxuun modek He rpessimaer 50%. [pu MIT manuenty BBoaurcsa asonopckas C3I1, coaeprxarmasn
(PYHKIIHOHAABHO AKTHBHBIE PEIYAATOPHBIC OCAKH CHCTEMBI KOMIIAGMEHTA, YTO YCTPAHACT ACOHUIIUT COOCTBEHHBIX
€CTeCTBEHHBIX peryafaropos — dakropos H u I, a Tarxe mpexparaer TpoMb00OpasoBaHUe B COCYAAX MUKPOLIU-
PYAAITOPHOTO PyCAA 33 CUCT BBCACHUA CCTECTBCHHBIX KOMIIOHEHTOB ITAA3MBI, OOAQAAIOIINX IIPOTEOANTUIECKOI
AKTUBHOCTBIO B OTHOIIICHUU CBEPXKPYITHBIX MyABTHMEPOB (b.B, aHTHKOAIyASHTOB U KOMIIOHEHTOB cHCTEMBI (OHI-
opunoausa. [Ipu 1O, kpome 9TOrO, IIPOUCXOAUT YAAACHHE H3MECHECHHBIX S9HAOTCHHBIX IIUPKYAHPYIOIINX HHIH-
OHTOPOB KOMITAEMEHTA H, BO3SMOKHO, IUPKyAupyrorux aHruteA K daxropy H. Pexunm 11O mpeanournrearnee
WIT, mockoAbKy 103BOAsET BBOAUTH OoAbIHe 00beMbl C3I1 Oe3 pasBuTus rUIepBOACMUH U THIIEPIUAPATAIIH,
YTO OCOOEHHO BAKHO Y IAIHEHTOB ¢ oAurypueil, mopaxkernem [IHC u cepara.

Pexomenpanus 12.1. Mudysun C3IT HeoGxoammo npoBoauts B oGbeme 30-40 ma/xr B 1-it Aens, 10-
20 MA/KT B IIOCACAYIOLIIE AHH.

Pexomenpanmsa 12.2. B mauase tepamnmu caeayer nposecru 5 cearcos 1O exxeAHeBHO ¢ 06 bEMOM 9KC-
dysun 40 ma/kr/ c, npu Heobxoaumoctu 60-75 ma/kr/ ¢ ¢ 3amemennem apekBatabiM o6bemom C3IT (1-1,5
pacderHOro o0beMa mAa3MbI). 3aTeM B IIOCACAYIOIIHE 2 HEACAU HEOOXOAMMO IIPOBOAUTH 110 5 CeaHCOB
ITO B ToM >xe pesxume. Aasee CeaHCHI IIPOBOAAT Yepe3 AHb (3 cearca B HEACAIO) €Il B TeUEHHE 2-X He-
Aeab. ITpoaoskureasrocTs Aeuenna C3IT ue onpeaesena. Pemenne o mpoaosxenuu ITT caeayer mpu-
HEMATh B 3aBHCHUMOCTH OT ¢ 3(p(peKTHBHOCTH.

Kommenrapmii: [Ipu aeuenun al'VC Bosmozxno coueranne pexnmos MIT n TTO.

Pexomenpanusa 12.3. Ceancer ITO caeAyeT IPOAOAKHTE A0 HOPMAAU3AIIUH YHCAQ TPOMOOIIUTOB, IIpe-
KpaIlleHHA T€MOAU3a U yAydlmieHu:A pyHkiuu nodek. B cBasu ¢ atum Tepanuro C3I1 Heo6x0AMO KOH-
TPOAHPOBATH €2KEAHEBHBIM OIIPEACACHHEM KOAHMYECTBA TpoMboruTos u ypoBHA AAT

Kommenrapmii: Kpurepuamu apdexrusaoctn ITT cayixar:

* HICYE3HOBEHME TPOMOOIHTOIICHII

* IIpEKpAIEHHE TEMOAH32, O YeM CBUACTEABCTBYeT HopMarm3arud AAT

Croiikag HOpMAAU3AIINSA YPOBHA TPOMOOIIMTOB 1 IIPEKPAIIIEHNE ITEMOAH3A B TEUECHHE HE MeHee 2-3X AHEI ABAfA-
ercs nokasanueM k npekparnenuro ITT. CAeayeT IOMHHTD, 9TO B PAAE CAYIAECB HOPMAAUSAIINA TEMATOAOTTIECKIX
IIOKA3ATEACH MOKET HE COIPOBOKAATHCA YAYUIIEHHEM (DYHKIHM IIOYEK. DTO AAET OCHOBAHHA AAA M3MEHEHUSA
TAKTUKN ACYCHHS.

Pexomenpanus 12.4. ITanmenram ¢ al'YC Oe3 BeIpaskeHHOI TPOMOOLIMTOIIEHUH (YHCAO TPOMOOLITOB
menee 20000/ MKA), He MIMEIOIIMM TAYKEABIX OCAOXKHEHHI (KPOBOTEUYECHNSA), TPAHC(PY3 UM TPOMOOKOHIICH-
TPATa MPOTUBOIIOKA3AHBI.

Kommenrapun: Tparcdysuu tpombormto MoryTt ycuants mpossacans TMA y manuentos ¢ al'VC, mo-
CKOABKY IIPOBOLIIPYIOT HOBBIC SIIH30AB MUKPOTPOMOOOOPA3OBAHUA C AAABHEHIIINM ITOTPEOACHIEM TPOMOOIIH-
TOB.

Pexomenpanua 12.5. ITpu orcyrcTBHE BBIPA>KEHHOM TPOMOOLIITOIIEHHH M KPOBOTOUHNBOCTH y 00AB-
seix al'YC ITT caeayer coderaTs ¢ Ha3HaYeHHeM remapuHorepanun. Bo Bpemsa ocrporo smmsoaa TMA
00bruHbI (Hedpakmuonuposannselii) renapud (H®PI') caeayer HazHAYATH BHYTPUBEHHO KAIIEABHO C AO-
3MPOBAHHON CKOPOCTBIO BBeACHHA (Uepe3 mH(y3omar). ITpu Takom pexxume BBeaeHus ao3za HPT co-
craBasger 250-1000 EA/uac. Bosmoxxuo Taxske BBeaeHHe Maabix A03 HOT' (2500-5000 EA) nemnocpea-
crBeHHO B eMKocThb ¢ C3I1 nepea undysueii.

Komenrapun: Coueranue HOI' ¢ I1T mossoaser ycuants anturpomborrdeckuii apdexr C3I1 u crrocob-
c1ByeT HOoACe OBICTPOMY KYIIMPOBAHUIO TPOMOOLINTOIICHIN.

Pexomenpanms 12.5. ITaumenram ¢ al'YC, umerormm Beipakennyro MAT'A (Hb menee 75 r/a), ue-
ob6xoanMa xoppekiua anemun. C 3T0 LHEABIO CACAYET IPUMEHATE TPAHC(Y3UH SPUTPOIIUTAPHON MACCHI
¥/¥YAM IIpenapaThl 3PUTPOIIOITUHA.

Pexomenpanusa 12.6. Haanuwne y 60apubIX al'YC aprepruasbHOM runepreHsuu TpedyeT Ha3HAUEHUA
AHTUTHIIEPTEH3UBHBIX npenaparos (Cum. pekomenaarmn 1o Aedernio Al'y HedpoAorimdeckix OOABHEBIX).
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Pexomenpanus 12.7. Y mamuenTtos ¢ al'YC He00X0AMMO BBIABUTH BO3MOJKHBIE TPUITEPHI 3a00ACBAHUA
¥ Ha3HAYUTH ACUCHINE, HAIIPABACHHOE HA MX IIOAABACHIE.

KommenTtapuii: Ocoboe 3HaueHHE NMEET CBOEBPEMEHHAA AMATHOCTHKA MH(DEKIINH, HAMOOAEE YACTO IIPEA-
mectsyromux al ' VC, i caeayrommas 3a Hell aAeKBATHAA AaHTHOAKTEPHAABHAA TCPAITHSL.

Pexomenpamua 13. Bspocasiv mammenTam ¢ al'YC B cayuaax Hea(p(eKTHBHOCTH IAA3MOTEPAIIHH,
ITAQ3MO3aBHCHMOCTH, PA3BUTHA HEXKEAATEABHBIX ABAcHUN B mponecce ITT, peruauBupyromero reueHus
3200A€BAHNA MAM CEMEHHOM €0 XapaKTepe CAEAYeT HAa3HAYaTh DKyAH3ymMal — mpemapar rpymmsl KOM-
ITA€MEHT-UHTHOMPYIOIIUX AaHTHTEA.

