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Cnucok cokpaleHui

ATl — aprepuanbHas THIEPTOHUS

A/l — apTepuanbHOE 1aBJIEHUE

AIIK — anbTepHaTUBHBIN My Th AKTUBALMU KOMIUIEMEHTA
al'VC — aTunu4HbII TéMOJIMTUKO-YPEMUYECKUI CUHAPOM
Aal'VC — akymepckuii atunnussiid ['YC

ATII — anyioTpaHCIUIaHTaLUs TIOYKA

ADC — anTu(hOCHOTUNUAHBIA CHHIPOM

I'J1 — remouanus

I'KC — rimtoKOKOpTUKOCTEPOUbI

I'VC — reMOIUTHKO-ypEMUUYECKUN CHHAPOM

JAIBC — nricceMHHUMPOBAHHOE BHYTPUCOCY AUCTOE CBEPTHIBAHHUE
KKT — xeny104HO-KHILEYHBIN TPAKT

3IIT — 3amecTuTEnbHAs OYEYHAS TEPAIHS

KAC — KoMIIJIEMEHT-aKTUBUPYIOLIME COCTOSIHUSA

KA®C — karactpoduueckunii ADPC

JIAI' — nakTaTaeruaporenasa

MAI'A — MUKpOaHTHOTIaTUYECKasl FEMOJIUTUYECKAs] aHEMUS
MAK — memOpaHOaTaKyOUHA KOMILIEKC

HMI'" — Hu3KOMOIEKyISApHBIE T'eIIapUHBI

HO®TI" — HepakmoHUpOBaHHbIHI renapuH

OIIIT — ocTpoe noBpexaeHNE OUEK

[MBBI'JI® — npo yieHHass BEHO-BEHO3HAsI TeMOTUapIIbTPaITHs
I1/] — nepuTOHEAIBHBIN NUAIIN3

IIT — mnasmoTepanus

1O — m1azmoo6MeH

[ILIP — nonumepasHas LeHasi peakiys

PTM — purykcumad

pCK® — pacueTHasi CKOpoCTh KIIyOOUKOBOH (pritbTparyu
C3II — cBexke3aMOpOXKEHHAs TU1a3Ma

CKB — cucreMHas KkpacHasi BOJTYaHKa

TMA — TpomboTHYECKast MUKPOAHIMOTIATHUS
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TII — TpaHCcIIaHTalUs TOYKHU

TIIH — TepMuHanbHas I0O4eYHAst HEIOCTATOYHOCTh

TTII — TpombOTHYECKast TPOMOOLIUTOTIEHUYECKAsl Iy PITypa

ITHC — neHrpasibHas HEpBHAs cCUCTEMA

LD — muknodochan

OK — sHzpoTeNnnanbHble KIETKU

ADAMTSI13 — a disintegrin and metalloprotease with thrombospondin- 1-like domain
CFH — ¢akrop H xommiemenTa

CKD-EPI — popmyna st pacuera ckopocTu kiryooukoBoit punsrparmu (CKD-
Epidemiology Collaboration 2009)

STEC-I'YC — TunuuHbli reMOJIMTUKO-YPEMUYECKUN CUHAPOM



TepMI/IHLI H onpeacJicHus

ADAMTS13 - wMeraionpoTeasa, pacIlICIUISIONIAsl CBEPXKPYIHbBIE MYJIBTUMEDSI
¢axTopa pon Bunnebpanaa, nuarnoctuaeckuii mapkep TTII

STEC-T'YC — uH(EKIHOHHO-OIIOCPET0BAHHbBIN T€MOJIUTHKO-YPEMUUECKUI CHHAPOM,
Pa3BUBAIOLIMIACS BCJIEACTBUE MH(PUIIMPOBAHUS IIUTa-TOKCUH MPOAYLHUPYIOIIUMH OaKTepUsIMU:
sHTEporeMopparndeckoi miam sHTepoarrperatuBHoi E.coli mnm Shigella dysenteriae I Tuma.
Cunonum: Tunuyneiil ['YC

CFH — OCHOBHOH peryiaTopHbli (PakTop aJabTepHATHBHOTO IIyTH KOMIUIEMEHTA,
KOHTPOJIMPYIOLIUI €ro aKTUBHOCTb

ATHNHYHBIHA reMoJIMTHKO-ypeMudeckuii cuaapoMm (alI'YC) — cucremHoe 3a00s1eBanue
U3 Tpynmbl  TPOMOOTHYECKMX MMKPOAHTMONATUH € MPOTPECCHUPYIOUIMM TEYCHHEM H
HEeOJaronpusTHHIM TPOTHO30M, B OCHOBE KOTOPOTO JICKUT HEKOHTPOJIUpPYEMas aKTHUBAIHS
IbTEPHATHBHOTO IyTH KOMIUIEMEHTAa HACIEACTBEHHOW WIM TNPUOOPETEHHON MPHUPOJIBI,
NPUBOJSAIIAS K T€HEPaTM30BaHHOMY TPOMOOOOPAa30BaHHIO B COCYJaX MHKPOLMPKYJISITOPHOTO
pycaa.

Komnuiement-onocpenoBanuas TPOMOOTHYECKAS MHMKPOAHTHONATHS —
TPOMOOTHYECKAsT MHKpPOAHTHOIATHs, BBI3BAHHAs TUIEPAKTHBAIMEH aJbTEPHATUBHOTO IIyTH
KOMIUIEMEHTa BCJIEICTBUE HAPYLICHUS PETYISIIMU, 00YCIOBICHHOW MyTalUsIMU T€HOB OENKOB-
peryJsiTopoB WM ayToaHTHTenamMu K Qakropy komiuieMenta H (CFH) — ocHoBHOMY
perymsitopHoMy npotenny AlIIK. Cunonnm: al'VC

KommiemeHT-0/10KMpYyOIIAasi TepanuMsi — Tepanus, HaNpaBJIEHHas Ha II0JaBJICHUE
aKTUBHOCTH CHCTEMbI KOMIUIEMEHTa U CIIOCOOCTBYIOIIAs TEM CaMbIM MPEKPAIIEHUIO MTPOLIECCOB
MUKPOLHUPKYISITOPHOTO TPOMOOOOPa30BaHU

Muxpoanruonatuyeckuii remosims (MAI'A) — BHYTpHCOCYIUCTBIE HEMMMYHHBIN
(KymOc-HeraTBHBII) MEXaHUYECKUW T€MOJIU3 B PE3YyJIbTaTe MOBPEXKACHUS SPUTPOLUTOB IMPH
LUPKYJISIIAN B CY>KEHHBIX 33 CUET OKKIIFO3UH TPOMOAMH COCyAaX MUKPOLUPKYISITOPHOTO pyciia

TpomooTnyeckne muxpoanrnonatuu (TMA) — rereporeHHas rpymnmna 3a00J€BaHH,
UMEIOIIUX CXOAHYIO KIMHUKO-MOP(OIOTUYECKYI0 KapTUHY TPHU Pa3iudud MaTOr€HEeTHYECKHX
MEXaHU3MOB

TpomooTnyeckast Mukpoanruonatus (TMA) — KIMHUKO-MOP(HOIOTHYECKUI CUHIPOM,
XapaKkTepPHU3YIOIIHUH 0COOBIN THUI MOPAKEHH COCYI0B MUKPOIMPKYJISTOPHOTO PycClia, B OCHOBE
KOTOPOTO JISKUT MOBPEXKICHUE SHIOTENHS C TOCIETYIOIIM TPOMOOOOpa3oBaHUEM.

TpomOoTHyeckasi TpoMOOLMTONEHHYECKass MOypmypa — cucTeMHas ¢opma

TPOMOOTHYECKON MUKPOAHTHOTIATUH, 00YCIOBIEHHAs! CBEPXKPYITHBIMU MYJIbTHMEpaMu (pakropa
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¢on BumneOpanna BeieACTBHE MPHOOPETEHHOTO (ayTOAHTHTENA) WIM HACIEACTBEHHOTO
(myTanmu rena) gedurura ADAMTS13

Jdkyau3ymad — mpemapar  Ipynmnbl  KOMIUDIEMEHT-WHTHOMPYIOIIMX — aHTHUTED,
NPEJCTABISAIONMNA CO00M PEKOMOMHAHTHOE T'YMaHW3UPOBAHHOE MOHOKJIOHAIBHOE AHTHUTEIO
kiacca Ig G k C5 xomnonenty komriemenra. [Ipenapat 6mokupyet pacuerienue CS na CSa u
C5b, mpemaTcTBysi TeM caMbIM 0OpPa30BaHUI0 MEMOPAHO-aTAKYIOMIETO KOMILIEKCA M TIOaBIIss
NPOBOCHATIUTEIBHOE, TMPOTPOMOOTHUECKOE M JUTHYECKOE JCHCTBUS KOMIUIEMEHTa, YTO
NpPEJOTBpAIlaeT MOBPEKACHUE SHIOTENHS M IPEKpalaeT MPOLECChl MHUKPOLHMPKYISTOPHOTO

TpoMO00Opa3oBaHusl.



1. KpaTkas undopmauus no 3a601eBaHUI0 WIH COCTOSTHUIO (rpyme

3200J1eBAHMH WJIM COCTOSIHMIN)

1.1 Onpene.nelme 3200J1eBaHUsl _HMJIM _COCTOSIHHS (l"le'[l'IbI 3200J1€eBAHUI _WJIHN

COCTOSTHHH)

ATUNUYHBIN TeMoIuTUKO-ypemudeckuidl cuanpom (al'YC) — cucremHoe 3a0oneBaHue ¢

U3 Tpynmbl  TPOMOOTHYECKMX MMKPOAHTMONATUH € MPOTPECCHUPYIOUIMM TEYCHHEM H
HEeOJaronpusTHHIM TPOTHO30M, B OCHOBE KOTOPOTO JICKHUT HEKOHTPOJIUpPYEMas aKTHUBAIHS
IIbTEPHATHBHOTO IyTH KOMIUIEMEHTAa HACIEACTBEHHOW WIM TNPUOOPETEHHON MPHUPOJIBI,
NPUBOJSAIIAS K T€HEpaTHM30BaHHOMY TPOMOOOOPa30BaHHIO B COCYJaX MHKPOLMPKYJSITOPHOTO
pycna[l1,2].

TpomboTHyeckass MUKPOAHTHOTIATHS — T€TEPOreHHasi TpyINa CHHAPOMOB/3a00€BaHH,
UMEIOIIMX CXOAHBIM KiuHuUKO-Mopdonornyeckuit ¢enorun [1-3]. Knuamuecku TMA
NpOSIBISETC TPOMOOLMTONEHUEH MOTPEOJICHUsl, MUKPOAHTUONATHYECKON T'eMOJIMTHYECKOM
aHeMHel (MEXaHWYECKUH TeMOJIM3), JIMXOPAJAKOM M MIIEMUYECKMM MOPAXEHUEM PAa3IMYHBIX
opraHoB, TiaBHbIM oOpa3oMm, mouek u I[HC. Tucromormueckas xaptuHa octpodr TMA
NPEJCTaBlIeHa OTEKOM SHIOTENUAIBHBIX KIETOK C MX OTCIOHKOW oT 0a3ambHON MeMOpaHsbl,
pacimpeHreM CyOdHAOTENHAIbHOTO MPOCTPAHCTBA C HAKOIUIGHHEM B HEM aMOpP(HOTO
MeMOpaHOmoI00HOTO MaTepuasia U oOpa3oBaHHEM TPOMOOB, COJAEpPIKAIIUX TPOMOOLMUTHI M

(GUOpHH, U HEPEKO BHI3BIBAIOIIMX MOJIHYIO OKKITIO3HIO IIPOCBETA COCY1A.

1.2 DTHOJIOTMA U NATOreHe3 3200JeBaHus WJIH COCTOSAHMSA (rpynmnbl 3a00JeBaHUi

HJIM COCTOSIHMI)

Atunmubeii ['YC  00ycnoBIIeH TeHETHMYECKUMHU  HApYIICHUSMH  WIH, PEeXe,
ayTOUMMYHHBIMU pEAaKLUSAMH, MPUBOASIIMMU K IIATOJOTMU CHUCTEMBI KOMIUIEMEHTA, 4YTO
MOCIYKWJIO OCHOBAHHMEM JUISl TOSIBIEHHUS TEPMHHA «KOMIUIEMEHT-omocpenoBaHHas TMAy,
KOTOPBIN CEerojHs sBIseTcs CMHOHMMOM TepmuHa «al'YCy». B OGonpmmHcTBe ciydaeB al' YC
aCCOIMMPOBAH C TEHETHUYECKU 00YCIOBICHHBIMH J1e(heKTaMH PEryJIsIIUU aIbTEPHATUBHOTO My TH
koMiuiementa (AIIK), pe3ynapTaroM 4ero ABISETCS €ro XPOHUYECKAs HEKOHTPOJIMpYeMas
aktuBaius [1,4]. Kpome toro, mouru y 20% naiueHToOB, NPEUMYIIECTBEHHO AETEH, BBISBISIOT
ayroanturena k CFH — ocHoBHOMy perynstopHoMy mnporenHy AlIK, Hanmuume KOTOpBIX
MPUBOJUT K TEM K€ IMOCJIEACTBUSIM, YTO U €ro MyTauuu. « AHTUTeNbHbIN» al'YC CKIOHEH K
yactoMy peuuauBupoBanuio[1,5,6]. Y mamumentoB ¢ al'YC MoryT ObITh MIACHTU(DHIIMPOBAHBI

cienyromnue 1eeKThl, NpuBOasIue K n30bTounol akruBanuu AIIK [5-8]:



. MyTaiii TEHOB pPEryJSATOPHBIX OEJIKOB KOMIUIEMEHTa, HapylIaollue HxX
¢ynkuun  (loss-of-function): CFH (¢axkrop H), CFI (daxrop I), MCP (memOpaHHBIN
kodakropusii mporeuH), THBD (tpomboMoaynun). Cpeau Bcex MyTalui, aCCOMHUPOBAHHBIX C
passutueMm al YC, myTanuu rena CFH oOnapyxuBatot Hanbosee yacto (oxosio 30% cirydaes).

. Mytammu resoB ¢akropa B (CFB) um C3 koMmoHeHTa KOMIUIEMEHTa,
o0ecrieynBaroIIye 3HaYUTEIbHOE HapacTaHUe UX aKTUBHOCTH (gain-of-function).

. Anturena k CFH u accoumupoBannas ¢ aumu neneuusi B reHax CFH-cBsizanHbIX
o6enkoB — CFHR1, CFHR3 unu CFHR4 [7.9].

HecmoTpst Ha  COBEpILIECHCTBOBAaHME  METOAOB  TI'E€HETUYECKOTO  HCCIIEIOBaHUS,
uaeHTU(UIUPOBaTh MyTanuu yaaercs numb y 50-70% mnamuentoB ¢ al'YC [6]. IIpu aTom
OTCYTCTBUE CEMEHHOM MCTOPUM HE MCKIOYACT BO3MOXKHOCTM TI'E€HETUYECKOM IIPUPO.BbI
3a00JIeBaHMs; MOCKOJIBKY NEHETPAHTHOCTh T€HOB COCTaBIsieT JTub 50%.

Nmerommecss y mnamuentoB ¢ al'YC MyTanuu NOpUBOASIT K HApyLIEHHUIO 3alUThI
SHAOTENUANBHBIX KIeTOK (DK) 0T akTHBalMu KOMIUIEMEHTa BCIEACTBUE Ne(UIUTA WU, YaIle,
(YHKIMOHAIBHBIX HApYIICHUH OeNKOB-peryIsITopoB. B HopMme perynsatopsl aktuBHOCTH AIIK 1
¢bakropsl, ycunusaromue ero aktuBHocTh (CFB u C3), HaxoasiTes B cTporo cOagaHCHPOBaHHOM
cocrostHuu. I'enerndeckuit nedexr perynstopusix nporernHoB — CFH, CFI, MCP u THBD —
BBI3BIBACT CHIDKCHUE UX (YHKUIMOHAIBbHOW akTuBHOCTU. Hanportus, myTtaruu B renax CFB u C3
YCWIMBAIOT HX aKTUBHOCTb. JlUCperynsiius KOMIUIEMEHTAa BEAET K HENPEKPaIloIEeMycs
pacueryieHuio komnoneHta C5 Ha MouIHbIM npoBocnanuTenbHblid anaputakcun CSa u CSb,
KOTOpBI MHUIIMHMPYET oOpa3oBaHue MeMOpaHoarakymomero kommiekca C5b-9, oGmagaromero
IPOTPOMOOTHYECKHM M LUTOJIUTUYECKUM JaercTBHeM. TakuMm oOpa3om, y marueHtoB ¢ al YC
HEKOHTPOJHUPYEMYIO aKTUBAIMIO KOMIUIEMEHTA BBI3BAIOT JIMOO CHIDKEHHAs! (pyHKIMs (HaKkTOpOB,
perynupytonmx aeiictsue AIIK, nubo ycuneHne akTHBHOCTH (PaKTOPOB, aKTUBUPYIOLIHUX €ro. B
000uX ciyyasx pa3BUBaeTcs JUcOaTaHC MEXIy (aKkTOpaMu KOHTPOJS M aKTUBAIMU B CTOPOHY
npeoOnamanus nocnennux [7,10]. PesynbraTom n30biTounoit aktuBanmu AIIK Ha moBepXHOCTH
OK sBnsiercst HapacTaroniee 00pa3oBaHIe MEMOPaHO-aTaKyIOIIET0 KOMILIEKCA, BHI3bIBAIOIIEE UX
MOBpPEXJEHHE C  OOHaXEHHWEM  CyOIHAOTENHAIbHOTO  MaTpHUkca, TpaHchopmanumei
aTpoMOOTHYECKOTO (PEHOTHIA B MPOTPOMOOTHUECKUN U MPOBOCTIATIMTENBHBIA U MOCIEAYIOIIIM
oOpazoBanuem TpoMmOOB [1,2, 10]. JlonogHHUTENbHBINH BKIAJL B MpPOIECC TPOMOOOOpa3oBaHUs Y
NAalMeHTOB ¢ MyTaimsMu (akropa H MoXeT BHOCHUTH TakkKe aKTHBALMS KOMIUIEMEHTa Ha
MOBEPXHOCTH TPOMOOIMTOB, MPHUBOJAIIAS K YCWICHHIO HX (DYyHKIMOHAJIBHONW aKTHBHOCTH.

[IpeumymecTBenHoe mnopaxenue nodek npu al'YC, mno-BuaMMOMYy, CBS3aHO C 0C000i



YYBCTBUTEIIBHOCTBIO (DEHECTPUPOBAHHOTO IJIOMEPYJISPHOTO DJHIAOTENHS K TOBPEKACHUIO,
00yCIIOBIEHHOMY HapyIIEHHOU perysinueit kommmiemenTa [1, 11,12].

PazBurue al'VYC MOTHOCTBIO COOTBETCTBYET TEOPUHU JABOMHOrO ypaapa. ['eHernueckue
aHOMAJIMM KOMIUIEMEHTA CJIEJIyeT CUYUTATh HE MPUYUHOMN, a (aKTOpOM, MPEAPACHOIATaloONIM K
pazButuro TMA. VYcraHOBI€HO, YTO MyTallMd T€HOB KOMIUIEMEHTA WJIM ayTOAaHTHUTENa K
daxTopy H, KoTopble paHblle paccMaTpuUBalIM Kak OCHOBHYyIO mnpuuuHy alYC, mnuib
npenpacnojaraloT Kk pasputuro  TMA —  «mepBblii  yJap». Jia  peanusanmu  3TOM
NPEIPACIIONOKEHHOCTH TpeOyeTcs JTOMOJHHUTENbHBIE (PAKTOPBI — «BTOPOH yaap» — KOTOpbIE
MOTYT TOBIUATH Ha pa3BuTHe Win nporpeccupoBanue al' YC [3,13]. Takumu daxTopamu,
BBI3BIBAIOIIMMU JIONIOJIHUTENIBHYIO AKTHBALMIO KOMIUIEMEHTA y MPEIPacO0KEHHBIX JIHIL U
NOTOMY Ha3BaHHBIMH KOMILIEMEHT-aKTUBHpYIomuMH coctosiHusME (KAC), ciyxar nundexmm,
B NEPBYIO OYEpPE/b, ABbIXaTEIbHBIX MyTeH W KemyaouHO-kuiedHoro tpakra (30% cmyuaes),
6epemennoctb (7-17%), TpaHCIUTaHTalMs COJUAHBIX OPraHOB M KOCTHOTO Mosra (y 5%),
ayTOMMMYHHbIE 3a00JIeBaHus, XUPypruyeckue omnepauud U mnp. OJHAKO MOYTH Y TOJOBHHBI

6ompHbIX al 'Y C Tpurrepusie pakTopsl HIEHTU(HUIMPOBATH HE yaaercs [2,14].

1.3 DnuaemuoJorusg 3a00JeBAHUS HWJINH COCTOSHHUA (rpvionbl 3a00JieBAHUN WJIHN

COCTOSTHHH)

Atunmuneiii ['YC  mpencraBnsier coboi  ynbTpapenkoe (opdanHoe) 3abolieBaHuE,

KOTOpOE BCTpeuaeTcs B II0OOM BO3pacTe, OJTHAKO Yallle MOopa)xaeT ATl U MOJIOABIX B3POCIbIX.
[To nanHBIM pa3HBIX aBTOPOB, B MUpe 3a00neBaeMocTh cocTaBisieT 0,23-1,9 HOBBIX ciiyyaeB Ha
1 MuIH HaceneHus B NOIYJISIUUM B LIEJIOM, paclpOCTPaHEHHOCTh — INpuMepHo 4,9 Ha 1 muH ¢
konebanusmu ot 2,2 1o 9,4 Ha IMiuH cpenu Aeteit u moapocTkoB [15,16]. 3aboneBaeMoCTh U
pacrpocTpaH€HHOCTh B Halled cTpaHe Heu3BecTHbl. ATunuuHbld ['YC oAMHAKOBO YacTo
pa3BUBaeTCs y MYXXUUH M >keHIIMH. [Ipn Manudecranuu B Oosiee crapiieM Bo3pacte 00Je3Hb

HCCKOJIBKO HallC MOpaXxacT KCHIIIUH.

14 Oco0eHHOCTH KOJAWPOBAHHA 3200JI€BAHHS WJIH COCTOSIHHA  (TPYIIBI

3200JI€BAHMI WM COCTOSIHMI) Mo MeXKIVHAPOJAHON CTATHCTHYECKOH KjaaccH(pUKAIMHA

00J1e3Hel M MPo0JieM, CBA3AHHLIX CO 3I0POBLEM

D 59.3 - 'eMOIUTHKO-ypEMUYECKHI CUHIPOM

M 31.1 - TpomOoTHYECKAsE MUKPOAHTUOTIATHS

N 08.2 - I'momepysipHbIe OpaKEHUsI IPH OOJIE3HAX KPOBU U UMMYHHBIX HAPYIICHUAX
N 17.0 - Octpas nmoyeyHast HEAOCTATOYHOCTb C OCTPBIM TyOYJIIPHBIM HEKPO3OM

N 17.1 - OcTpast noyeuHast HEIOCTATOYHOCTb C OCTPBIM KOPTHKAJIbHBIM HEKPO30M
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1.5 Kaaccudbukanyg 3a00JeBAHUS WM cOCTOAHNA (rpvonbl 3a00JieBAHUN WU

COCTOSTHHH)

Hcropuuecku TpoMOOTHYECKIE MUKPOAHIMOTIATUH KJIaccu(pUIIMpoBaIl Ha IEPBUYHBIE U

BTOpUYHBIE, MPUUEM IMEPBOHAYATIBHO NepBuuHble TMA BKIIOYanu B ce0s TPOMOOTHUECKYIO
tpomboumronennueckyto myprypy (TTII) u remonutuko-ypemuueckuit cunapom (I'YC) [17].
[TpruuHO¥ mocneaHero sBisercs MH(EKUMs MUra-TokcuH mnpoxaymmpyromei Escherihia coli
(STEC), m3-3a uyero ceromus oH mnonyumwn HazBanue STEC-I'YC. TTII o0ycnosiena
NpUOOPETEHHBIM WM FeHETHYECKUM JAe(PUIIMTOM aKTUBHOCTH MeTasuionporeassl ADAMTS-13
(Menee 5 %), pacueIUIfIONIe CBEpPXKpyHHbIe MyJIbTUMEpHl ¢akTopa ¢oH Bumnebpanna,
KOTOpBIE B YCJIOBMSAX HEIOCTATOYHOW aKTUBHOCTH (epMEHTa HWHAYLHPYIOT oOpa3oBaHUE
TpoMOOB B cocymax MUKpouupkyisitopaoro pycna [18,19]. STEC-I'YC — naubonee yactas
¢dopma I'YC, na pomro kotopoir mpuxoautcs moutu 90% B ero crpykrype. Oxomo 10%
npunanexut ['YC, ve cesazanHoMy co STEC-ungexuueit, kotopsiii 1 6611 HazBan al YC. B 80x
rogax XX Beka Oblia yctaHoBieHa cBs3b al YC ¢ HaclneACTBEHHBIMU WM MPHOOPETEHHBIMU
anomanusiMu  AIIK, koropeie Obuin oOHapyxkenol B 50-60% cimyyaeB, 4YTO MOCITYXHJIO
OCHOBaHMEM OTHeCTH K arunugHoMy [I'YC Tonpko KomiuieMeHT-onocpenoBanHelii ['VC.
TpomboTHYecKre MUKpOAHTHOIATUH, aCCOLMMPOBAHHBIE C OEPEMEHHOCTHIO, 3y TOUMMYHHBIMU U
OHKOJIOTUYECKUMH  3a00JE€BaHUSAMH, JIEKAPCTBEHHBIMH  CPEACTBAMH,  3JI0OKaYeCTBEHHOM
apTEpUAIBHOM TUIIEPTOHMEH, TPAHCIUIAHTALMEW COJIMIHBIX OpPraHoB M KOCTHOTO MO3ra
coctaBwiu rpynmy BropuuHbix TMA [17]. B Hacrosiiiee BpeMsi NpeanpUHUMAIOTCS MOMBITKU
oOHOBNeHMs1 3TOH Kiaccuukammu. B uwactHocTH, permenuem koHpepenimu KDIGO 6buto
Npe/UIoKEeHO 3aMeHUTh TepMuH «al YC» tepmunom «mepBuyHblii al YC», o06o3Hauas uM
ciiydau ¢ 4€TKO yCcTaHOBJIEHHBIMU reHeTndeckumu aedexramu AIIK wnu anturenamu k CFH, a
BTOopuuHble TMA unMeHOBaTb B 3aBUCMMOCTH OT BBI3BABLIEH HUX IPUYMHBI, HAIPUMEp,
«ekapcTBeHHbIN al ' YC» uin «accouunpoBaHHblid ¢ 6epeMeHHOCTBIO al YC» [20,21]. dpyrum
NPEUI0OKESHUEM, MTPEICTABIAIOMNMCS Ooee 000CHOBAHHBIM, SIBJISIETCS pa3IelIeHUE aTUITHYHOTO
I'VC na xommiement-onocpenoBanubiii ['YC (co6ctBenHo al'VC wnu nmepBuusbiii al'YC) u
BropuuHbiil ['YC, moa KOTOpBHIM MOHUMAIOTCSI CUTYalluH, 0003HaYaeMble paHee Kak BTOPUYHBIC
TMA [22,23]. B monoOHBIX cioy4asx HpeArosaraeTcs BO3MOXHOCTb BTOPUYHOM aKTHUBAIMU
KOMIUIEMEHTA KaK pe3yJIbTaT MOBPEXKIECHHUS SHIOTENNS, BEI3BAHHOTO PAa3TUYHBIMU (DaKTOpaMu U
MEXaHM3MaMH y MalMeHTa, HE MMEIOLIEr0 INeHETHMYECKMX AaHOMAJIUN CHCTEMBl KOMILIEMEHTa
[23]. Ilpenmaraercs Takxe HoBas kiaccupukauuss TMA, cornacHo kotopoit TMA cnenyer
pasfensaTh Ha HAcIeACTBEHHbIE, NPUOOPETEHHBIE, AacCOIMHPOBaHHbIE C UWH(pEKIMed u