KommenTapuii: Dkyansymad — peKOMOMHAHTHOE I'YMAHHU3UPOBAHHOE MOHOKAOHAABHOE aHTHTEAO KAacca Ig
G k C5 KoMITOHEHTY KOMIIAeMeHTa. DKyAn3ymad Orokupyer pacrueraeHue C5 va C5a u C5b, uro npemsrersyer
00pa3oBaHMIO MeMOpaHO-aTaKyroIero komiaekca C5b-9 u moaaBAfeT IpoBOCIIAAHTEABHOE, IIPOTPOMOOTIIECKOE
U AUTHYECKOE ACHCTBUA KOMIIAEMEHTA, IIPEAOTBPAIIIASA IIOBPEKACHIE SHAOTECAUSA M IIPEKPAIIIAf IIPOIIECCH MUKPO-
LIEPKYASTOPHOTO TpoMOoOOpasosanus. [lpumenenne skyAmsymada IPHBOAUT K oOparHOMY paspuruio TMA
U/ MAH IIPEAYIIPEIKAACT IIPOIPECCUPOBAHIE OPAKEHISA OYEK. BAOKUPYS TePMHHAABHBII KOMIIACKC KOMIIACMEH-
Ta, 9KYAH3YMa0b COXPAHACT MHTAKTHBIM IIPOKCHMAABHOE 3BEHO KACKAAA KOMITAGMEHTA, YTO KPAHHE BAKHO AAS OII-
COHM3AIIUH MUKPOOPTAHH3MOB U KAUPEHCA HIMMYHHBIX KOMITACKCOB.

Pexomenpamms 13.1. 3a 2 meaean A0 Hauaaa AeueHHA 9KyAn3ymabom 6oapHOro al'YC Heo6x0AnMO Bak-
nuHEpPOoBaTh IpoTHB Neisseria meningitidis, mockoApKy Ha (poHEe NPUMEHEHUA IIPENAPATA BO3PACTAET
PUCK Pa3sBUTHA MEHUHIUTA. BaKMHAIINIO IPOU3BOAAT KOHBIOTUPOBAHHOM TE€TPABAKIIMHON MeHIeBaKc
npoTHB ceporurioB Bo3oyaureasa A,C,Y u W135.

Kommenrapmii: [Ipn 6a0kase C5 KOMITOHEHTA KOMITAEMEHTA IIPEIIAPATOM dKYAN3YMAO HAPYIITACTCA MMMYH-
HBII OTBET HA HEKOTOPbIC MHKAIICYAMPOBAHHEIC OAKTEPHU. Y B3POCABIX IIAIHECHTOB 3TO, TAABHBIM 00PAa30OM, BHA
Neissetia — MEHIHIOKOKK. B CBA3H ¢ 9THM ACUCHHE 9KyAU3YMAOOM MOKET OCAOMKHHITBCS PASBUTHEM MEHIHIOKOK-
KOBOH MH(EKIIHH, C IIEABIO IPOMHUAAKTHKE KOTOPOI marueHTos ¢ al'YC caeAyeT MMMYHH3HPOBATD AO HAYAAA
TEpAIINH.

Pexomenpamus 13.2. ITpu mokasaHUAX K CPOUHOMY HAYAAY ACUCHHA IKYAH3yMaOOM, HCKAFOUAFOIIIEMY
BO3MOJKHOCTB IIPEAIIECTBYIOIIEH BAKIIMHAIINH, C IIEABIO IIPEAOTBPAILICHUA MEHHHIOKOKKOBOW HMH(EK-
[IUY ITAITUEHTY CACAYET IIPOBOAUTH AHTHUOMOTHKOIIPO(PUAAKTHKY. AedeHre aHTHOMOTUKAMU HEOOXOANMO
HAYNHATH OAHOBPEMEHHO C BAKIIMHALIMEH U IIPOBOAUTE HE MEHEe 2-X HEACAb B CAYYasaX, €CAM BAKIIMHA-
LIUIO IIPOBOAAT B ACHBb MepPBOM HHQY3UH IKyAnsymada. AAsd aHTHOHMOTHKOIIPO(PUAAKTHUKE CACAYET HC-
IO0AB30BaTh IUIIPOAOKcAHH 500 MI ABaKABI B ACHb, IICHUIIMAAMH HAY AMOKCHIIMAAWH.

KommenTapuii: AAUTEABHOCTD IIPHMEHCHHSA AHTHONOTHKOB OIIPEACAACTCSA ACUAIIIM BPAYOM, HCXOAS U3 KOH-
KPETHOH KAMHHYECKOH CHTyalud. B CAy9asx HEBO3MOMKHOCTH BAKIIMHALIMK B MOMCHT HAYAAd ACYCHUS SKYAH-
3yMaOOM aHTHOHOTHKOIIPO(DHAAKTIKA MOKET OBITh IIPOAACHA HA CPOK AO HECKOABKHX MECAILICB B 3aBUCHMOCTH
OT BPEMEHH BAKIIMHALIINK. B psiAe cAydaeB aHTHOMOTHKH MOIYT HA3HAYATHCA AAKE CBOCBPEMCHHO BAKIIMHUPO-
BAHHBIM ITAIFeHTaM. [1OKa3aHMA K HX IPUMEHEHUIO OLIPeAeAsieT Aedaruil Bpad. HeobxoaumocTs mpodraakTa-
YECKOro Ha3HAYEHHA aHTHOMOTHKOB O60ABHBIM al VC 00ycAOBAEHA OTCYTCTBHEM BAKIIMHBI IIPOTUB ceportuia B
IN. meningitides, B cBS3M € 4eM ITPOBEACHHE BAKIIMHAIIINI IIOAHOCTBIO HE HCKAIOYACT PA3BUTHA MCHITHIHTA.

Pexomenpamusa 13.3. B3pocapim marmentram ¢ al'YC askyan3ymal HasHa4daeTca B CTAHAAPTHBIX AO-
3MPOBKAX, HE 3aBUCAIIMX OT MACCHI TeAa. B ¢paze mHAyKIumM (HaYaABHBIN ITUKA) S5KyAu3yMab BBOAUTCA
B A03€ 900 MI B BuA€ BHYTPUBEHHOM NH(PY3UU OAUH Pa3 B HEACAIO B TE€UEHHE IIEPBBIX 4-X HEACAD TEPAIIAH
(Bcero 4 nadysun). Ha 5-0ii Heaese Tepanuu BHyTpuBeHHO BBoAUTCA 1200 Mr mpenapara (5-a1 uadysus).

Pexomenpammsa 13.4. B reuenue Bceil mopaeprkuBaromeii (pasel Tepanuu, KOTOpas HAYMHAETCA Yepes
2 HeAeAUM TIocAe 5-if mH(Yy3HUM npernapara, SKyAu3yMad BBOAUTCA BHYTPUBEHHO B Ao3e 1200 Mr oauH pa3
Ka’KABIE TIOCACAYIOIIIE ABE HEACAH.

Pexomenpammsa 13.5. Kpurepusamu 3¢ peKTHBHOCTH Tepanuy 3KyAU3yMaboM ABAAFOTCA IIPEKpaIeHue
MHKPOAHIHOIIATHYIECKOTO reMoAn3a (cHmkenne yposHa AAI' A0 HOPMAABHEIX 3HAYEHHUEIT) M HOPMAAU32-
YA YHCAA TPOMOGOIIUTOB, 4 TAK)KE YAyUIIEHHE (PYHKIIUK II0YEK.

KommenTapuii: B ocnose tepanesrudeckoro apdexra skyAnsyMada ACKHT IPEKPAIICHIE MUKPOLIIPKYASL-
TOPHOIO TPOMOOOOPA3OBAHHUA BCACACTBIC OAOKAABI OC3YACP/KHON AKTUBAIIHMN AABTCPHATHBHOIO IIYTH KOMIIAC-
menTa. [Ipemapar moAaBAsieT KOMITAEMEHT CPa3y 7Ke IOCAE EPBOM NHMY3UH, H €I0 CHIZKEHHAS AKTHBHOCTb COXPa-
HAETCA B TEICHIE BCEIO CPOKa AedeHuA. [ 109TOMY ITOKa3aTeAb OOIIEH TEMOAUTHYECCKON aKTUBHOCTH KOMITAGMEHTA
(CH50) B mpormiecce AeueHNsA CTOMKO PaBEH HYAIO.
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Pexomenpanus 13.6. AAUTEABHOCTD A€UEHUA 9KyAH3yMaOOM He ompeAeseHa. B Hacrosiee Bpema cuu-
TAETCH, YTO TEPANUA AOAYKHA IPOAOAKATHCH ITOXKU3HEHHO.

KommenTapmii: [lo Mepe HAKOIIAGHHA OIBITA IPUMEHEHHS IIPEITAPATA, IIO-BHAUMOMY, B PAAC CAYYAEB BO3-
MOKHO OYACT IIPEKPATHTDH ACICHHUCE HA OCHOBE OLICHKH CTeIeHH prucka pennausa al'VC. V OOABHBIX IPYIIIIBL HI3-
KOTO PHCKA ACYCHIE MOKET OBITh IIPEKPAICHO IIOCAE AOCTIKEHHA pemuccuu. [larmenTam rpyImmsr cpeaHero
pHCKA A€UEHHE MOKHO OYACT ITPEKPATUTD dYepe3 12 MecAIeB CTOMKON PEMUCCHHM, TIOAACPAKUBAEMON ITPOAOAKA-
IOINUMCS ACICHUEM 3KYAH3YMAOOM. |1p1 BOSHHKHOBEHUH IIPU3HAKOB PEIIMANBA 3a00ACBAHUA ACUCHUE AOAKHO
HEMEAACHHO BO30OHOBAATHCA. [1aliMeHTBI IPYIIIEI BBICOKOTO PHUCKA AOAXKHBI IIOAYYATh ACUCHHE IKYAU3YMAOOM
HnoAKU3HEHHO. Prck passurud permansa al'VC 3aBrcuT oT THITA MyTAITHH.

* K kareropuu HH3KOIO PHCKA OTHOCATCS IAIIHCHTE C: H30AHPOBAHHON MyTarueil B reae MCP, a Takike manuenTer
c agTuTeAamu K dakropy H, B Xoae HAOAIOACHUS HMEBINUE OTPHIATEABHBIC PE3YABTATEL AHAAM30B HA AAHHBIC
AHTUTEAA B TEUCHHE AAMTEABHOIO BPEMEHH.

* K kaTeropuu cpeAHEBBICOKOIO PHCKA OTHOCATCS IAIIHCHTHL, IMCIOLIIE H30AMPOBAHHYIO MyTALIHIO B IreHE (Dak-
Topa I, GoABHEIE € IOCTOAHHO HU3KHM YpOBHEM aHTUTEA K (hakropy H, a takike OoApHbIe Oe3 mAeHTHMUIHPO-
BAHHBIX MyTALINI B TCHAX CHCTEMBI KOMITACMCHTA.

* K kareropuu BEICOKOIO PHCKA OTHOCATCS OoAbHBIC ¢ permamBamu al'VC B amammese, IAIHEHTHI, IMCIOLIIC
POACTBEHHHKOB C perauBupyroruM tedenueM al'VC, Goabuble ¢ Myranuamu B rerax dakropa H, B u C3.

7.2. Aeuenue aereii ¢ al'YC

Pexomenpanusa 14. Bee aetu ¢ mpusnakamu TMA AOAKHBI OBITH TOCIIMTAAU3HPOBAHBI B AHAAU3HBIE
LIEHTPBI AU MHOTOIIPOPHABHBIE CTAIIIOHAPHI C OTACACHUEM PeaHUMAIIIN U HHTEHCUBHON TepaIuu, oc-
HAIIEHHBIM B [IEPBYIO OUEPEAD AMMAPATYPOH AAF IKCTPAKOPIIOPAABHOIO OUUILEHHA KPOBH.

KommenTapmii: ['ocrimrasnsarus B TOAOOHEIE A€UEOHBIE YIPEKACHHA OOYCAOBACHA HEOOXOAUMOCTBIO TIPH-
MEHEHHA AMAAM3HBIX METOAOB AcdeHmf (remoamasns (I'A\), mpoAAeHHas BEHOBEHO3HAA IeMOAMA(DUABTPAIIHA
(IIBBTA®), nepurroneasnnsrit anasns (ITA), nckyccrsennoit Bertuasimm aerkux (MBA) i maasmoreparmm (ITT).

Pexomenpanuu 15. Bcem aersam ¢ Buepsbie BoraBaeHHOU TMA nau Beposaraeiv al'YC Hasnauaercs
maasmorepanus. ITaasmorepanusa MoKeT IIPOBOAUTHCA B PEsKUMaX HH(Y3UN CBEXKe3aMOPOXKEHHOMU MAa3-
mbl (MC3IT, KIIT) nau maasmoodmena (I10). ITpu Bepoaraom auarnose al'YC nmaazmooO0MeH MpeAIouTH-
TeAbHEe HAYMHATE B IIepBhIe 24 U 0T MOMEHTA FOCIIUTAAN3AINN B CIICHIIAAU3HPOBAHHOE YUPEIKACHHUE.

KommenTapuum: AGCOAIOTHBIME IPOTUBOIOKA3aHIAME K [ 1O ABASIOTCS: HecTAOHABHAS TEMOAUHAMEKA, CEP-
ACIHAs HEAOCTATOYHOCTD, HH(Y3MS CHMIATOMAMETHKOB B MACCUBHOM A03¢ (Aomamun Goaee 20 mkr/kr/mum),
Ipoy3HOE KPOBOTEUEHHE AFOOOH AOKAAU3BAIINH, IIEPEOPAABHBIN HHCYABT B OCTPOH CTAAHMH, OTEK Aerkux. OT-
HOCHUTEABHBIME IIPOTHBOIOKA3aHUAMI K [1O SABAAIOTCA: IEpHOA HOBOPOIKACHHOCTH, AHEMUSA IIPH COACP/KAHUI
spurporntos menee 3,0x10?/ma, remoraobuna 75-90 r/a, runocdubpunorenemus (yposens pubpurorena
menee 2,0 r/A), runonporentemus (Coaepxarne odiero 6eaka B KpoBU MeHee 55 I/A), HEeKOpPHIUPOBAHHAS
THIIOBOAECMUSI.

Pexomenpanus 15.1. Uagysuu C3IT neobxoanmo npoBoauts B 06beme 10-40 ma/xr/cyr.
KommenTapuii: O6bem MIC3IT onpeaeasercss COCTOAHIEM CEPACIHO-ACTOYHOM ACATEABHOCTH.

Pexomenpanus 15.2. ITaazmoo6men y Aeteit mpoBoAsT ¢ 0Gbemom akcysuu 60-75 Ma/kr/ ¢ ¢ 3amerne-
HueM apekBatHbIM o6 bemom C3IT (1,5 OLIIT). ITpoposxurespHocTs ITT He onpeaeseHa u pemieHue o ee
IPOAOAYKEHHH CACAYET IIPUHIMATH B 3aBUCUMOCTH OT ero 3P (peKTHBHOCTH.

KommenTapmii: [Ipn aeuennn al'VC Bosmoxuo coueranne pexunmos VT u [1O. [TaasmooOmen mposoanres
oA HerpepsBHBIM BBeacHreM HPI: 6oaroc 100 EA/xr, HoaaepaKuBaroras Aoza — 20 EA/xr B 9ac. 3amMerienne
— 5% aapOymun+dusnorornaecknii pacrsop+C3I1. Tepanepruuecknuii [10 mozker ObITH acCOIMUPOBAH C OC-
AOKHEHUAMH, KaK ¥ B3POCABIX, TAK 1 Y ACTEH, IIPUYEM PHCK (DATAABHBIX OCAOKHEHHH y Aetel Boime (Tabania 3).

Pexomenpanus 15.3. Ceancer ITO caeayeT IPOAOAKUTE AO HOPMAAU3AIIUH YHCAA TPOMOOIIUTOB, IIpe-
KpaIIeHUA TEMOAN3A U yAydImeHus ¢pyHkiun nodek. B ceasu ¢ atum repanuro C3IT Heo6xoamMo KOH-
TPOAHPOBATH €KEAHEBHBIM OIIPEACACHHEM KOAMYECTBA TpoMOoruTos u ypoBHA AAT

Kommenrapmii: Kpurepnamu apdexrusaoctn ITT cayuxar:

* ICYE3HOBEHHE TPOMOOIIUTOIICHII

* IIPEKPAITIEHUE TEMOAN32, O IEM CBUACTEABCTBYET HOpMaAnsarma AAL

Crofikas HOpMAAU3AINA YPOBHA TPOMOOILIUTOB H IIPEKPAIICHIE TEMOAN3A B TEUCHHE 3-X AHCH ABAACTCA IO-
KasaHueM K npekparienuio [1T.
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Ta6aura 3. OcAoKHEHMS TAA3MOOOMEHA § ACTEH

OcaooxHeHnn y AeTeit % IMAIMEHTOB C OCAOKHEHUAMM

I'nmiorensus (rpedyroras HHQY3HOHHOM TEPAIIHH) 48
AOKyMEHTIPOBAHHAS THIIOKAABIICMISA 64
AAAeprugecKre peakiun 24
Taxeas anemus 48

TspKeAbIe COCYANCTBIC OCAOYKHEHMA Y ACTeH % MAIMEHTOB C OCAOKHEHUAMU

Hecrabmabaocts AA 23
BayrpucocyaucTeiii tpomM603 18
OO6cTpyKnns IEHTPAABHBIX BEH 20
Tpombo3 katerepa 12
Karereprpre nadekrnu 16

Pexomernpamus 15.4. ITanmenram ¢ al'YC 6e3 BeIpaskeHHON TPOMOOLIITOIIEHUH (YICAO TPOMOOILIIITOB
menee 20000/MKA), He MMEIOIIMM TAYKEABIX OCAOKHEHMI (KpOBOTEUeHM), TPaHCy3un TPOMGOKOHIIEH-
TpaTa MPOTHBOIIOKA3AHBI.