BTOpUYHbIE. B cootBeTcTBHM ¢ 3TO# Kinaccudukanueir al'YC, 00yClIOBICHHBIH aHTUTENaMH K
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CFH, otHOCcuTCs K rpynme nepBUUHBIX npuodperéHubix TMA, a al'YC, accounupoBaHHBIN €
renerndeckuMu aedexkramu AIIK, BXOgur B rpynmy NEpBUYHBIX HAcieACTBEHHBIX TMA
[24,25]. Takum 00Opa3zom, CErOIHS HE CYILIECTBYeT OOMICNpHHATHIX kiaccupukanuii TMA u
al'YC. B cBs3M ¢ 3TUM B HAaCTOAIIMX PEKOMEHIAIMSIX HCHOJIb3yeTcs Kiaccupukanus, B
COOTBETCTBUM C KOTOPOH ATHUIIMYHBIM TI€MOJIUTUKO-YPEMUYECKUH CHHIAPOM (KOMILJIEMEHT-
onocpenoBaHHas TMA) otHocutcs k nepBudHbIM TMA, Bce OCTalIbHBIE IEPEYNCIIEHHBIE BBIILIE
TMA paccmatpuBaroTcsi Kak BTopuuHble. Atunuubelii ['YC Takke mnonpasnensercs
Ha CceMeiHylo u cropaanyeckyro ¢opmbel. B crpyktype al'YC Ha nomio ceMeiHOTO
(IMarHOCTHPYEMOTO 10 KpalHEN Mepe y IByX YIEHOB CEMbH) MMPUXOUTCS, IO Pa3HBIM JaHHBIM,
Bcero 10-20%, Torma xak cnopaauueckudt al'YC, mpu KOTOpOM OTCYTCTBYET CEMEHHBIN
aHamue3, Bcrpewaercs y 80-90% maumentoB ¢ 3Toi martosioruei. CiielyeT MOMHUTB, YTO
OTCYTCTBHE 3a00JIeBaHUSI y POJCTBEHHHMKOB HE HCKIIIOYAET €ro HAaCJIeICTBEHHBIM XapakTep

[1,15]

1.6 Kiuanyeckass KapTHHA 3200JIeBAHUSI WJIH COCTOSIHHA (TPVHNLI 3200J1eBaHHUI

HJIM COCTOSIHMI)

Knunnyeckast kaptuna al'yY C oTiaudaeTcst 3HAYUTEIbHBIM OJIUMOP pr3MoM. OCHOBHBIMH
IIPOSIBIICHUSMU OoJsie3Hn SABJIIOTCA TPOMOOIMTOTICHUS, MHUKpOaHIMonaTu4ecKas
remonutuueckas aHemuss (MAI'A) u octpoe nospexaenue nouek (OIIII), cocrasisrome
kinaccuyeckyro tpuagy TMA [1,2,14]. Tloutu y monoBussl nampeHTtoB ¢ al'YC 3a0osieBanue
pa3BUBaeTCs TOCIE BO3JEHCTBHUS TPHUITEPOB, HauOoJiee YacThIMM M3 KOTOPBIX CIIy>KaT
MH(EKIMU: B TEPBYIO ouepenb, AbIxarenbHbIX myTed (y 18% OONBHBIX) M IKeydOYHO-
kuieyHoro Tpakta. (23-30% cnyuaeB). Hepeako al'YC pa3zBuBaercs Win peluauBUPYeET MOCIE
nepeHecEHHBIX BUPYCHBIX MHGekimit — rpunna HINI, BerpstHol ocmbl. BaxkusiM (akTopowm,
criocoOCTByOIMM  pa3Butuio win  peuuauBy al'YC, sBisiercs OepeMEeHHOCTh, KOTOpas
IpeIecTByeT 3a00aeBanuio y 7-17% O0NbHBIX, M TPAHCIUIAHTALIUS OPTaHOB — Y 5% IMalMeHTOB
[1,15].

B OGonpmmHcTBe cinywaeB al'YC HaumHaercss BHe3amHo. Hepenko — 0osie3Hb
MaHU(ECTHPYET HEeCTIeHU(PUUIECKUMH CHUMOTOMAaMH — CJIa0OCThIO, YTOMIISIEMOCTBIO, OOLIMM
HEJIOMOTaHHWEM, TPUIIONOAOOHBIM CHHAPOMOM. Y B3pocCiblX mammeHToB B 20% ciiyuyaes
OTMEUAETCSl CTEPTOE HAuajao ¢ MEAJIEHHBIM IporpeccupoBaHueM. [Ipu 3TOM MOXKET JJIUTENBHO,
0 HECKOJBKMX MECSLEB, MEPCUCTUPOBATH AHEMMs JIETKOW CTENEHU IIPU HE3HAYUTEIIBHOU
TPOMOOLIMTONICHUH WJIH €€ OTCYTCTBHM M COXpaHHOM (yHKIMH modyek Bo3MoxHO Takxke

pasButHe «HenoiaHOW» TMA 06e3 TpOMOOLMTONEHHH WU, pPEXe, MHKPOAHTHONATHYECKOU
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remonutuueckoii anemun (MAI'A). B psne ciyuyaeB OonMcaHO pa3BUTHE TOJIBKO IMOYEUYHBIX
npusHakoB TMA B 0TCyTCTBUE reMaTOJIOTHYECKUX HapyLeHui [26].

VY GOJNBIIMHCTBA MALMEHTOB KIMHUYECKasi KapTHHA MPEACTaBICHa TPOMOOIMTOIICHUEH,
HeumMmyHHOM MAT'A u OIIII [1,2,15]:

. TpomboumTonenus: (menee 150000/MM® WM CHWXKEHHE YHUCIa TPOMOOIIMTOB
6onee yem Ha 25% OT HCXOIHOIO) Pa3BUBACTCS BCIIEJICTBUE MOTPEOICHUS TPOMOOIMTOB B
nporeccax MUKPOLUMPKYISITOPHOTO TPOMOOOOpa30BaHUs

. MukpoaHruonaTuyeckass TeMOJIMTHYECKass aHeMusi (reMOTJIOOMH, Kak MpaBuIlo,
meHee 100 r/im) sBisieTcs pe3yabTaTOM MEXaHHYECKOTO I'eMOJIM3a BCIEACTBHUE MOBPEKICHHS
MeMOpaH 3pUTPOIMTOB MPU KOHTAKTE C TPOMOAMM M BO3ACUCTBUM MeXaHM3MOB shear stress B
CYKEHHBIX cOCyJax Mmajoro KaiauOpa. Hammuume reMonn3a HOATBEPKIACT HHU3KUM YpOBEHb
rantornoouna u BeicOkui — JIJII' KpoBH, a MHUKPOAHTHOTIATUYECKYIO MPHPOAY TeMOln3a —
HaJIMYHE MIHU30IUTOB (IITUCTOIIMTOB) B Ma3Ke Mepu(epruuecKoil KpOBH U OTPHUIIATENIbHAS PEAKLIUS
Kym6ca.

. [Topaxenue novek B OonpmmMHCTBE ciiydaeB MaHugectupyer OIIIl ¢ nHanmuuem
OJIUTO/aHypHuH WK 63 Hee. Y MAIMEeHTOB C COXPAHEHHBIM JIMYPE30M OTMEYAeTCs MPOTEUHYPHs
pa3HOi BBIpAXEHHOCTU. [IpuM TOCTENIEHHOM pa3BUTHM 3a00JEBAaHMS MOXKET Pa3BUTHCA
HepoTHueckuii cuHapoM. Bo3moxkno nosiBnenue remarypun. OINIl He Bcerna ObiBaeT mepBbIM
nposiBJIeHHeM 0o0Jie3HU: OK0Jo 17% OOJBHBIX JEMOHCTPUPYIOT JIMIIb YMEPEHHBIH MOUYEBOM
cuHApoM Oe3 HapyuieHus: (QyHKIMH modek. B penkux cmyyasx al' YC moxeT 1eOroTHpOBaTh
M30JIMPOBAHHONW NPOTEMHYPUENH M YMEPEHHBIM IOBBILIEHHEM KpEaTMHUHA KPOBH, KOTOPOE HE
HapactaeT. bonpmmHCcTBO B3pocnbix namueHToB ¢ al'YC u OIIIl B MOMEHT rocnuranu3anuu
HY’KJAI0TCs B IPOBENECHUH reMoInanu3a. TepMuHanbpHas oYedHast HeJoCTaToYHOCTh Ipu al Y C
pa3BHUBaeTCs HE3aBUCHMO OT XapakTepa MaHudecTanuu O0Je3HH, HEPEIKO B HUCXOJE MEePBOTO
smuzona TMA [1,2,15].

. VY OGonbmmHcTBa manueHToB ¢ al' YC pasBuBaeTcsi apTepualibHAsi THIICPTOHUS
BCJIE/ICTBUE MIEpErpy3Kku 0ObEMOM B CIIydae OJIMIO/aHypUH W/WIM TUIEPPEHUHEMHUH BCIICICTBHE
UIIEMHUH TKaHU MoYeK, o0ycnoBienHod TMA

. Atummusbiii I'YC  mpencraBnsier co6oif cucremHyro TMA, npu  KoTOpoit
pa3BUBAETCsl IMOPAXEHUE HE TOJIBKO IOYEK, HO M JPYIUX JKU3HEHHO Ba)KHBIX OPraHOB —
TOJIOBHOTO MO3ra, Cep/ilia, JErKuX, MUIIeBapUTEIILHOIO TPaKTa, opraHa 3peHus u nap. [4, 27-30].
DKcTpapeHalbHbIe MPOsBICHUS 3a0oieBaHusi OOHapykuBaloT He MeHee 4yeM y 20-30%
MAlMEHTOB, P ATOM J[BE TPETH U3 HUX HUMEIOT 0ojiee OJHOTO OPTaHHOTO MOPaXEHHs, KpoMe

IIOYCK.
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. BonpmmucTBO marmenToB ¢ al'YC mMmeer MacCHUBHBIE MEepUPEPUUECKUE OTEKH
BIUIOTh J0 aHAacapKu U IOJIOCTHBIE OTEKH (TUAPOTOpAKC, TMIPOIEPUKAP, ACLMT), OCHOBHOM
NPUYMHON KOTOPBIX SBJsieTcs Bo3zelicTBue aHaguiaorokcnHoB C3a u CS5a, oOpasyrommxcs B
nporecce aktuBaimu AIIK u BbI3BIBalOIMX OCBOOOXKIEHHE THCTAMHHA, YCHIMBAIOIIETO
COCYJIMCTYIO MPOHUIIAEMOCTh [31].

. [Topaxxenne  IIHC  pa3Hoif  cTenmeHM  BBIPAKEHHOCTH  (COHJIMBOCT,
pa3lpaXUTENbHOCTb,  CYJOpOTH, HAPYIIECHUS 3PEHUS, FEMUNApPEe3 WIW TeMUIUIETUs, CTYNOop,
KOMa) pa3BUBAETCA MOYTH y MOJIOBUHBI O0bHEIX al YC. B psine ciydaeB BO3MOKHO pa3BUTHE
OTEKa roJIOBHOTO MO3Ta, 00YCIOBICHHOE MOBBIIIEHHOW COCYTUCTON POHUIIAEMOCTHIO [32].

. Y 40% Oonsabix al'VYC pasBuBaercs TMA MHOKapaa, MNpoOsBISIONIAsICS
CUMIITOMaMHU JWIATALMOHHOW KapAUOMHUONIATHM C IIOCTEIICHHO HApACTAIOIIEW WIM OCTPOM
CepJeYHON HEJOCTAaTOYHOCTHIO, OCTPOTO MH(pAPKTa MHOKAp/a, TSXKEIBIMH HAPYIICHUS pUTMa U
IIPOBOJUMOCTH, KOTOPbIE MOTYT IIPUBECTH K BHE3anHOM cmeptu [29,30].

. Jlerounass TMA MoXxeT cTaTb MNPUYMHOM Pa3BUTHS TEMOPPArMYECcKOro
QIbBEOJIUTA WM OCTPOTO PECIUPATOPHOrO JUCTpPECC-CUHApPOMa B3pociblx. Hapacraromias
BCJIE/ICTBUE 3TUX NMPHUYUUH JbIXaTENIbHAS HEIOCTATOYHOCTh B PsiJie ClyyaeB TpeOyeT NpUMEHEHHS
UCKYyCCTBEHHOM BEHTWIAIMU Jierkux. Hepeaxko y mnamuenroB c¢  al'YC  pasBuBarorcs
JIBYCTOPOHHUE MH(UIBTPATHl B JIETKUX, YTO 3aTPyJHSIET BepU(PUKALMIO AMarHo3a U Tpelyer
muddepeHInanbHOM AMArHOCTUKY ¢ BAaCKYJIUTaMH M MH(GEKIMOHHOM nmatoioruei [27].

. [Topaxenue XKKT Bcrpeuaercs mnpubnusutensHo y 30% OGonbubix al'VC.
HawubGouee yacto HabmIonaeTCs MOpaykeHUE KUIICYHUKA, TPOSIBIIAIOIIEECS AUapeei, TOIIHOTON 1
PBOTOH, XOTS BO3MOXHO pa3BUTHE a0JOMHUHAIBHOTO 00JIeBOTO cuHApoMa. Hepenko oTMeuaercs
pa3BUTHE OCTPOTO IAHKPEATUTa C XapaKTEPHbIMU KIMHUYECKUMHU IPHU3HAKAaMHU BIUIOTH 10
naHkpeoHekpo3a. OmmcaHO ocCTpoe pa3BUTHE caxapHoro pauabera. Pexe HabmiomaroTcs
UIIEMUYECKUE HEKPO3bl ieueHu [27,28,33].

. [TopaxeHnue KOXH, MPEACTABICHHOE Pa3BUTHEM OOUIMPHBIX OYaroB HEKPO3a, y
B3pOCIBIX IAIIMEHTOB BCTpeuyaercss penko. OmnucaHa Takke AUTUTANbHAs HILIEMUYECKas
TaHIPEHa, IPUBOAIIAS K aMITy TallMM NAajiblEeB pyK U HOT [27].

. IIpumepno y 5% mnainueHToB, yaie Bcero npu akymepckoM al'yYC, pa3BuBaercs
MOJIMOpPTaHHass HEIOCTaTOYHOCTh, OOYCIOBJICHHas TreHepann3oBaHHOH TMA ¢ mopaxeHHeM

COCYJI0B MUKPOLIMPKYJISTOPHOTO PYyCia )KU3HEHHO BayKHBIX opraHos [1,34].
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2. /lnarHocTuka 3a00JieBaHM S UJIM COCTOSIHUSA (rPyNIbI 3a00/IeBAHNI UJIH
COCTOSIHUI), MeANIIMHCKHE MMOKA3AHUS M IPOTHBONOKA3AHUA K IPUMEHEHHNI0
METOA0B TUATHOCTHKH

Jlo Hacrosimiero BpeMeHH crenupuyeckre auarHoctuueckue wmapkepsl al'VC
oTCyTCTBYIOT. [Jnarno3 arunuynoro I'YC — 310 auarno3 uckitoueHus. OH ycTaHaBIUBAETCs HA
OCHOBAHMHU XapaKTePHOW KIMHUYECKON KapTHHBI MOCie UCKItoueHus apyrux gopm TMA, kak
NIEPBUYHBIX, TAK U BTOPUYHBIX. B cB3u ¢ Tem, uro Bce TMA He3aBUCHMMO OT MX IaTOreHe3a
UMEIOT CXOJIHbIe KIMHUKO-TA00paTOpHBIE MPOSIBICHUS U OOILIYI0 TMCTOJOTHYECKYIO KapTHHY,
Ype3BbIMAWHO BaXXKHOW sBIsieTcs JuddepeHmanbias JIUarHOCTUKA MEXIy OCHOBHBIMHU
dopmamu nepBuunoit TMA — TTII, STEC-T'YC u al'YC. V¥ B3pocnbix manueHToB ¢ TMA
HEOOXOAMMO TaKXe MUCKIIOUNUTh 3HAUUTEIBHOE YHCIIO 3a00JI€BaHUIA M COCTOSIHUM, TIPU KOTOPBIX
BO3MOYKHO pa3BUTHE BTOpPUYHBIX TMA, B MEpBYIO Ouepeib, CBA3AHHBIX C OEPEMEHHOCTHIO M
pomamu, cuctemHbiMu 3a0oneBanusimu (CKB, A®C, ckiuepomepmusi), 3T0Ka4eCTBEHHBIMU
HOBOOOpazoBanusiMu, BUY-undekuumeit, cemncucoMm, 3JI0KAYECTBEHHOM  apTepUaIbHOM
runepreHsueil, gexapcrBeHHoit Tepanueit, /IBC-cungpomom. Takum 00pa3zom, IHAarHOCTUKY
a'VC MOXHO TpeacTaBUTh Kak JBYYPOBHEBBIM Ipolecc, NpPUYEM JUArHOCTHUYECKUE
UCCIIEIOBaHUsI O0OMX YPOBHEH JIOJKHBI OCYIIECTBIATHCS HE TOCIENOBATENbHO, a
oJHOBpeMeHHO. [lepBblil ypoBeHb npenHazHaueH Juisi Bepudukauuu cuaapoma TMA, BTopoit —
s BepU(UKAIMM  HO30JOTHYECKOTO  JMarHo3a, M C OTOH LeNbl0  Heobxoauma
muddepeHnmanbHas TUarHOCTUKA MEXAY MEePBUYHBIMH M BTOpUYHBIMH TMA ¥ mepBUYHBIX

TMA (TTIL, STEC-I'YC u al'YC) mexny coboii [1,2,14,15, 35,36].

2.1 7JKa100bLI 1 aHAMHE3

o PexoMenayercsi Ipu OCMOTpE MAIMEHTOB ¢ Moo3penueM Ha al'YC oOpaTuTh BHUMaHUE

Ha cnenyromme xanoosl (5C):

— Tlepudepuueckue oTekn, yMeHbIICHHE 00bEMa OTICIIIEMON MOYH, H3MEHEHHUE 1IBETA
MOYH

— Ogpplka

— T'emopparuueckue BpIChIIAHUS Ha KOXKE

— CmabocTb,  BAJOCTh,  OBICTpPast  yTOMJIIEMOCTb,  OTCYTCTBHE  aIIETHTA,
TOJIOBOKPYKECHHE

— TonoBHble 60nM, HapylIEHHE 3PEHUs PA3HOM BBIPAKEHHOCTH (BIUIOTH /0 MOJTHON
CJIETIOTHI)

— TommHoTa, pBOTa, 00JIM B )KUBOTE, YACTHIN KUIKUN CTYII

15



YpoBens  yOenureqabHocTH  pexkoMengammii C  (ypoBeHb  J0CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

Kommenrapun: sicanooer nayuenmos ¢ al ' YC necneyuguunvl. B debrome 3abonesanue
MOdIcem npomeKams co CMEPMbIMU KIUHUYeCKUMU nposieienuimu. Hepedko eouncmeennvimu

arcanodbamu s1611emcs crabocmes u ymomisgemocms [2].

2.2 OusukajJbHoe 00CJIeI0BAHNE

o Pexomenayercst Ipu OCMOTpE MALMEHTOB ¢ MoAo3peHueM Ha al'VC oueHuTh Hanuuue

5O):

— TOBBIIICHHOU TEMIIEPATYPHI TENA

— HW3MEHEHHUS KOKHBIX TIOKPOBOB (0JI€HOCTD, XKENTyXa, FeMOpPpParuu)

— mnepudepuIecKux OTEKOB

—  BIIQXHBIX XPUIOB MPHU ayCKYJIbTALIMU JTETKUX

— pacuMpeHus rpaHMIl cepAana

— TOBBIIIEHHOTO APTEPUAIBHOTO J1aBJIECHUS

— TaxWKapAuM WK HApYLIEHUN pUTMa cepaua
YpoBens yOeautenbHocTH  pexoMenaaumii C  (YpoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

KomMmeHnTapum: ocrosHoul yenvio ocmompa AGIAemcs O0OHApyy#CceHue NPU3HaAKos

NOpAdCeHUsl NOYeK U IKCMpapeHalvbhvlx nposaenenuu [1,2].

2.3 JIaGopaTopHbIe TMATHOCTHYECKHE HCCIeT0BAHNS

2.3.1 IlnarHocTuka TpOoMOOTHYECKOH MUKPOAHTHONATHH

e PexoMenayercsi BceM OONBHBIM ¢ TOA03peHMEM Ha TMA BBIIONHITH OOIIHI
(KIMHUYECKUH) aHAIN3 KPOBH Pa3BEPHYTHIN C OMpeNeeHueM KOJIUYeCTBa TPOMOOIIUTOB
U HCCIICIOBAHMEM YPOBHS IIU30IMTOB B KPOBH, aHAINU3 KPOBU OHOXMMHUYECKHUI
OOIIeTepaneBTUIECKUI C OMNpeAeNieHueM KpEeaTWHHHA, O00s3aTeTbHBIM OMpeeTeHHeM
YPOBHSI aKTUBHOCTH JIAKTATICTHIPOTEHA3bl B KPOBHU U YPOBHS OWIHUPYOUHA CBOOOIHOTO
(HEeKOHBIOTHPOBAHHOTO), HEMPSMOM aHTUIIOOYIHUHOBBIN TecT (Tect KymOca) u npsamoit
aHTUTIIO0YIMHOBEIN TecT (mpsimast mpoda Kymb6ca) (1A) [1,13-15, 35, 37-39].
YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)
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Kommenrapum: ouacnocmuxa TMA ocnosana Ha Hanuuuu mpomboyumoneHuu u
MUKPOAHSUONAMUYECKOU 2eMOIUMUYECKOU AHeMUU 6 COYEeMAaHUuu ¢ NPUSHAKAMU NOPANCEHUs
noueK U/Unu IKCMpapeHanvHo2o nopadceHus. Tpomboyumonenuio KoHcmamupylom npu
koauvecmsee mpomooyumos <150.000/mm>. Ecau uucio mpomboyumos npesviuiaem 35mo
3HayeHue, mo 06 uUx NOMpedIeHUU MONCHO CYOUMb NO CHUNCEHUIO KOIUYeCm8d mpomMooyumos
>25% om 6a3zanvHo2o ypoeHs (eciu oH uzgecmer). B peokux ciyyasx 603mModicHO paszsumue
MAI'A 6e3 mpomboyumonenuu. Hanwuue MAI'A ycmanasiuearom Ha OCHOBAHUU GbIAGLEHUS Y
nayuenmos ¢ amemuell nosvlueHHo2o yposHsa JUII' u/umu wusoyumosa (Yucio wuzoyumos 8

Mmaske nepugepuyeckoii kposu 6onee 1%) [1,13-15, 35, 37-39].

e PexomeHnayercsi B ciiyuae HOPMAJIbHOTO YPOBHS aKTHBHOCTHU JIAaKTaTACTHIPOTCHA3bl B
KPOBH MPOBOJAWUTH HCCICAOBAHHWE yPOBHSA TaNTOIVIOOMHA KpPOBU Kak Ooiee
YyBCTBUTEJIBHOTO Mapkepa remoiinza, ueM JIJIT(1A) [37].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

Kommenrapuu: npu nodospenuu una TMA Hneobxo0umo onpedenenue 6cex mpex
VKA3aHHLIX Mapkepos zcemoauza (JIAI, wuzoyumsl, ecanmoznobut), nOCKoIbKy 6 omcymcmeue
U3BMEHeHUll 00HO20 U3 HUX U He BbINOJHEHHbIX UCCLe008aHusx 08yx opyeux ouaeno3z TMA
VCMAHOBUMb HEBO3MONCHO (10dcHOOmMpuyamenvHulil pezynomam!) [37]. Bcem 60avHbIM
nooospenuem Ha TMA neobxo0umo maxoice evinoaHams peaxyuro Kymbca 0ns uckmouenus
UMMYHHOU NpUpoovl 2emoausa. Y nayuenmos ¢ MAI'A u mpomboyumonenueti nanuuue O umu
Opy2Ux NpU3HAKO8 NOPANCEHUs NOYEK, U30NUPOBAHHO2O UNU 8 COYEMAHUU C CUMIMOMAMU

nopasicenus Opy2ux OpeaHo8 CiyHcum ocHosanuem 0 ouaznocmuxu TMA.