Kommenrtapun: Tpancdysun rpombonnTtos MoryT yeuants mnpossiennd TMA y aereit ¢ al'VC, mockoabky
IIPOBOIUPYIOT HOBBIE SITH30ABI MUKPOTPOMOOOOPA3OBAHISA C AAABHEHINNM ITOTPEOACHIEM TPOMOOIIUTOB.

Pexomenpamma 15.5. Ilpu oTcyrcTBHM BBIpa)KEHHOM TPOMOOIMTONEHHH M KPOBOTOUMBOCTH y A€-
teii ¢ al'YC ITT caeayer couerars C Ha3HaUYE€HHEM HU3KOMOAEKYyAApHBIX remapunos (HMI') (pparmus,
¢ppaxcumapun) us pacuera 100-200 ME arru-XA/kr.

KommenTapuii: [Ipuvenenne HMI' ¢ GoABIIEH TOYHOCTBIO II03BOAACT IIPEACKA3ATh AO30-3ABUCHUMBII AHTH-
KOATYAAHTHBIN 9(PEKT, OHH XapaKTEPUSYIOTCA MTOBBIIICHHON OHOAOCTYIIHOCTBIO IIPH IIOAKOKHOM BBEACHEIL,
DoAee IPOAOAKUTEABHBIM ITepuoAOM moaypaciasa. Cogerarnume HMI ¢ I1T mosBoasieT OIOCPEAOBAHHO YCHAUTB
anrurpomboTrdeckuii apdext C3I1. Kpome toro, HMI' BbI3BIBAIOT BEIACACHHE TKAHEBOIO HHIHOUTOPA TPOMOO-
IIAACTHHA, IIOAABAAIOT OCBOOOKACHHE (hakTopa BraseOpaHATa, yCTPaHAIOT IPOKOATYASHTHYIO AKTUBHOCTD ACH-
KOLIUTOB, YAVUIIIAIOT 9HAOTCAHAABHYIO (DYHKIIUIO.

Pexomenpamusa 15.6. ITarmentam ¢ al'YC, umeromum BeiparkenHyro MAT'A (Hb menee 75 r/A), He-
obxoauma Koppeknua aHemun. C 9TO IEABIO CAEAYET IIPUMEHATH TPAHC(Y3UH IPUTPOIUTHON MACCHI
1/ ¥MAU 3PUTPOII0I3-CTUMYAUPYIOIIME CPEACTBA.

Kommenrapmuii: B ocrpom meproae al'VC caeayer mpumMeHATs TpaHC(Y3HHI 9PUTPOIIUTHON MACCH U3 PACIeTa
10-15 ma/kr. B meproae pasperuenust al'VC npu cOXpaHSIOIIEICS aHEMIN, HE CBA3AHHOI C TEMOAU30M, HCIIOAD-
30BaTh LIPEIAPATHI, CTUMYAUPYIOLIHE 9pHTPOII033, B Ao3e 100-150 ME/kr, KpaTHOCTD HCIIOAB30BAHHS KOTOPBIX
OIIPEACAAETCA YPOBHEM IeMOIAOOHHA.

Pexomenpamusa 15.7. Haauune y 6oapubix al'YC aprepuasbHOI runepreH3nu TpelyeT Ha3HAUCHUA
AHTUTUIIEPTEH3UBHBIX npenaparos (CM. pekomeHAanmu 1mo Aeyenuro Al' y Hepposornueckux OOABHBIX).

KommenTapuii: AprepuasbHas INIEPTEH3UA — ¥ ACTEH CTOMKOE IOBBIIICHIE APTEPHAABHOTO AABACHHSA BBIIIIE
95 mepIieHTHAA AASI AAHHOTO ITOAQ, Bo3pacTa u pocta (Tabauma 4).

Tabamma 4. YpoBeHb apTepHAABHOIO AABACHHA Y ACTCH B 3aBIUCUMOCTH OT IIOAQ, BO3PACTA U IIEPIIEHTHAS POCTA

IMTepuenTnan Maspunkn AeBouknu
Bospacr
pocra CAA AAA CAA AAA

50 99 52 100 54
1 roa

95 106 58 102 55

50 102 57 101 59
2 ropa

95 106 59 104 61

50 105 61 103 63
3 ropa

95 108 63 106 64
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50 107 65 104 66
4 ropa

95 110 66 107 67

50 108 68 106 68
5 aer

95 111 69 109 69

50 110 70 108 70
6 Aer

95 113 72 110 71

50 111 72 109 71
7 aer

95 114 74 112 72

50 112 73 111 72
8 Aer

95 115 75 114 74

50 114 75 113 73
9 aer

95 117 76 116 75

50 115 75 115 74
10 aer

95 119 77 118 76

50 117 76 117 75
11 aer

95 120 78 119 77

50 120 76 119 76
12 aer

95 123 78 121 78

50 122 77 121 77
13 aer

95 125 79 123 79

50 125 78 122 78
14 aer

95 128 79 125 80

50 127 79 123 79
15 aer

95 130 80 126 81

50 130 80 124 80
16 aer

95 133 82 127 81

50 132 82 125 80
17 aer

95 135 84 127 81

B rabanre 5 mpuBeAeHE! ACKAPCTBEHHBIE CPEACTBA, IIPUMEHACMBIC IIPH ACICHHH APTEPUAABHON IHIICPTCH3UU
Y ACTEH.

TaﬁAm_(a 5. AeKapCTBGHHbIC CpCACTBa, HpI/IMGHHCMBIC HpI/I ACYECHUU apTepI/IaAbHOI}'I FI/IHCpTCH?)I/II/I y ACTCﬁ