2.3.2 /Imarnoctuka atunuaHoro I'YC

Jlo HAaCTOSIIIIEr0 BpEMEHH He CYIIECTBYET KaKUX-IM00 creln(hUIecKuX TUAarHOCTUIECKUX
MapkepoB atunuyHoro I'YC. B cBsizu ¢ atum nuarto3 al'YC sBisieTcss AMarHo30M HCKJIIOUYEHHUS,
U MOXET OBITh YCTAHOBJIEH TOJIBKO MOCJE TIIATEIBHOTO OOCIEeNOBaHUS MAlMEeHTa, KOTOpPOe
MO3BOJIUT OTBEPTHYTHh AMArHo3bl T00bIX Apyrux nepBudHbX (STEC-I'YC, TTII) u Bropu4dHBIX
TMA, K KOTOpPBIM BO B3pOCION KIMHUYECKOM MpakTuke oTHOcATCS TMA, accolMMpOBaHHbBIE C
uH(EeKIMeH, JeKapCTBEHHBIMHU MpernapaTtaMu, OCpEeMEHHOCTBIO U POJIaMH, ayTOMMMYHHBIMHU
3200JIEBaHUSIMH, OITYXOJISIMHU, 3J10Ka4eCTBEHHON apTepHaIbHON TUIIEPTOHUEH, TpaHCILIaHTAIeH

KOCTHOI'O MO3TI'a U COJIMJIHBIX opraHoB [3,15,24,35,38-50].
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e Pexomenayercsi B3pOCIbIM MalMEHTaM C CUMITOMOKOMIUIEkcoM TMA ycTaHaBiIuBaTh
auarao3 al'YC Toapko mocie uckimoucHus auar€o3oB STEC-I'YC m TTII, a taxxke
BropuuHeix TMA (2A) [1,15,35].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

e Pexomennyercsi Bcem 00JibHBIM ¢ mojo3peHreM Ha al YC W mpu3HAKaMu TOPaKEHUS
KKT, ocobenno wumerommMm auapero, wuckiawdarb STEC-I'YC. JlaGoparopHsie
WCCIICIOBAHUS CIICAYET BBIMOJHATh B TIEPBBIC CYTKH TOCIUTAIU3AIMH OOJILHOTO B
CTalMoOHap /A0  Hayana  aHtuOakTepwanpHO  Teparmm  (1B)  [2,35,39,51].
YpoBens yOeauTeqbHOCTH  pexoMeHaanuidi B (ypoBeHb  J0cTOBEpHOCTH
A0KA3aTeJbCTB — 1)

Kommenrapuu: nockonvky oxono 30% nayuenmos ¢ al' YC 6 0ebrome Oone3Hu umerom
cumnmomwl nopaxcenus JKKT 6 euoe mownomol, pgomsl, ouapeu, 6oell 8 sxcusome, He0OX00UM
ckpunune Ha STEC-I'YC. Jluaeno3 STEC-I'YC ocnogvlisaemcs Ha uoenmughuxayuu 8030youmers
(noces kana) umu onpedenenuu wuea-mokcuna memooom I[P 6 cmyne uniu pekmaibHoOM MasKe,
onpeoeneHuU 8 CbleOPOMKe KPOSU WUea-MOKCUHA UTU AHMUmes K IUnonoucaxapudy Hauboee

pacnpocmpanenno2o 8 oannom pecuone cepomuna E. Coli (6 Poccuu - O157:H7) 2, 35,39,51].

e Pexomenayercsi Bcem 00npHBIM ¢ mojo3penueM Ha al YC ompeneneHue aKTHBHOCTH
MertamnonporenHassl ADAMTS-13 B mnasme kpoBu s uckiatouenus TTII (1B)
[2,35,37,39,52,53].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0Ka3aTeJbCTB — 1)

KommenTapuu: wmemannonpomeunaza ADAMTS-13 uepaem kmouegylo poav 6
namocenese  TTII, nosmomy  onpedenenue e€  aAKMUBHOCMU  NO360JA€M  HeMmKO
ougppepenyuposame TTI u al ' YC. Axmuenocmo ADAMTS-13 6 nopme cocmaesnsem 50—150%
8 3asucumocmu om memooa onpeoenenus. lepuyum axmusnocmu ADAMTS-13 co chudcenuem
menee 10% sensemca ouacnocmuyeckum mapkepom TTIL Y nayuenmos ¢ axmuHnocmvio
Gpepmenma  nuxce 10% Heobxooumo onpedenamv  aumu-ADAMTS-13-uneubupyrowue
aumumena. Ilpu ux Hanuuuu ouazHocmupyrom uouonamudeckyio (aymoummynnyro) TTII, npu
omcymcemeuu — Hacieocmeenuyro. Ilpu moowix opyeux TMA, exatouas u al'YC, akmuenocmo
ADAMTS-13 mooicem cHudcamscsi, Ho 6cecoa npesviuwaem 10%. [2,35,37,39,52,53]. Ilpu

uckniouennvlx  emopuunvlx  TMA  snauenus ADAMTS-13  6onee 10%  nossonsaiom

18



ouaenocmuposams al YC.  Hccneoosanue akmugnocmu ADAMTS-13 credyem evinoanams 0o

Hayala niasmomepanuu.

o Pexomenayercs B ciyyae HEJO0CTYTHOCTHU OTIpEe/eIICHUs aKTUBHOCTH
MmetamonporenHazbl ADAMTS-13 B miiasmMe KpoBU WIM HEBO3MOXKHOCTU OBICTPOTO €T0
BBITIOJIHEHUSI y TAMeHTOB ¢ TMA U TS)KECTBIO COCTOSTHUS, 00YCIIOBIUBAIOLIETO YTPO3Y
KM3HA WIM BBICOKMH PHUCK TSKENBIX MOYEYHBIX W/WIM BHEMOYEYHBIX OCIOKHEHUH,
UCIOJIb30BaTh IPAaBWIO, B COOTBETCTBMM C KOTOPHIM 3HAUEHUS YPOBHSA KpeaTHMHUHA
kpoBu >150-200mkmons/n (1,7-2,3Mr/m1) B coueTaHMM C YPOBHEM TPOMOOIMTOB B
kpoBu >30 000/1mxn npakTrdecku uckmodarot auarHos3 TTII (5C) [54,55].

YpoBens yOeautenbHocTH  pexoMenaaumidi C  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5) 2A

e Pexomenayercsi MpoBOANTH 00CIEOBAHNE, HAMIPABICHHOE HA WCKIIOUEHUE HamOoJee
9acTO BCTPEYAIONIUXCS B KIMHUYECKOUM MPaKTUKE B3POCIOTro Hedposiora BTOPUYHBIX

TMA (Ta6auna 1) Bcem 00JBHBIM ¢ mipeanonaraeMbeiM quarao3om al' YC (2B) [38-50].

YpoBens yOeautTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: pazeumue TMA 60 eépemsa Oepemennocmu u nocie pooog mpebdyem
He3aMeOumenvbHoll  gepupurkayuu  OUazHo3a, KOmMopwvlil onpedensem MAKMUKy Jedenus u
npocHo3 014 mamepu u pedenxa. « Axywepckas TMA» 6 bonvwuncmee ciyuaed npeocmasiena
cneyuguyeckumMu 2eCmayuoHHbIMU 8udamu namoaocuu — npesxiamncueii u HELLP-cunopomom,
Komopvle — ciedyem — UCKIIOYAMb 6 Nepeyio  ouepedsb.  Bapocnwim  nayuemmam ¢
cummomoxomniekcom TMA neobxooumo uckmouame cucmemuvie 3abonesanus — CKB,
cknepodepmuto u ADQC. Ilocrneonuti mosxcem pazeumocs u 6 pamxax CKB (emopuunviii ADC), u
Kax camocmosamenvroe 3abonesanue (nepguunviti ADPC). Couemanue KIUHUKO-IAOOPAMOPHBIX
nposenenu TMA ¢ namuuem anmugocgorunudnvix anmumen 6€3ycio8HO C8UOEMeNbCmEyen &
nonv3y ouacnoza «xamacmpogpuueckuiti ADCy, Hezasucumo om mMo20, UMEIOMCA U
omcymcmeyiom y nayueuma Kiunudeckue u ummyHnosoeudeckue npusvaku CKB. B ceasu c
omum y 60avHbix ¢ npushakamu TMA cnedyem obsaszamenvHo onpedenimv cepoyocuyecKue
mapxepol u CKB, u ADC, nockonvKy 8vlsi8leHHblll Y NAYUeHma CneKmp MapKepos onpeoensem
mepaneemuueckyio makmuky. Kpome cucmemnvix 3a60nesanuil, eodxooumo uckurovamos BHY-
ungexyuio, max kax cpeou nayuenmos ¢ BUY-ungpexyuer wvacmoma TMA eviwe, wem 6 odbweli
NONYIAYUU, U 803pACMAem No Mepe Npopeccupos8anus 3aboneeanus. /[pyaue 6uovl namoiocuu,

Komopbwie ciedyem UCKI0UUmy, npedxcoe yem ouaznocmuposams al 'V C, ykazanvl 6 mabauye 1
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Tab6auna 1. Haubonee yacteie Broprmunbie TMA 1 MOIX0IbI K UX HCKITFOUeHHUIO [38-50]

3a00J1eBaHUA U COCTOAHUSA IHoaxoapl K HCKJIIOYEHHUI0

Bepemennocts u ee ocnoxHenus: HELLP- | Cpok recrammu, Tect Ha OEpeMEHHOCTh B MajloM
CHHIPOM, NPEdKIIaMIICHs cpoke, pepMEeHTHI IeYeHn

CucremMHasi KpacHas BOJYaHKA, CKIEpOJEpMUs, | aHTHHYyKJIeapHelii ¢akrop Ha HEp-2 wierkax,
aHTUPOCHOITUITUIHBIN CHHAPOM MaHenb AaHTUAJEPHBIX AaHTUTEN, aHTuUTeNna K
neycnupansHoi JIHK, anTuTENna K Kap IMOIUINHY,
BOTYAHOYHBIH  aHTHKOAaryisHT  antu-f2-I'TI1-

aHTUTENA
BUY-undexuus [TonoxurensHele pe3yabTaThl MMMYHHO-
onotrunra Ha BUY-undexnmio
3n0Ka4ecTBEHHas apTepHaibHas TUIIEPTOHUS AHaMmHe3 apTepuaIbHON THIIEPTOHUH,

XapaKTepHbIE W3MCHEHWs TJIA3HOTO JIHA TpHU
odrampmockormu, DKI', 3XO-KI'

3110Ka4eCTBCHHEIC HOB006p.':130BaHI/I$I OHKOMapKepI:I, OHKOIIOMCK C HCIIOJIb30BAaHHEM
Pa3JINYHbIX BHU3YAIU3UPYIOIIUX MCTOO0OB
TMA, accounupoBaHHad C JICKAPpCTBAMU AHamHe3 J'IeKapCTBeHHOfI TCpanuun: aHTI/I6I/IOTI/IKI/I,

NPOTHBOOIYXOJEBBIE  CpeAcTBa  (Npemapatsl
wiatuael, wuHrHOUTOpHl  VEGF), wuHrHOUTOpHI
KalblMiAHEeHpHUHa, MpemnapaTsl  HHTEpdepoHa,
AHTHArperanThl TUKJIOMUIUHOBOTO psana,
OpaibHbIE KOHTPALENITUBEI U TIP.

TpaHcIutaHTaMsg KOCTHOTO MO3ra M coiduAHbIX | COOTBETCTBYIOUINI aHaMHE3
OpTraHoB

e PexoMeHnayercsi BBITIOJHATH KOMIUIEKC HCCIEHOBAHWM MJisi JUArHOCTUKU CHHIpPOMA
JUCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO CBEPTHIBAHUSI KPOBU BCEM IMALMEHTaM C
nopo3penneM Ha al'VC, oco0eHHO B ciydasX pa3BUTHA  TOJHOPTaHHOM
HEJ0CTaTOYHOCTH, 115 uckimouenus JABC-cunapoma (2B) [2,39,41, 56,57].

YpoBens yOeaurTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommentapun: /{BC-cunopom npeocmasgniem cob6oli namono2uyeckoe cOCmosHue, 6
OCHOBe KOMOpO20o excum mpomboobpasosanue 8 cocyoax Mano2o Kauopa, o0yciosieHHoe
akmueayueli NIA3MEHHO20 38eHA Kod2ylayuu ¢ nocredyloujeli 8mMopudHoU aKmueayuell
cucmemvl udbpunonuza. Umenno 6 smom ezo enasnoe omauyue om opyaux TMA, u 6 nepsyio
ouepedb om al'YC, npu Komopuvix nepeudHo NopadceHue IHOOmenus, npusoosaujee K aKkmueayuu
u nompebenuio mpomboyumos [56]. Ilanenv uccnedosanusn 011 ouaenocmuxu JBC sxmouaem
8 cebs onpedeneHue AKMUBUPOBAHHO2O YACMUYHO20 MPomboniacmunoeo2o epemeru (A4TB),
NPOMPOMOUHOB020 — (MPOMOONIACMUHOB020) 8pemMeHu 6 Kposu uau 6 naasme (I1B),
mpombunosoeo epemenu 6 kposu (IB), uccreoosanue yposHus @ubpunoceHa 6 Kposu,
onpedenenue axmusnocmu awmumpomouna Il 6 xpoeu (ATII) u konyenmpayuu J-oumepa &

KPOBU UNU YPOBHA PACMBOPUMBIX (UOPUHMOHOMEPHBIX KOMNekcoe (PKDPM). B 6orvuuncmee
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ciyuaes al'VC noxazamenu Koazyniospammvl (OpUEHMUPOBOYHOE UCCIe008AHUE CUCTIEMbl
eemocmasa) He usmenenvl [2,39,41, 56,57]. Oomaxo y psaoa nayuewmos al YC mooicem
ocnoxchumscs pazeumuem [BC-cunopoma, umo Havidem ompasjicenue 8 YOIUHEHUU 8PEMEHHBIX
napamempos Cceepmvleéanus Kposu, CHudceHuu Kounyewmpayuu Guopunocena u ATIII
yeenuyeHuu cooepacanus D-oumepa. Couemanue al'YC ¢ JIBC-cunopomom 803MONCHO U3-3a
MECHO20  B3AUMOOCUCMBUA CUCTeM 2eMOCmasad U KOMHIAEMEHMA, CHOCOOHbIX 63AUMHO

akmusuposams 00Ha opyayro [58].

e PexoMeHnayercsi CKpUHUHT Ha BBISBICHHE Je(EKTOB CHCTEMbl KOMIUIEMEHTA
(uccnenoBaHue ypOBHS KOMIUIEMEHTa W €ro (pakmuii B KpPOBH), OMPEIEISIeMbIX IO
uccnenoBanuio  ypoBHsi C3  ¢pakmmm kKomiuieMeHTa U ypoBHO C4  Qpakuum
KOMIUIEMEHTa B CHIBOPOTKE KPOBHM BCEM MAIMEHTaM C MPEANOJIaraéMbiM TUArHO30M
al'VC (2B) [1,38,39,41,42].