®apwm. rpymma Ilpemapar Ao3za KE ;;Iz(;f:b
Mnrubnropst Karrronpua Ot 0,3-0,5 mr/xr/24 9 a0 6 Mr/Kr/24 U 3 pasa B cyr
AHTUOTEH3UH-
KOHBEPTHPYIOIIETO Dmaranpi Ot 0,08 mr/xr/24 « a0 0,6 Mr/xr/24 wa 1-2 pasa B cyr
dbepmerTa (makcumarpHO — 40 MI B CyT)
Benaserpua Ot 0,2 mr/xr/24 a po 0,6 mr/Kkr/24 o 1 pas b cyr
(maxcumaapHO — 40 MI B CyT)
DOSHHODIIA Aern > 50 kr. Hau. o032 5-10 mr, 1 pas b
P MakcIMaAbHO — 40 Mr/24 u P yr
Ot 0,07 mr/xr/24 g a0 0,6 mr/xr/24 g
Ausmmonpua (maxcumaapHO — 40 Mr B cyT) I'pas s cyr
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bAokaTopsl pererropos Ot 0,7 mr/xr/24 a po 1,4 mr/xr/24
arrroTeHsnHa 1 Aozapran (maxcumanpHO — 100 MI B cyT) 1pas s cyr
VinGecanran 6-12 aet: 75-150 mr/24 w; 1 bas B c
poceap > 13 aer: 150-300 /24 « pas B oyt
Baacapran 40-80 mr B cyT 1 paz B cyr
BAOKAaTOPBI KAABIIMEBBIX KAHAAOB:
AUTHAPOIIIPHANHOBBIE Hudeanmun | 0,25-2 mr/kr/24 4 3-4 paza B cyr
Amaopumue | 6-17 aer: 2,5-5 mr/24 1 pas B cyr
DeroAnTIITH 2,5-10 mr/24 « 1 pas B cyr
Or 0,15-0,2 mr/xr/24 g a0 0,8 mr/xr/24 g
HMepapmmn (makcrmaAbHO — 20 MI B CyT) I'pas s cyr
HE-AUTHAPOITUPUANHOBBIE Bepamamma Ao 80 mr/24 3-4 pasa B cyT
Awmatmasem [Moapoctku: A0 180 mr/24 4 2-3 paza B cyT
B-aaperobaokaTOpEL ATEHOAOA Ot 0,5-1 mr/kr/24 gaca Ao 2 mr/xr/24 1.2 vasa b
(maxcumaapao — 100 Mr B cyT) p v
Buconporoa  |Or1 2,5 a0 10 mr/24 « 1 paz B cyr
Or 1-2 mr/xr/24 gaca A0 6 Mr/xr/24 4
Meronpoaoa (maxcumanpHO — 200 MI B CyT) 2 pasa s cyr
Ot 1-2 mMr/xr/24 gaca A0 4 mr/xr/24 a
Hponparoroa (MakcumarbHO — 640 Mr B cyT) 2-3 pasa s ey
Amypermin Oypocemna | 0,5-2 mr/kr/24 u 1-2 pasa B cyr
TUAPOXAOPTHASHA Ot 1 20 3 mr/xr/24 1passc
P p (maxcumaapHO — 50 Mr B CyT) p T
B-aaperobaokaTopst Aaberaroa Ot 1 a0 3 Mr/xr/24 4 2 pasa B cyr
(LXI—G;?I){ i;g;i?e Kaonumann Aeru > 12 aer: 0,2 -2,4 mr/24 g 2 pasa B cyT
Hepudpepreckme AokcazosuH 1-4 mr/24 4 1 pa3 B cyr
Ol-AHTATOHUCTEI
[Tpasosun 0,05-0,1 mr/kr/24 4 3 pasa B cyT
Basoauaararopst Ot 0,75 A0 7,5 Mr/xr/24 a
Tnapanasu (maxcumanpaO — 200 MI B CyT) 4 pasa s cyr
Aetn < 12 aer: 0,2 mr/xr/24 g
MHHOKCHAHA | (MaxcuMaAbHO — 20 MI); 1-3 pasa B cyT
Aetnr > 12 aet: o1 5 a0 100 Mr 24 a

Hasuayenne nAIlP nporusonokasano npu camxennn pCK® or 30 n mimke ma/muu/1,72 m*

Pexomenpamusa 15.8. Bcem neanarpuueckum nanuenram c¢ al'YC, npoasaarormumca OIIII, meo6xo-
AVIMO peIIeHIe BOIIPOCA O II€AECO0OPA3HOCTU IIPOBEACHHA 3AMECTUTEABHOI nodeuHnoii Tepanuu (3I1T).

Pexomenpamus 15.9. Ilpu paszpurnu anasns-3asucumoii OITH y aereii ¢ al'YC HeobxoauMo ompeae-
AnTh TToKa3aHuA K Be10opy Buaa 3I1T (ITA, TA, IIBBTA®).

Kommenrapmii: [Ipu BEIOOpE MOAAABHOCTH AMAAN3A YUHTBHIBACTCA TAKECTH KAMHHYECKOTO COCTOAHHMSA, CTe-
HEeHb META0OAMYECKUX HAPYIICHHH, HAAMYHE IPOTUBOIIOKA3AHHI K OIPEACACHHOMY METOAY AHAAH32, 4 TAKKE
BO3PACT, POCT, Bec pebenka n AocTymHOCTh BUAOB 3IIT B koHKpeTHOM AcueOHOM yupemaenun. IToxasarmavm
K IIEPHTOHEAABHOMY AMAAM3Y ABAAFOTCA: «mzoAnpoBarHas OITH», Berpaskennbe HEBPOAOTHYECKIE HAPYIICHNS,
HAAMYHE MAHM BBICOKHI PHCK I'€MOPPAIHYEKHX OCAOKHEHUH, BBHIPAAKEHHAA HEAOCTATOYHOCTD KPOBOOOPAIIIEHH A,
HEBO3MOKHOCTD (DOPMUPOBAHHA COCYAUCTOTO AOCTYIIA. Y MAACHBKHX AETEH HOBEPXHOCTH OPIOIIHHBI OTHOCH-
TEABHO IIOBEPXHOCTH TEAA DOABIIIE, YEM Y B3POCABIX, YTO ODECIEYNBAET BEICOKYIO 3P EKTUBHOCTD IIPOIIEAYPHI
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n Aeaaer [TA neppoodepeansim meroaom Beroopa 3ITT y aereit parrero Bospacra. B kagectse craproBoro meroaa
3ITT IIBBBI'A® mcmoassyercst B CAy9asx BEIPAKEHHOMN THIIEPTHAPATALINE C OTEKOM ACTKHUX, OTEKA MO3Ia, THIIe-
Pa3OTEeMHUH, ACKOMIICHCUPOBAHHOIO METAOOAHMYECKOIO AITHAO3, KPAHHE TKEAOIO COCTOSAHUA OOABHOIO, HECTa-
OMABHOI TeMOAMHAMUKM, IPOTHBOIOKasaHmi K mposeAeHmio [TA. I'A aBasierca MeToAoM BBIOOpa IIPU ACUECHHUH
OOABHOTO C COXPAHHOI IEMOAMHAMUKOI, BHIPAKEHHON a30TEMHUEH U THIIEPIUAPATAIIUCH, HAAUYNU IIPOTHBOIIO-
KazaHuit k Apyrum metopam 3ITT.

Pexomenpanmsa 15.10. ¥ marmenros ¢ al'YC HeoO0x0AMMO BBIABUTE BO3MOJKHBIE TPUITEPHI 3a00AeBa-
HHA ¥ Ha3HAYUTH A€YECHIE, HAIIPABACHHOE HA UX IIOAABACHUE.

KommenTapuii: Ocoboe 3HadeHHE UMEET CBOCBPEMEHHAS AHATHOCTHKA MH@EKIUH, HAHOOACE 9aCTO IIPEA-
mectByromux al VC, 1 cAeAyroIas 3a Hell aAeKBATHAS AHTHOAKTEPUAABHAS TEPAIIHAL.

Pexomenpanusa 15.11. dapmakoknHEeTHKA BCEX ACKAPCTBEHHBIX CPEACTB, IAUMUHUPYEMBIX C MOYOH,
cylrecTBeHHO MeHAeTcA B anypudeckoii craauu OITH npu al'YC, uto onpeaeadeTr He06X0AMMOCTB H3Me-
HEHUA AO3bI ¥ KPATHOCTH BBEACHUA IIPENAPATOB. AMAaAM3HAA TepanuaA TPeOyeT TakKe KOPPEKIIMH AO3bI
TeX AEKAPCTB, KOTOPbIE CIIOCOOHBI IPOHUKATE YePe3 MeMOPaHy AMAAH3ATOPA.

Pexomenaarua 16. ITeAnaTpuueckum manueHTaM C yCTaHOBACHHBIM AuarHo3oM al'YC, cemeiinom ero
xapaxkrepe, npu Tedenuu al'YC ¢ akCTpapeHaALHBIME IPOABACHUAMY IIEPBOM AMHUEH TePAIUU ABAACTCA
Ha3HaYeHne DKyAu3yMada — IpenapaTa rpymbl KOMIAEMEHT-HHIHOMPYFOIIIX aHTHTEA.

Pexomenpanusa 16.1. Hasnauenue skyansyma0a II0Ka3aHO AETAM C BepoATHBIM auarHo3oM al'YC npu
Hea(p(PEKTUBHOCTH IIAA3MOTEPAIINH, ITAA3MO3aBHCHUMOCTH, MAlHeHTaM ¢ mmoAo3penneM Ha al'YC B Ta-
>KeAoM cocrosaHuH, o0ycaoBaeanom OITH, Tpebyromeii 3I1T, u nopasxennem ITHC (cyaoporu, koma)
AO IIOAyUeHUA pe3yAbTaToB AaGoparopHbIx TecToB (ADAMTS 13 u Illura-rokcuH), a TakoKe IaIUEHTAM
¢ ycraHOBA€HHBIM AuarHo3oM al'YC npu Hasnmumm opraHHOI AUC(YHKIUN (AANTEABHOCTBIO HE 0Ooace
1roaa) u orcyrcrBun aAaboparopubix Kpurepues TMA.