YpoBens yOeaurTelbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: cenemuueckuti depexm AIIK obycrosnusaem npedpacnonioiceHHoOCms K
passumuto al YC, nosmomy onpeodenenue 8 Kpo8U cOOEPHCAHUs KOMNOHEHMOE KOMNIEMEHma U
gaxmopos, pecynupyrowux akmusnocms AIIK, a6naemca 6axcHbiM 0ONOJHUMENbHBIM MEemMOoOoM
6 ouacnocmuxe al YC [1,38,39,41,42]. [lanenv ucciedosamnuti Komniemenma exuouaem 6 ceos
onpedenenue obweli cemorumuieckol axmusnocmu komniemenma (CH50), yposneti C3 u C4
¢paxyuii komniemenma, a maxaice pecynsimopHuolx gpakmopoe komniemenma CFH, CFI, CFB. B
PYMUHHOU KIUHUYECKOU NpaKmuke ce200Hs 00CMYNHO moibko onpedenenue 6 kposu C3 u C4
¢paxyuii  komnaiemenma. Cuuodicenue cooepxcanusi C3  npu HopmanvHom ypoeuwe (4,
yrazvisaowee Ha akmusayuio AIIK, ommeuaemcs ne 6onee wem y 50% nayuenmos ¢ al ' YC [59-
61].

Hopmanvuwiti noxazamens C3 ne ucknouaem ouaenosa al YC, a eviagniennoe cHudiceHue
9MO20 KOMIOHEHMA KOMNJIEMEHMA MONHCEM CLYHCUMb OONOJHUMENbHBIM aP2YMEHMOM 8 NOJIb3Y
0aHnHo20 OuazHo3d. B nocnednue 200vl 6vL10 npednodxceno ¢ yenvio OupgepeHyuaIbHoU
ouaenocmuku mexncoy al YC u TTII y nayuenmos ¢ ocmpuim snuzooom TMA ucnonvzosamo
onpedenenue 8 Kposu paecmenma komniemenma CS5a u pacmeopumozo MemopaHoamaxyoue2o
komnaexca (MAK, C5b-9), ompasicaiowux axmusayuioo aibmepHamugHo20 U MepMUHATIBHO20
nymeti Komniemenma. bvino ycmanoéneno, umo cooepxcanue smux axmopos nosuluiaemcs
npu ocmpou KomniemeHm-onocpeoosantot. TMA, umo daem OcHO8aHue paccmampueéams ux
Kaxk ouonoeuveckue mapxepvl al'VYC [35,62,63]. Oonaxko 0ns noomeepiucoeHus ux

OUACHOCMUYECKO20 3HAYCHUS mpe6yi0mc;1 O00NONIHUMENIbHBLE UCCIe00BAHUSL.
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o Pexomenayercst omnpeneneHue copaepxkanus antuten k @axkropy H (antu-CFH-
aHTHUTENa) BCEM MAIlMeHTaM C MpeanoiaraeMeiM nuartHo3oM al'YC uisi MCKITFOUEHUs
ayTOMMMYHHOTO (aHTUTEIbHOTO) BapuaHnTta al YC, 3a0upast KpoBb ISl UX OIpeIeCHU
110 Hauana razMortepanud, (2B) [1, 35,39,42].

YpoBens yOeaurTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: aymoanmumena x ¢axmopy H obnapyscusaiom y 5%—20% 60abHbIX
al’'VC [7, 59, 64]. Xomsa naubonee yacmo ux uoenmuguyupyrom y oemeti om 5 oo 10 nem,
00HAKO HepeOdKo 8viAsnsiom u y e3pocavix [5]. Jeiicmeue anmu-CFH-anmumen, kax u mymayuii
CFH, npusooum k uzbvimounoti axmusayuu AIIK. Hanuuue nooobmvix anmumen cé:A3aHO ¢
oepuyumom CFH-ceazannvix 6enxos 1 u 3 (CFHRI u CFHR3), so3nuxaoowum eciedcmeue
mMymayuii coomeemcmsyrouux 2enos. Ycmawnognewo, umo y 90% 6oavhvix ¢ anmu-CFH-
anmumenamu noanocmoro omcymemgyiom CFHRI u CFHR3 ecnedcmsue 20M0o3u20mHOU
deneyuu 6 2eHax SMux NPomeurHos. J{ocmamouHo 6vbiCOKAs 4acmoma OOHAPYHCeHUs aHMU-
CFH-anmumen 0aem ocnoeaHus 0Jia evloeneHuss aymoummynnozo muna al YC. Ceoegpementoe

svisenenue anmu-CEFH-aumumen umeem easxcnoe 3navenue 0is 6bl60pa MAaKmuKu j1e4eHus.

o PexoMeHnayercsi ycTaHaBIMBaTh JUArHO3 OCTPOTO MOBPEXKIEHUS IOUYEK y IMAIL[UEHTOB C
npennoaraembiM al'Y C Ha ocHOBaHuM o0mmenpuHaThix kpurepues OIIII (1A) [65].
YpoBenp  yOenurTeJbHOCTHM  peKoMeHAanuii A  (YPOBeHb  JOCTOBEPHOCTH

A0KA3aTeJbCTB — 1)

24 HNHCcTpYMeHTAIbHbIE JTUATHOCTHYECKHE MCCIE10BAHNUSA

Crer¢puyeckast ”HCTpyMeHTallbHast tuarHoctuka ais al'yC He nmpegycMoTpeHa

e PexoMeHnayercsl TOTIOTHUTENIBHOE 00CIEIOBAHUE C UCTIOIB30BAHUEM BH3Y ATH3UPYIOIIHX
METO/IOB HCCJIEIOBAHUS 10 IOKa3aHUSAM, OIPENEIAEMbIM HAJIMYUEM KIMHHUKO-
71a00paTOpPHBIX MPHU3HAKOB TOPaKEHHs TOTO WJIM HWHOTO OpraHa NalMeHTaM ¢

SKCTpapeHaIbHBIMU NposiBIeHusIMU 3a00seBanus (5C).

YpoBenr yOeautenbHocTH  pexoMenaaumidi C  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

2.5 UHple AUATHOCTHYECKHE HCCIEeT0BAHNS
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° He PEKOMEHAYETCH BBINIOJIHATH 6PIOHCI/IIO MOYKHU MalUCHTaM C BCPOATHBIM OUArHO30M
al'YC B octpom nepuonie TMA (5C).
YpoBens yOeautenbHocTH  pexoMenaaumii C  (YpoBeHb  [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

e Pexomenayercsi BHINONHATh Ouornicuto modku narueHtaM ¢ al' YC B COMHUTENBHBIX U
HESICHBIX CIIy4asix C LeNbl0 MoaTBepkaeHus quarnoza TMA (3 A) [26,35,45,49,66,67].
YpoBensr  yOeauTeJbLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH
JA0Ka3aTeJbCTB — 3)

KommenTapuu: ouoncus nouxu He sisniemcs oossamenvrou 0a1 ouacHocmuxu al VC,
NOCKOIbKY 3a60.1e6aHue He umeem cneyuguieckux Mopghoiocuueckux npu3HaKos, a UHBA3UBHAs.
npoyeoypa y nayueHmos oagce ¢ HeOONbUWOU MpoMOOYUmMOonenuell CONpsXceHa ¢ blCOKUM
puckom kposomeuenuti [35,66]. C Opyeoti cmopoHvl, UHBA3UBHAS NPOYEOYPA MOdCem CMAamb
CMUMYIOM OONOTHUMENbHOU aKmueayuyu Komniemenma, umo y nayuenmos c¢ al ' YVC 6yoem
€cnocobcmeosams 2eHepau3ayu MUKPOAH2UONAMUYECKO20 MPOMO00OPaA306anUs ¢ pazeumuem
IKCMPAPEHANLHO20 NOPANCEHUSI U, 8 KOHEYHOM UMoz2e, NOJUOPSAHHOU He00CMAamo4HOCmU.
Pewenue o npogedenuu nepobuoncuu u e2o cpokax y Kaxic0020 KOHKPEMHO20 NAYUeHMA
ABNAEMC CMPO20 UHOUBUOYANbHBIM. bBuoncuio nouku ne credyem 6binoIHAMb NAYUEHMAM C
cemetinou gopmoii al'YC u ¢ peyuoueamu ocmpou TMA, nockoabKy 6 3mux ciyuasx OuasHos
ouesuoden [66]. OOHako oHa MOdCem NOMOUYb 8 sepupurayuu OUASHO3A 8 CLEOVIOWUX CLYYASX
[26,45,49,66,67]:

— Heobxooumocms onpedenenus npuyunvl O npu comuenuu 6 ouacrosze al' VC

— Omcymcmeue noanozo aabopamopuoco cumnmomoxomniekca TMA (uawe 6ceeo
MpoMOOYyumoneHuu)

— Maccusnaa npomeunypus y 6016HbIX ¢ cemamono2uveckumu npossnenuamu TMA

— [Ilooospenue na emopuunvie ghopmvr TMA

— [Ilpeononacaemas xponuueckas TMA

e He pexomMeHnayercsi BBINOJHATH MOJIEKYJIIPHO-TEHETUUECKOE HMCCIIEIOBAHUE MYTAIlMil:
dakropos H, I, B, C3, tpombomonynuH, MCP reHeTHueckoe UCCIeJOBAHUE CHUCTEMBI
KOMIUIEMEHTa NalMeHTaM C MpeAmnojiaraeMbiM auarHo3oM al'yYC B MOMEHT OCTpOTO
anm3o/1a 6oite3nu (3A) [35,42,57,66].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 3)
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o Pexomenayercs BBINOJHATh MOJIEKYJISPHO-TEHETUUECKOE HCCIEAOBAHUE MYTALMA:

daxkropos H, I, B, C3, tpombomonynuH, MCP mnammeHTaM ¢ KIWHHYECKH
yctaHoBlieHHbIM fuarHo3oM al'YC (momxsbl ObITh uckitoueHsl STEC-I'YC u TTII)
nocse KyImupoBaHHs NepBOro octporo 3nu3oaa TMA npu cemeiinbix popmax al'YC, mpu
permnuBax 3aboneBaHus, mareHTkaMm ¢ akymepckuMm al YC, OOJIbHBIM, Y KOTOPBIX
IUTAHUPYETCS TPAHCIUIAHTAIUS MOYKH, a Takke manueHtam ¢ al'VC, pazBuBmumcs de
novo nocine tpaHciantauuu (1A). [35,42,57,66].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 1)

Kommenrapuu: [ enemuueckoe ucciedosanue He s6718emcs He0OX0OUMbIM Ol NOCHAHOBKU
ouaenosa al 'YC u ne uepaem ponu 6 peuwieHuu 60npoca 0 MmaKkmuxe ae4eHusi 601bHO20 8 MOMEHM
0Cmpo2o 3MU300a, 00HAKO UMeem 6axCHoe 3HaueHue 01 onpedenenus npozrosa. Omcymemaeue
HeoOX00UMOCmU 2eHemUyecKko2o0 CKpuHunea oaa ouacvocmuxu al ' YC ocnoéano Ha mom, umo
mMymayuu 2eHo8 pecyiamophvix 6enxos AIIK eviasnsiiomes y 601vHbIx ¢ HacieocmeenHvim al YC
6 60—70% cayuaes, a npu cnopaduueckou hopme b6oae3nu — ece2o 6 30% [1,15,35,60,61]. Taxum
00paszom, ompuyamenvHulil pe3yibmam 2eHemu4ecko20 CKPUHUHEA Y NayueHma ¢ HeCOMHEHHbIM
cumnmomoromniekcom TMA ne ucknrouaem wuanuuus al'VC. Beinonnenue eeHemuueckozo
uccne0o8anus 3aHumMaem He MmeHee 2X mecAyes, A NPOSHO3 OOUHAKOS YV OONbHBIX KAK C
UOeHMUDUYUPOBAHHBIMU, MAK U C HeudeHmuduyuposanuvimu mymayuamu [59,60]. Ilosmomy
ona ouaenocmuku al ' VC u HazHaueHus jieyeHuss 2enemuyeckoe Ucciedo8anue He mpedyemcs.
Oonako nocne mpancniawmayuu nouku puck peyuousa al VC, onpedensaiowezo npocHo3,
3agucum om euda mymayui (Tabauya 2) [59,60,68,69]. Hmenno nosmomy npu noo2omoske K
MpaucniaHmayuyu nouyku 8 niaum obcreoosanus nayuenma c¢ al’YC neobxooumo 6xmouams
2eHemuyeckoe ucciedoeauue. B smom cnyuae omo, kpome onpeoeneHuss makmuku 8e0eHus
nayuenma nocie onepayuu, Moxicem nomMoysb 8 8bloope 00OHOPA, 0CODEHHO eClu 0OCYHCOaemcs

B03MOACHOCMb POOCmMEeHHOU mpancnianmayuu [35].

Taoauuna 2. [Ipornos npu al'Y C B 3aBUCUMOCTH OT BUJa MyTalllii B TeHaX KOMIUIEMEHTa

Ten Puck cmeptu wmnu Puck cmeptn wnum | Puck peuuausa
TIIH B MOMeEHT TITH uepe3 3—-5 ner | mocne  TpaHCIUIaH-
OCTpPOro  3IHU307a Puck penmnuBa | oT Hawasa 6ose3HH TalX NOYKU
WIN 4Yepe3 Tof OT
Je0roTa
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 GonbHOI
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Antu- CFH-AT 30-40% 40-60% 35-60% By 6-x ¢

BbBICOKHM YPOBHEM

Credyem ommemumop, Ymo 2eHeMu4ecKuti CKpUHUHe Heo0Xo00uM, Ymoovl noOmMeepoOUns
UMY ONpoBEPeHYMb CBA3b 3a001e6aHUs. ¢ NAMOA02Uell KOMNIEMEHMA, Ymo umeem 6adCHOe
3HAYeHue npu pazeumulu MePMUHAILHOU NOYEYHOU HeOOCMAMOYHOCMU, NPUYUHA KOMOPOU
HesACHA, 8 0CODEHHOCMU Y MONOObIX NAYUEHMO8, d MaKdice O Onpedenenusi NPocHO3d, PUCKA
peyuougos u npoepeccuposanusi XbIl (Tabnuya 2) [35]. B nHacmoswee 8pems cenemuueckoe
uccreoosanue NPoBOOUMC MemoOOM CEKBEHUPOBAHUA NOCieOHe20 nokoleHus. Ilanens 2enog
KOMNJIeMeHMA, UCCIe0yeMblX C Yeavlo NoOmeepiHcoenus Kiunuueckoeo ouaenosa al'VC,
gkaouaem 6 cebs ecenvl  Gaxmopos H (CFH), I (CFI), B(CFB), C3, membpaHnno20
kogpaxmoproeo npomeuna (MCP), mpombomooyiuna (THBD), 6enxos, cesasannvix ¢ CFH
(CFHRI-R5), a maxoce eenvl ouayuneruyepoakunasvl sncuion (DGKE) u ADAMTSI3
[35,41,42,57,60,61,66]. Ilpu smom Heob6x00umMo ommemums, Ymo OmcCymcmeue 2eHemuieckux

Odepexmos ne uckaroyaem ouacrnoza al YC, ocobenno npu cnopaouieckoul popme 3a00.71e8aHUsL.

3. .JqueHne, BRJIIOYad MEANKAMECHTO3HYI0 U HEMCIUKAMECHTO3HYIO TEpallnuu,
AUETOTECPAIINIO, 066360.]11/IB3HI/IC, MEAUINHNHCKHC NIOKA3aHUA U

MMPOTUBONOKA3aHUA K IPUMCHCHUIO MCTO/0B JICIYCHUA

Hensmu tepammu al'YC, momMumo oOecriedeHHs IJy4Iield BBIKHBACMOCTH OOJIBHBIX,
SBJISIIOTCS. ~ MHTHOUWIMS ~ HEKOHTPOJIMPYEMOW  aKTHBAllMUM  KOMIUIEMEHTa, TMpeKpalieHue
MHUKPOLMPKYJISITOPHOTO TpoMO000Opa3zoBaHus, KyINHpPOBaHHE  KIMHUKO-TA00PaTOPHBIX
nposiBnennit TMA, coxpaHenue u yiydiieHre (yHKIUU MOPAKEHHBIX OPraHoOB (B TOM YHCIIE,
MPEIOTBPAIlICHHE PAa3BUTHUS TEPMHUHAIBHOW IMOYEYHON HEJOCTATOYHOCTH, H30aBICHHUE OT
NOTPEeOHOCTH B TUANHM3HBIX METOJAX JICUCHUS, HENOMYIIEHUE MOPAKEHUs IPYTUX BHYTPEHHUX
OpraHoOB, KpOME MOYEK), YJIyUICHHE KaueCTBa KU3HHU MAI[UEHTOB.

3.1 Il1azmoTepanus

Pexomennyercss mpoBeneHue rmnasmorepanuu (IIT) B Bume mnazMooOMeHa WITH
TpaHcy3uil cBexe3amopoxeHHol minasmbl (C3I1) B kauecTBe Tepamuu MEPBOU JIMHUH
BCEM B3pOCIBIM OONBHBIM C TMpeAmnoiiaraeMbiM auarHo3oMm al'VYC wim penuauBoM
3a00eBaHMsi, €CIW JHAarHo3 ObLT YCTAHOBJICH paHee, B OXWIAHUU PE3yJIbTaTOB
obcnenoBannss Ha  STEC- TIYC wu  ompenmenenuss  ADAMTSI3  (1A)
[35,39,41,42,57,66,70,71]. YpoBeHb yOeauTeJbHOCTH peKOMeHIanui A (YpPOBEHb

A0CTOBEPHOCTH 10KA3aTEJbCTB — 1)
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e Pexomennyercsi npoBoauth I[IT B pexume mnazmooomena (I1IO), a B ciyuae
HEBO3MOXXHOCTH HeMeIeHHOTo Hadana [IO wmiam ero HeJOCTYNMHOCTH — B PEKUME
TpaHcdy3uii cBexe3zamopokeHHoi mnasmsl (C311) (1A) [35,39,41,42,57,66,70,71].
YpoBenbr  yOeauTeJbLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 1)

KommenTapun: y 60abHbix ¢ nooospenuem na al YC 6 momenm ocmpozo snuzooa TMA
IMAUPUYECKASL NAAZMOMEPANUs Yoice 8 medeHue HeCKOJIbKUX 0eCamulemuil ocmaemcs mepanuell
nepeotl IUHUY, KOMOPYIO cledyem HauuHams 6 medeHue 4—8 uac. om momenma KoOHCmMamayuu
TMA u xomopas nposooumcs 00 noomeepicoenuss ouazHosa, m.e. 00 uckmovenus STEC-I'YC u
TTII. Ucnonwvzytomes 0sa pesxcuma 1T — [10, komopuwuii npeonoumumenen, u mpaucgysuu C3I1
6 cayuae neoocmynwocmu 110 [35,39,41,42,57,66,70,71]. I[lpu mpancgysusx C3I1 ¢ kposomox
nonaoarom  QYHKYUOHANLHO — AKMUGHbIE — OeNKU-pecyiamopbl — KOMNJIEMeHmd, KOmopbvie
yempansiom Odeguyum codocmeennvix peeyramopos — ¢axkmopoe CFH u CFI, a makoice
ecmecmeeHHblll KOMNOHeHm naasmol — memannonpomeaza ADAMTSI3, oepanuuusarowas
mpomb00bpazoeanue 6 Ccocyoax MUKPOYUPYIAMOPHO20 pYCld 34 Ccyem pacujenieHus
CBEPXKPYNHBIX MYIbmumepos Gaxmopa ¢on Bunnebpanoa [72]. Ilpu 110, kpome moeo,
NPOUCXOOUM INUMUHAYUS USMEHEHHBIX IHOOLEHHBIX PACMBOPUMbIX UHSUOUMOPO8 KOMNIEMEHmMA
u, 8 ciyuae anmumenvrozo al VC, yupkynupyrowux aumumen k gaxmopy CFH. Pexcum I10
Makoice No360Ja5em MUHUMUSUPOBAMb DUCK Nepecpy3Ku 00bEMOM, YMO OCOOEHHO BAMNCHO )
nayuenmog c¢ oaueypuetl, nopaxcenuem L[HC u cepoya [66]. [lpumenenue niazmomepanus
NPUBENLO K CHUNCEHUIO CMEePMHOCMU 8 MOMeHm ocmpo2o 3nu300a TMA npu al'VC na 50%—60%,
00HaKO He npedomepawjaem peyuousvl 3abonesanus u npocpeccuposanue XbBII ¢
docmudicenuem MmMepMUHAIbHOU noveunou Hedocmamounocmu [35,59,73]. Omeem na IIT
gapvupyem 6 O0060JbHO WUPOKUX Npederax U 3adsUcum oOm mo2o, 6 KAKOM ¢hakmope
Komniemenma aokamzoeanuvt mymayuu [42]. Yawe ececo — 6 55%—-80% cayuaee — noanviu
omeem ommeyaemcs y nayuenmog ¢ mymayuamu 8 2enax C3 u mpombomooyruna (THBD)
[42,59]. Oomnaxo necmomps Ha mo, Ymo 80CCMAHOBIEHUE 2eMAMOIOSUYECKUX noKa3amerell, 8
nepeyio ouepedv, YUCIA MPOMOOYUMO8, HAOAOOAemcsi 8 OONLUUHCMEEe Cly4aes, NOJHbI
2emMamonocuieckull U noyeyHvlli omeem oemoHcmpupyiom menee 50% nayuenmos, a cpeou
oonvuvix ¢ mymayusmu CFH u CFI wacmoma nonnoco omeema ue npegviuiaem 15%—25%
[59,66]. [lpunumas 60 6HUMAHUE HeONPeEOeNeHHYI0 OJIUMENbHOCHb MePaAnesmuiecKo2o
appexma IIT, svicokyro uacmomy peyuou8o8 nocie ee 3a8epuieHus, a Maxdice NossieHue
npenapama 013 namoeenemudeckoti mepanuu al YC — Oxyauzymaba — Amepuxanckoe

060[466’”’160 agbepe3a U3MEHUJI0 Kamecopuro mepanesmu4eckKoco niazmooomena  0Jis
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komnaemerm-onocpedosannozo I'VC c Il (mepanus emopou nunuu ) na Il (pons 110 moyno ne
yemanoenena) [42,74].  Oounaxo omcymcmeue NOMHOU — OOCMYNHOCHMU — KOMRJEMEeHm-
onokupyloweni mepanuu 01 83pocavix nayuenmos ¢ al' YC 6 nHawel cmpane 0aem OCHOBAHUSA

coxpanams 110 kak mepanuio nepeot IuHUU.

e Pexomenayercs mpoBoauth [10 ¢ o6beMom 3kcdy3un u 3amemenus C3I1, pasaom 1,5
o0beMaM LUPKYJIUPYIOIIEH IUIa3Mbl, 4TO 3KBUBaJeHTHO 60—75 MiI/Kr/ 3a mpoueaypy
BceM B3pocnbiM nanuenTam ¢ al' YC (1A) [35,39,41,42,57,66,70,71].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

e Pexomenayercs mpoBoauth TpaHcdysuu C3II u3 pacuera 25-30ma/Kr/cyT B ciyyae
HEBO3MOXKHOCTH He3aMmeanurenbHoro mposeaenus [10 (1A) [35,39.41,42,57,66,70,71].
YpoBenb  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 1)

Kommenrapuu: 06 sgpgexmusnocmu naazmomepanuu npu al YC mooucno 0Oyoem
Cyoums MUl NPU 4emKkoM C1e008AHUU NPOMOKOLY JledeHUs, CO2NACHO KOMOPOMY CHAYANd 8
meuenue 5 OHell noopsad nposooamcs cearcwvl 110 [42,57,66,75], nocre ueeo npunumaemcs
peuieHue o danvHeliuiell makmuke 6e0eHUs nayuenma Ha 0CHOBAHUY HATUYUA UTU OMCYIMCMEUS
omeema Ha naazmomepanuto. Ecnu nabmooaemcs omeem Ha mepanuto, onpeoeniemvlii KaK
pocm uucia mpomboyumos u cuudxcenue JIAI, niasmomepanuio ciedyem HpOOOJAHCUMb 8
npexcrhem pesicume, npoeoos no 5 cearcos 110 6 meuenue credyrowux 2x nedeiv, a 3amem — no
3 ceanca 6 Hedenro ewe 8 meuenue 2x Heodenv [15,57]. Kpumepusmu s¢pgpexmuenocmu IIT
CYHCAm — HOPMAIU3AYUA — YUCAA  MPOMOOYUMO8 U NpeKpaujeHue 2emMoau3d, o yem
ceuoemenvcmayem Hopmanuzayus JII. I[Ipooonscumenvuocmo nevenuss C3I1 ne onpedenena,
00HaKo nokaszauuem K npekpawenuio 11T aensemcs HOpMaTbHbIE KOIULECBO MPOMOOYUMOS U
ypogens JIJII" 6 meuenue 2x oueti noopso [76]. Credyem ommemums, 4mo 8 HEKOMOPHIX CLYYASIX
noxasamenu JI/II' ocmaromcsa noeviueHHbiMU 0axice nocie NPeKpawjeHuss 2eMoau3d, noCKoIbKy
ocHo6HbIM ucmounukom JIJI' 6 opeanuzme AGNAIOMCA He MOAbKO IPUMPOYUMbL, HO U MKAHU
BHYMPEHHUX OpP2aHo8, uuiemus Komopwvix npu pazeumuu TMA makowce éHocum c6oll 6KIAO 8
nogviuernue JI[I" [77]. [losmomy npednazaemcs maxice UCNOIb308amMsb 8 Kauecmsae Kpumepust
apppexmusnocmu IIT cHudicenue KpeamuHuna Kposu He MeHee uem Ha 25% om ucxoOoHoz2o

yposHs nocae 5 ceancos 110 [75,78].

o Pexomennyercst npexpatuth jgedeHne C3II u HauaTh MATOT€HETUUECKYIO KOMIUIEMEHT-

OJIOKHPYIONIYIO Tepanuio OKynum3ymabomM** marmeHTaM C OTCYTCTBHEM OTBETa Ha
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UIa3MOTEpanuio0 Tocine S5 mnpoueayp mnomHooObemHoro IO wnm mamnueHTawm,

JEMOHCTPUPYIOIUM I1a3zmo3aBucuMocts (1A) [35,39,41,42,57,66,75].