Pexomenpammsa 16.1. 3a 2 Heaean A0 Hauasa AedeHuA DKyausymabom pebenka, 6oapHoro al'yYC, HeoO-
XOAMMO BAaKIIMHUPOBATH IIPOTUB MH(EKITUI, ABAAIOIIUXCA MPUIHHON MEHUHIHTA Y ACTEH, IIOCKOABKY Ha
¢one npuMeHEHNA NpenapaTa BO3PACTAET PUCK €ro pasBUTHA. BaKIMHAIIO IPON3BOAAT KOHBIOTHPO-
BAHHOW TETPABAACHTHOM BaKIIMHOW MeHneBakc npoTus cepotunos Bo3byaureas A,C,Y u W135, a Taxoke
KOHBIOTHPOBAHHOM BakiuHoi upotus Haemophilus influenzae type b n Bakumuon AAf IPOPHAAKTHKH
3a00AeBaHMIl, BEI3BAHHBIX Streptococcus pneumoniae.

Pexomenpanma 16.2. Ilpu BaknuHamu meHee 4yeM 3a 14 AHeli AO BBEACHHA IIEPBOH AO3BI IIperapara
OkyAnsymab He0OX0AMM HPOPHUAAKTHYECKUI KypC aHTUOMOTUKOB, HAYNHAA C 1-ro AHA BBEACHHA IIpe-
mapara u A0 14 AHe#i ImocAe BaKIIMHAIINY IPOTUB MHQEKITNIA, BBHI3BIBAIOIINX PAa3BUTHE MCHHHIUTA.

Pexomenpamma 16.3. IIpodpuaakrudecknii Kypc aHTHOMOTUKOB HAYMHATH HE MeHee 4eM ¢ 1-ro AHA
BBEACHI Npernapara DKyAn3yMal 1 Ha BCeM MPOTHKEHNN IIEPHOAA BBEACHHA Ipenapara (IIPH IPOTUBO-
MOKa3aHUAX K BAKIIMHAIMHN) UAU AO 14-0ro AHA mocAe BakimHanwmu marmerTa. C 11eApro aHTHOMOTHKO-
MPO(PUAAKTUKH y ACTEI CACAYET HCIIOAB30BATh AMOKCHUIIAAMH.

KommenTapmit: AersiM MAaAle 2 ACT AMOKCHIIMAAMH HA3HAYAIOT B CyTOUHON Ao3e 20 mr/kr B 3 mpuema,
B Bo3pacTe OT 2 A0 5 aeT — 1o 125 mr 3 pasa B cyTkn, B Boszpacte 5-10 aer — mo 250 mr 3 pasa B cyrkm. [larmenram
crapmie 10 aer (c maccoii teaa 6oaee 40 kr) nperapar HazuHagaroT 110 500 Mr 3 pasa B cyTKH.

Pexomenpanmsa 16.4. Aas manmenToB A0 18 Aet A03a DKyan3ymaba pacCUUTHIBACTCS C YIETOM MACCHI
TEAA II0 CXEMe, IIPEACTABACHHOM B Ta0AuIe 6. BBIA€AAIOT HHAYKIITMOHHYIO M IIOAACP>KHBAIOIIYIO (pa3bl
A€UEHUA.

Tabaumna 6. Pexim BeacHmsA Dxyansymada mpu al VC y manmenTo mMaaamie 18 aer

Macca resa Wuaayknma IToaaepoxkuBaromasn
HanueHTa
40 xr u boAee 900 Mr B HEAEAIO X 4 AO3BI 1200 mr Ha 5 Heaeae; 3atem 1200 Mr KazKABIE 2 HEACAT
30-40 xr 600 Mr B HEACATO — 2 AO3BL 900 mr ma 3 meaeae; 3ateM 900 MI KaKABIE 2 HEACAT
20-30 xr 600 Mr B HEAEATO — 2 AO3BI 600 mr ma 3 meaeae; 3areM 600 MI KazKABIE 2 HEACAHT
10-20 xr 600 mr B Heaearo — 1 p03a 300 mr ma 2 mHeaeae; 3aTtem 300 Mr KaKABIE 2 HEACAT
5-10 kr 300 mr B HeaeAro — 1 A03a 300 mr Ha 2 Heaeae; 3ateM 300 MI KaKABIE 3 HEACAHT
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Pexomenpamma 16.5. Kpurepuamu apdexruBHOCTH Tepanuu DKyAn3yMaboM ABAAIOTCA MpeKpare-
HHE MUKPOAHTHOIIATUYECKOro remoansa (cHmokeHue ypoBHA AAI A0 HOPMAABHBIX 3HAYEHUI), HOpPMa-
AU3AIMA YHCAA TPOMOOIMTOB, A TAK)KE YAyUIIEHHE (PYHKIIMU IIOYEK M APYTHX OPraHOB, BOBA€YECHHBIX
B IIPOIIECC OKKAFO3MOHHOI'O0 MUKPOTPOMO000Opa3oBanys.

Pexomenpamus 16.6. Ot repanmu DKyAn3yMaboM CAEAYET 0XKHAATH:

* IIpeaoTBpalIEHNA ACTAABHOI'O HCX0OAA IIPU CBOEBPEMEHHOM HAYAAC TE€PAIIHH
* AOCTIDKEHUA U IOAAEPIKAHIA F€eMATOAOIHYECKON PEMUCCUN

* OrcyrcTBHA OTPEGHOCTH B IIAA3MOTEPAIIAU

* YAyurneHus:, MOAACPKAHUA HAH MIPOAOAYKEHHUA YAYUIICHHUA (PYHKIIUH ITI0YEK
* CHATHA BOIPOCA O IPOBEACHUH TPAHCIIAAHTAIIMH B PAAE CAyYaeB

* YAy4mieHHsa KadecTBa KU3HHU

Pexomenpamusa 16.7. AsureabHoCTh AeueHHA DKyAn3ymaboMm He ompeAeAeHa. B Hacrosmiee Bpems
CUUTAETCA, YTO TEPAIIHUA AOAYKHA IIPOAOA’KATHCA MOXKHU3HEHHO AU MOJKET OBITh B PAAE CAy4aeB (AOCTH-
JKEHHEe CTOMKOIl pEMUCCHH) OTMEHEHA Uepe3 2 rOAA OT HA4aAad ACUEHHUA C IIOCACAYIOIIEH OI[€HKOM aKTHB-
HOCTH 3200A€BaHUA.

Kommenrapmii: Puck passurus permansa al'VC onpeaeastercs tamom mytanuu. [ IpoaemoHCcTpHpOBaHO, 91O
pu oTMeHe Iperapara depes 2 roaa penuAussl al YC wame Bosunkaror y marmmentos ¢ myraruavmu CFH, C3,
THBD, me penuausupyror manuentsr, uMerornue myranuio MCP u anra CEFH-ar. [Tostomy otmena mpemapara
B PAAC CAYYaeB BO3MOKHA IIOCAE OIEHKM creneHn pucka permanba al'YC (cM. KOMMEHTAPHI K PEKOMEHAAIIN
13.6). Ilpu BOSHUKHOBEHHH IIPU3HAKOB PEIIMANBA 3a00ACBAHMA ACUCHUE DKYAH3YMAOOM AOAIKHO HEMEAACHHO
BO30OHOBAATBCA.

Pexomenpammus 16.8. Dxyan3ymab kak rneppas AMHHIA TEPAIHHI MOKeT paccmarpusatbea npu al'YC, ac-
coruuposanHoM ¢ aaTuTesamu K CFH. AaureapHO0CTS Tepannu cocraBasger 6-12 Mec ¢ mocaeAyroiresi or-
MEHOI1 U IIEPEBOAOM HA MMMYHOCYIIPECCHBHYIO TEPAIIUIO (CEAACEIIT) AAUTEABHO IIOA KOHTPOAEM YPOBHS
apTuTes. OTMEHA IMMYHOCYIIPECCHBHOM TEPAITMH BO3MOYKHA IIPH OTPUIIATEABHOM PE3YABTATE AHAAM3A.

Pexomenpammusa 16.9. Dxyansymab xak eAMHCTBEHHOE CpeAcTBO Aeuenus npu al'YC, accoummposan-
HOM c aHTHTeAaMH K CFH, paccmarpusaerca npm:

* IPOTUBONOKA3AHUAX K UMMYHOCYIIPECCUBHOM TEPAITMH U OTCYTCTBUH 3 pexra o1 Hee
* HEBO3MOJKHOCTH IIPOBEACHHA U Hed(P(PEKTUBHOCTH IAA3MOOOMEHOB

¢ apTuTeAbHOM al'YC, accommupoBaHHOM C MyTAITUAMEI OEAKOB-PETyAATOPOB KOMIIAEMEHTA
8. ATUITMUHBIN I'YC U TPAHCITAAHTALTA ITTOUKU

8.1. O6mme moAo>keHNA U onieHKa pucka peruausa al'YC mocae TpaHCIAAHTAIIHY ITOYKH

Pexomernpammusa 17. TpascraaHTaIuA MOYKH MOJKET BBITOAHATHCA manueHTram ¢ al'YC, aocrurmimm
TITH (XBI1 5 craaun), He MMEIOIIIM KAMHIYECKHX IIPOABACHUI SKCTpapeHasbHoi TMA, He panee ueMm
ugepes 12 Mec. mocAe HavYaAa 3aMECTUTEABHON IIOYEYHON TePAIIHH.

Kommenrapmii: al'VC aBafeTcs IPOTHBOIIOKA3aHUEM K POACTBEHHOMN TPAHCIAAHTAIIMN 1TOYKH. OAHAKO B He-
KOTOPBEIX CAYYAfiX OHA MOKET BBITOAHATHCH, ECAH Y OOABHOIO ITPU TINATEABHOM MCCAGAOBAHUH I€HOB CHCTEMBI
KOMIIAEMEHTA BBIABAAFOTCA MYTAIIMM, HECOMHEHHO MMEIOINNE IIaTOreHeTHdeckoe 3Hauenue B passuruu al'VC,
a y AOHOPA TaKOBBIX He OOHapyxmBaerca. HeoOxoanmo mMakcnmaAbHO HHOPMHPOBATH AOHOPA M PEIMITHCHTA
O Pa3BUTHH BO3MOKHBIX OCAOKHEHHH TPAHCIAAHTAIIIH. B TO e Bpems, ecAM MyTAITHIT, OTBETCTBEHHBIX 32 PA3BU-
tre al'YC, He 0OHAPYAKEHO HU Y AOHOPA, HU Y IIOTEHIINAABHOTO PEIUIINEHTA, OT POACTBEHHON TPAHCIIAAHTAIIIN
CAEAYET OTKA3ATHCA.

Pexomenpamusa 17.1. PexomeHAyeTCA H30€raTh UCIOAB30BAHUA AAA TPAHCIIAAHTAIIMH OPIaHOB OT AO-
HOPOB «C PACIIMPEHHBIMI KPUTEPHUAMI» U OTAOKUTEH TPAHCIIAAHTAIIAIO IIPYU BHICOKOM IIPOLICHTE IIPEA-
cymecrByromux aHTu-HLA anTnTes («IaHeAb-peaKTHUBHBIX aHTUTEA») V IIOTEHIIMAABHOI'O PELIHIINEHTA.

Pexomernpamua 17.2. ITepea BkAroueHHEM B «AMCT 0)KHAAQHHA» TPAHCIIAAHTALIAU IIOYKU ITAIMEHTA
¢ al'YC He0o0xX0ANMO BBIIIOAHUTH OLICHKY PUCKA PELIHANBA 3200A€BAHUA [IOCAE TPAHCIIAAHTAIINN, BKAFO-
YAFOIIYI0, [IOMIMO CTAHAAPTHOIO 00CACAOBAHUA, T€HETUYIECKOE NCCACAOBAHHE U OIPEACACHUE B AUHA-
MUKe THTPa aHTUTEA K pakropy H.
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Kommenrapmit: Huskuii prck penmansa al'VC mocae TpaHCIIAAHTAITHN ITOYKHA UMEETCA B CACAYIOIINX CAYIAAX:

* y HAIIMEHTOB C N30AHPOBaHHON MyTarert MCP;

* y manmenTos ¢ al'VC, onocpeaosannbM anTu-FH-anTrTe AAMI, TIpH HYAEBEIX TUTPAX AAHHBIX AHTHTEA B Te-
YCHHE AAMTEABHOTO BPEMEHH H OTCYTCTBUH AOIIOAHHTECABHBIX MYTAIIHI T€HOB-PETYAATOPOB KOMIIACMEHTA.

Cpet)ﬂuu puck peyuduea 06ycrosaen:

* nsoauposanueMu Mytanusmu CEI;

* MYTAIIHAMH C HEM3YYEHHBIMI 3P eKTaMH;

* IEPCUCTUPYIONIHMI HU3KUMHU THTpamu aHTH-FH-anTuTeA n OTcyTcTBHEM AOIOAHUTEABHBIX MYTAITHI Ie-
HOB-PETrYAATOPOB KOMITAeMEHTA. []anmenTsl, y KOTOPBIX He YAAAOCh MACHTHU(DHIIPOBAT MYTAIINH, TAKAE
OTHOCATCA K KATETOPHU CPEAHETO PHCKA PEIIHANBA.

Boicoxuii puck peyudusa onpedersemcs y nayuenmos:

* C HAAWYHEM B aHAMHE3¢ paHHUX peruAuBoB al 'VC y caMoro manmeHTa HAX €ro pOACTBCHHUKOB;

* ¢ myratmsavu CEFH nan npu naanann rubpuasnoro rena CFH/CFHRT,

* ¢ myraruamu ¢ yeuaenuem pynkrimu C3 u CEB.

B meaom puck ompeaeAsiercsl IIPEUMYIIECTBEHHO THIIOM MYTAIHIH, HO YaCTHYHO 3aBUCHT M OT APYIUX IIe-
PUTPAHCIIAAHTAIHOHHBIX (hakTOpoB. CIIOCOOCTBOBATD PA3BUTHIO PELIHANBA MOIYT TAKEAOE HIIEMIYCCKH-PEIIep-
(py3moHHOE ITOBPEKACHHE TPAHCIAAHTATA, BHICOKHAE KOHIICHTPAIIUH B KPOBH PEIIMIIHEHTA HHIHOUTOPOB KAAB-
IIHEHpHHA (IIKAOCIOPHUHA A H TAKPOAHUMYCA), OCTPOE OTTOPIKEHHE TPAHCIIAAHTATA, OCOOEHHO IYMOPAABHOE,
BHpPyCHbIe HH(EKIHN (IIMTOMETraAOBUPYCHAA MH(DEKIIUA U APYIHE replec-BupycHbie nudekimn, rpum, BKV-
nHdeknd, nHdEKIN, BRI3BAHHAA ITapBOBUpycoM B19, mudeKIroHHbIe TaCTPOSHTEPUTH 1 AD.)

8.2. ITpoduaraxruka penmausa al'YC mmocae TpaHCIIAAHTAIMY IIOYKHU

Pexomenpammsa 18.1. ITocae TpaHCIIAAHTAIIMY IIOYKH ITALMEHTAM C AOKAa3aHHBIM HU3KHM PUCKOM pe-
nuauBa al'YC MOKHO He IIPOBOAUTE CIIELIMAABHYEO IIPO(PUAAKTHKY.

Pexomenpanma 18.2. ITammenTam co CpeAHIM PHCKOM PEIUAMBA HEOOXOAMMA MPO(HUAAKTHKA, KOTO-
Pas MOJKET OCYIIECTBAATHCA KAK IPOBEACHUEM IIPEBEHTUBHOIO IIAA3MOOOMEHA, TAK M IIPOodHAaAKTHYE-
CKHM BBEACHHMEM KyAn3yMa0a, IpU 3TOM IKYAM3yMal ABAAETCA MPEATIOYTUTEABHBIM CPEACTBOM IIpOu-
AAKTHKH.

KOMMCHTaPI/Iﬁl BI)I60p MCIKAY HAA3MOOOMEHOM U BBCACHHEM 3K}*AH3YM2163, 3ABHCHUT OT HAAUYHSA Y ITAIICHTA
AACKBATHOI'O COCYAUCTOTO AOCTYIIA, IIEPCHOCUMOCTH BBCACHUA AOHOPCKOfI ITAA3MBbI 1T AOCTYITHOCTH 3KyAI/I3yMa6a.

Pexomenpammsa 18.3. ITpoduaaxkruyeckuii maa3MooOMeH IIEAECOO0PA3HO IIPOBOAUTH B CACAYIOIIEM
pexume: 1 ceanc maasmoo6MeHa HEITIOCPEACTBEHHO nepeA onepanueid, 1 madpysmua C3I1 Bo Bpemsa Tpanc-
TAAQHTAIIUH, €JKEAHEBHBIE CEAHCHI IIAA3M000MeHA IToCcAe onepanuu (110 KpaiiHei Mepe, B TeUeHHE 5 AHeil)
C IIOCAGAYIOIIUM ITOCTEIIEHHBIM YMEHBIIICHEM KOAMYECTBA CeaHCOB (5 AHell B HEACAIO B TeueHuUe 2 He-
A€AB, 3aTeM 3 ceaHCa B HEACAIO B TEUCHHE 2 HEACAD U T.A.).

Pexomenpamma 18.4. IlanuenTaM rpynmsl BBICOKOIO PHCKA Pa3sBHTHA PELHAUBA IIOKA3aHO IIPOBEAE-
HHe IPO(PUAAKTHIECKOH Tepanuu 9Kyansymabom. ITpodurakruka sxkyansymabom A0AkHA OBITH HAUYaTA
AO TPAHCIIAQHTAIIUU — IIEPBOE BBeACHHeE Iperapara B Ao3e 900 mMr y B3pocabIx He mo3aHee yeM 3a 1 gac
A0 peniepy3uu AOHOPCKO¥ IOYKH (y IAIMEHTOB, OXKHAAOIUX ypreHTHy 0 TII mam TpaHcraaHTaImIo
OT >KHBOT'O AOHOPA, MPO(HUAAKTHKA MOXKET OBITh Ha4yaTa 3a HECKOABKO HeAeAb). Bropoe BBeacHHE 3KY-
Ansymaba B Ao3e 900 mr o6a3areapHo B nepBbie cytku nmocae TII. ITocaeayromie BBeAeHNUA mpernapara
ocymecTBAAroTCA 1 pas B Heaearo (900 Mr y B3pocabIX) ¢ rmepexoAoM Ha peckuM 1 pas B 2 Heaean (1200 mr)
110 HHAMBUAYAABHOMY IIPOTOKOAY.

KommenTapuii: OaHOKpaTHOE BBeACHHE 3KyAm3ymMaba Aad mpoduaaktuku permansa al'VC mocae Tpanc-
IIAAHTAITMN HE ITOAAEPAKHBaeTcs. B HacTosIee Bpema OITHMAABHASA OOIIAA MIPOAOAKHTEABHOCTD BBEACHHS IKY-
amsyma0a mmocae TI1 me onpeaeaena. IlanuenTam ¢ BEICOKIM PHCKOM PELIHAHBA MOKET IIOTPEOOBATHCSA BBEACHIE
9KYAH3yMada B TEUEHHE BCErO CPOKA (DYHKITHOHUPOBAHNA TPAHCIIAAHTATA.

Pexomenaanms 18.5. Y manueHTOB CO CPEAHHM PHCKOM peluAuBa yepes 12 MecAreB nocae TpaHCIAaH-
TALUH IPU OTCYTCTBUU AQKE CYOKAMHHYECKHUX PEIUAMBOB MOJKET OBITH IPOU3BEACHA KOHTPOAHPyeMAas
MOIBITKA OTMEHBI IIPEIIapaTa UAH, 110 KpaliHell Mepe, YBEAMUEHUA HHTEPBAAOB MEXKAY €r0 BBEACHUAMI.

KommenTapuii: AAsl HOAYYCHMSA OTBETA HA BOIIPOC 00 OITHMAABHOH AAUTCABHOCTH IIPHMCHCHIS SKYAH3Y-
Ma0a IoCcA€e TpaHCIAAHTAIHH Y HAeHToB ¢ al'VC He0OX0ANMO IIPOBEACHIE AAABHEHIIINX KAUHITIECKIX HCCAC-
AOBAHUIM.

Pexomenpanus 18.6. BuaarepaspHad HeppIKTOMUA HE YMEHBIIIAET PUCK PA3BUTHA PEIIUANBA B TPAHC-
IAQHTATE.
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Pexomenpamus 18.7. C neanro npoduaaxtuxu permauBa al'YC pexoMeHAyeTcsa n30erats BBICOKHAX
KOHIIEHTPAIIWH B KPOBU PEIUIINECHTOB HHINONTOPOB KAABIIMHEHPUHA — IUKAOCIIOPUHA M TAKPOAHMYCA.

Pexomernpamua 18.8. IlpumeHeHue HEBBICOKHX AO3 MHIMOHUTOPOB KaAbLHEHPHUHA y MALMEHTOB C
aI'YC npeanournrespHee ucrnoss3oBanusa nuHruouropoB mTOR — cupoanmyca nau asepoanmyca.

Pexomenpamus 18.9. B nocrrpanciaanTanuonnoM nepuoae nmamuenTam ¢ al'YC pexomeHAyeTca npo-
BOAUTH IIPO(PUAAKTHKY IIUTOMETAAOBHPYCHON MH(EKIINH M IIHEBMOIMICTO3a M0 CYLIECTBYIOIINM IIPO-
TOKOAaM (BAATAaHIIMKAOBHP B TeueHHe 6 MeC., TPUMETOIIPUM-CyAb(PaMeTOKCa30A B TeueHue 6 Mec.) u
€KETOAHYIO BAKIMHAIIAIO IIPOTHUB CE30HHOIO IPHUIIA TOABKO MHAKTUBHPOBAHHBIMU BakimHamu. Mc-
MOAB30BAHHE JKUBBIX BAKIIIH II0CA€ TPAHCIIAAHTALIH HE AOIIyCKAETCH.

Pexomenpamus 18.10. Ecau mamuenT He ObIA BAKIIMHIPOBAH PAaHEE, TO B IOPAAKE IIOATOTOBKU K TPAHC-
MAQHTAIUN U NPOPUAAKTUIECCKOMY NIPUMEHEHHUIO 9KyAU3yMada M y AeTei, U y B3POCABIX HEOOXOAMMA
BaKIIHANMA IPOTUB MEHUHIOKOKKOBOI1, IIHEBMOKOKKOBOI MH(eKIMH U HH(EKIINH, BEI3BAHHONA reMo-
(pUABHOI ITAAOYKOIA.

8.3. AuarHoctuka u AedeHue permausa al'YC nmocae TpaHCIIAQHTAIIAY ITOYKH

Pexomenpamma 19.1. ITpu Aro60ii AucyHKIIY MOYEYHOTo TpaHCHAaHTaTa y narueHTos ¢ al'YC pe-
KOMEHAYETCH IIPOBEACHIE 00CACAOBAHNUA C LIEAbIO HCKAIOUeHUA TMA: KOAUYeCTBO TPOMOOLIUTOB, MA30K
KPOBU AAf BBIABACHUA IIHA30IUTOB, ranToraooux, AAIL.

Pexomenpamma 19.2. AuchyHKIHA TPaHCIAAHTATA ABAAETCA IOKA3aHUEM K €ro OMOIICHM A2XKe IIPHU
orcyTcTBHM AabopaTopHbIX npusHakos MATA.

Pexomernpammusa 19.3. Tepanmueii nepsoii ananu npu penuause al'YC mocae TpaHCIAAHTAIIMY TOYKH
ABAAETCA IKYAU3yMal.

Kommenrapmii: OAHOKpaTHOE BBEACHHE SKYAH3YMa0a AAA AedeHns perpanba al'VC rmocae TpaHcIiAanTamm
He TIoaAepxuBacTced. Aedenne sxyausymadom npu permanbe al'VC AOAKHO OBITh HAYATO KaK MOKHO PaHbIIIE,
IIOCKOABKY TOABKO IIPH PAHHEM ACUEHHH (AO 4 HEACAD OT HAYaAQ PEIIUAMBA) HAMOOAEE ITIOAHO BOCCTAHABAHBACTCA
pyrkmma TpancriaapTaTa. ONTHMAABHAA IPOAOAKHTEABHOCTD ACUCHHUSA PEITMANBA ITOKA HE YCTAHOBAEHA (TPeOy-
FOTCHl AAABHCEHIITHE HCCACAOBAHNSA), HO Y ITAIIMEHTOB-HOCHTEACH MYTAIIMIA C BRICOKUM prckoM permansa (CHH,
(3, CFB), moxeT moTpebOoBaThCA ACUEHHE B TCUCHNE BCETO ITEPHUOAA (DYHKIIMOHHPOBAHHA TpaHCIIAaHTaTa. Bee
HOIBITKH YBEAHUECHHA HHTEPBAAOB MEKAY BBEACHHAME 9KYAH3YMaOa HAH €IO OTMEHBI ITOCAC KYITHPOBAHMUA PEITH-
AnBa al'VC AOAKHBI TIPOXOAHUTD ITOA CTPOTHM KAMHIYIECKHM B AaDOPATOPHBIM KOHTPOAEM.

Pexomenpanus 19.4. B mepuoa 0’KHMAaHUA IOCTABKU MPEIAPATa AOAXKEH IIPOBOAUTHCA IIAA3MOOOMEH
C aA€KBATHBIM 00 beMOM 3KC(y3un U 3amereHus ma3msel — 40-60 Ma/Kr Macchbl TeAa manueHTa.
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