YpoBenb  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

KomMmenTapum: omcymcmeue menoeHyuu K Y8eIUYEHUI0 HUCia mpomMOOyumos,
cHudxcenuio  ypoeus JUII' u/unu xpeamunuma kposu 6 xoode newenus C3I crnedyem
paccmampuéams KAk pe@pakmepHocmb K NAA3MOMEPAnUU, Umo A6IAemcs abcoMOMHbIM
noxkazawuem K NpekpawjeHuro e€ u  HazHavenuro  Okymzymadoa**  [42,57].  Iloo
NIA3MO3A8UCUMOCTNBIO  NOHUMAEMCS  HOPMAAU3AYUs — YUCid — mMpomoOoyumos 8  Xxooe
nAA3MOMEPAnUU, HoO NOBMOPHOE CHUIICEHUE UX U NOBLIULEHUE YPOBHS KPeAmMUHUHA NPU NEpepblee

6 cearncax 110, umo mpebyem 80300H061eHUsL npoyedyp [42].

e Pexomenayercsi npoBonuth Tepanuio C3I1 B KOMOMHAIMHM C TIIOKOKOPTUKOUIAMU**
(I'K) wim  uMMyHOJEIpeccaHTaMu  HalueHTaM ¢ ayTouMMyHHeIM  al'VC,
IMAarHOCTHUPYEMbIM  Ha  OocHoBaHuMUM  oOHapyxenus  aHtu-CFH-anturen  (1C)
[35,42,57,66,79,80].

YpoBens yOeautenbHocTH  pexoMenaaumii C  (YpoBeHb  [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 1)

Kommentapum: nevenue aymoummynnoco al'VYC mpebyem couemanus niazmomepanuu
c emokokopmuxouoamu®* u  yumocmamuxamu  [35,42,57,66,79,80]. Jlobasrenue K
naasmomepanuu 'K  usonuposanno um 6 couemanuu ¢ yukiopochamuoom™*  umu
#pumyxcumabom™**, kax ObLI0 NOKAZAHO, MOIHCEM YMEHLUUMb PUCK CMEPMU UIU OOCMUINCEHUSL
XbBII 4cm 6 meuenue nepgoeo 200a ¢ 59% oo 24%. I[looodepacusaroujas UMMYHOCYNPeCCUBHAs
mepanusi 'K, asamuonpunom™* um #murxogpenoramom mopemunra** 6 OanvHetiutem

YMeHbuaa 00HoIemuull puck peyuousa smou popmol al ' YC ¢ 21% oo 8% [81].

3.2 IlaToreHeTnyecKasg KOMILIEMEHT-0JJ0KHPVIOIIAs TEePAIINS

e Pexomenayercsi HazHaueHHe DKynu3yMadba™** B3pocnbiM namueHtaMm ¢ al' YC B ciayqasx
PE3UCTEHTHOCTH K IIa3MOTEparuy Win IU1a3MO3aBUCUMOCTH, PA3BUTUS HEXKEJIATEIIbHBIX
aBieHuid B xozxe jedeHus C3II, peumauBax ocTpbix »mm3010B TMA wmnu cemeiHOM
xapaktepe 3aboneBanus (1A) [20,35,39,41,42,66,71,82-85].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH
A0KA3aTeJbCTB — 1)
KommenTapuu: 6 ocuoge mepanesmuyeckoeo s¢gexma Ixyruszymadba™™ nexcum

npekpaujenue  MUKPOYUPKYIAMOPHO2O — mMpombOooOpazosanuss  ecieocmeue  OI0KAObL
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HEKOHMPOIUPYeMOl ~ AKMUsayuu  albmepHAmueHo2o0 nymu  Komniemenma. Ilpumenenue
npenapama npugooum K YMEHbUIeHUI0 6 KPOBU YVPOBHA MApPKePO8 60CHANEHUs, AKMUSAYUU
KOMNJIeMEHMA U SHOOMENUANbHO20 NOBPENCOCHUs U MPOMDOODOPA3068aHUs, A MAKIHCE MAPKEPO8
noepexcoenuss nouex [82]. Ilpogedéumvie uccnedo8anus npoOeMOHCMPUPOBATU BbICOKVIO
apppexmusnocmv IKyauzymaba™* 6 ommoweHuU KaK eemamoniocuyeckux (HOpManu3ayus 4ucia
MpoMOOYUmMo8 U HNpexpawjeHue MUKPOAHSUONAMUYECKO20 2eMOAU3A), MaK U HNOYEUHbIX
nposigrenui  al'YC [83,84]. 'V nayuemmos, noayuaswux OIxyauzymab**, ommeuanocw
80CCMAaHOGNEHUe UMW VIyyuieHue @QYHKYuu nodex, ucyesand nompebHOCmb 6 2cemooudnuse,
npuyem nokazamenu YHKYuU nodex YIy4ulaiuco no mepe Y8eaudeHus cpoKka mepanuu. mak, 8
uccnedosanuu C.M. Legendre u coaem. ysemuenue pCK®@ > 15 mn/mun uepesz 26 ned. mepanuu
Habawoanocy y 5% 6onvHbix, yepes 1 200 — y 15%, a uepes 2 200a — y 40% nayuenmos.
Usmenenue cmaouu XBII 6 cmopony Oonee panHHux u > YeM HA OOHY CMAOUIO
npodemoncmpuposaro y 35%, 45% u 60% 6onvubix, coomeemcmaenro [83]. [pumewamensvho,
umo nooooOHbIN dhexm HabMOOANCs He3ABUCUMO OM HAIUYUS UL OMCYMCMEUs Mymayuil 6
eenax komnaemenma [83]. Ilpu 0oncospemennom npumenenuu IKyausymad ** npeoomepaujaem

peyuoussl ocmpoti komniemenm-onocpedosarnnot TMA [86].

e PexoMenayercsi mpouW3BOIMTH  BakuuHAIMIO npoTuB  Neisseria  meningitidis

KOHBIOTUPOBAHHOH TETpaBaKIMHOM MPOTHB cepoTurnoB Bo30yaurens A, C, Y u W135%*

Bcex mamuenToB ¢ al'YC 3a 2 Hemenu A0 MEpBOro BBeASHUs OKyauzymala** s

nporIakTUKA MEHHHTOKOKKoBOM nuHdpeknuu (1A) [2,35,66,88].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 1)

Kommentapum: npu  6aoxade C5 Komnowewma Komnjiemenma npenapamom
Okyauzymad ** napyuwiaemcs uMMyHHbII OMEem HA HEKOMOpble UHKANCYIUPOBAHHbIE OaKmepul,
8 nepgyio ouepedb Ha 0OUH U3 U008 Neisseria - MeHUH2OKOKK. Dmo co30aem Nno8bleHHbl
PUCK  pa3eumusi MeHUH2OKOKKOBOU UHQpeKyuu 60 epems JjedeHus IKyauzymabom™**, ons
npogurakmuxu xomopou nayuenmos c al YC HeobX00umMo UMMYHUSUPOBAMb 00 HAYAIA

mepanuu [2,35,66,88].

o Pexomenayercs IIPOBOJIUTH AHTUOMOTHKOIIPO(DUITAKTUKY IpenapaTamu,
NPOHUKAIOIIMMH  4epe3 reMaro’Huedanuueckuii  Oapbep: HUIPOIOKCATUTHOM**,
NeHULWIJIMHOM WIM  aMOKCHLIWIIITMHOM™**,  miedanocnopunamu 11l mokxosienus**

naimeHtaM ¢ al'YC, wumeromuM Moka3aHus K CPOYHOMY Hayajay JICUCHHUSA
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Dkynu3ymMaboM**, KOTOpoe UCKITI0UaeT BO3MOXKHOCTh MPEIIISCTBYIONIEH BaKIIMHAINH, C

LENIBI0 MPEAOTBPAICHHS MEHUHTOKOKKOBOM nHdpeknuu (Al) [2,35,66,88].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)

KommeHTapun: ineuenue anmubuomuxamu HeoOX0OUMO HAYUHAMb OOHOBPEMEHHO C
gaxyuHayuell U nPpoBOOUMb He MeHee 2X Hedellb 8 CIYYAsAX, eClu 6aKYUHAYUIO NPOBOOAM 8 OeHb
nepeou un@ysuu Ixyruzymadba**. [rumenvHocms npumeHeHus u 003d AHMUOUOMUKOS
onpeoensiemcs a1eyauum 8paiom, UCX00s U3 KOHKPEmHOU KIUHUYecKou cumyayuu. B ciyyasax
HEeBO3MONCHOCIU  BAKYUHAYUU K MOMEHMY HA4and JedeHus aHmubuomuKonpo@duiaKmuka
Modcem Oblmb NpPOONeHa HA CPOK 00 HECKOJbKUX MeCAyed 6 3A8UCUMOCHIU Om 6peMeHU
gakyunayuu. B pade cnyuaes anmubOUOmMuxu Mocym HAZHAYAMbCA O0aAdHCe CB0e6PEeMEHHO
BAKYUHUPOBAHHLIM nayuenmam. llokazanus K ux npumeHeHulo onpeoeisem nedawjuii 8pad.
Heobxooumocms  npoghunaxmuueckoco  Haswawenus  awmubuomuxog  6oavhvim  al VC
obycnoenena omcymcmeuem 8axyuuvl npomus cepomuna B N. meningitides, 6 ceazu c uem

nposederue 8aKYUHAYUY NOJHOCIbIO He UCKToYaem passumus meHuneuma [35,66].

e PexomMenayercsi Ha3HauaTh DKyIu3ymMad** B cTaHAApTHBIX JO3UPOBKAX, HE 3aBUCSIINX
OT Macchl Tena B3pocibiM nanueHtam ¢ al' YC. B ¢a3e manykuun (HadaabHBIA ITUKN)
Okynu3ymadb™** BBonutcs B no3e 900 Mr B Bue BHYTPHUBEHHON MH(QY3UHM OJMH pa3 B
HE/IEN0 B TEUCHHE MEPBBIX 4-X Helenb Tepamuu (Bcero 4 mHQy3uun). Ha 5-oif Henmene
Tepanuu BHyTpuBeHHO BBoauTcsi 1200 mr mpenaparta (5 uadysus), a 3atem o 1200 mr
pas B 2 Henenu HeonpeaenenHo niuurensHo (Tabnuma 3) (A1) [20,35,39,41,42,66,83,84].
YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KAa3aTeJbCTB — 1)

Ta6aunua 3. Pexxum no3upoBanus sKynu3ymada y nauueHroB ¢ al' yYC

NHnyKumoHHbII [TonnepsxuBaroiias Tepanus

NEPHOJ

ITarmentsl crapue 18 mer | Ilo 900 mMr 1 paz B| 1200 wMr yepes  Hememwo  IOCIeE
Hel. B TedeHMe 4X | 3aBeplIeHus Kypca uHAyKIuMU (54 Hen.
HEJEIb tepanun). Janee mo 1200 mr xaxasie 2

HelleIun

e He pexomenayercsi oTMeHa OKynusymaba** mocime JOCTHKEHHS PEMHCCHUH

KoMIUIeMeHT-oniocpeioBanHOM TMA mnanueHraM, y KOTOPBIX HpPH TE€HETHYECKOM
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UCCIIEIOBAHUH MIECHTU(UIIMPOBAHBI MyTalmu reHoB (akropoB komruiementa CFH, CFI,

CFB, C3 (B2) [35,42,66,86,88].

YpoBensr yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

KommeHTapumn: nepgonauanivHo cuumanocs, ymo jederue IKYauzymadom™** 0ondicHo
NPOBOOUMBCSL NONCUSHEHHO, NOCKOJbKY OCHOBHbIM Mexanusmom paseumus al YC saensemcs
XpOHUYecKas  HeKOHMpOoupyemas  UNnepakmueayuss — KoMniemenmad,  00YCl08/eHHAs
2eHemuyeckum oeghpexmom. (QOHAKO nposedeHHble 8 NOCIeOHee 8PeMsl UCCIe008aHUsL NOKA3AIU,
4mo ommeHa npenapama 803MO4CHA, Xoms npumepho y 30% nayuenmog nocie npekpaujeHus
mepanuu pazeusaemcs peyuous TMA, npuuem yawe y umerowyux Mymayuu, accoyuupo8aHHuvle ¢
passumuem al'YC. Umenno nosmomy npunumams peuienue o6 ommeHe Npenapama MONCHO,

MOILKO UMes pe3ya1bmamul 2eHemu4eckozo uccieoosanus [42,66,86,88-90].

e Pexomenayercsi TIIaTeTbHOE HAONIOJNEHHE TMALMEHTOB B  CIIy4asX OTMEHBI
Okynau3yMadba*™* ¢ MOHUTOpUPOBAHMEM OOIIEro (KIMHUYECKOT0) aHaln3a MOYH, OOIIEro
(KJIMHUYECKOT0) aHalIM3a KpPOBH, HCCIEIOBAHUEM YpPOBHS KpEaTWHWHA B KPOBH U
OTIpEJICIICHHEM aKTUBHOCTH JIAKTATACTHIPOTEHA3bl B KPOBU B TEUEHHE HE MeHee 12
HElENb C IEJIbI0 CBOEBPEMEHHOW JIMarHOCTHKM BO3MOKHOro pemuaua al'yYC wu
BO300HOBIICHHUS] KOMIUIEMEHT-010Kupytoiieit repamuu (B2) [66,86,88-90].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommentapum: nockoavky peyuousvr al YC uawe 6ceeo Habawooaromcs 6 meueHue
nepevix 3x mecayes, u ocobenHo nepsvix 30 Ouetl, nocie ommenvbl NAMO2eHeMULecKol mepanuu,
8 2MOm Nepuod NAYUEHMbL HYHCOAIOMC 8 0COO0 MUAMENbHOM HAOIIOOeHUU U KOHMpOJe
OCHOBHBIX 1abOpamopHuix napamempos, xapaxmepusyrowux TMA. Taxoii pesxcum noseonsem
oOHapyxcums obocmpeHue 3a601e8aHUA 8 CAMOM €20 Hauaxe, He OONYCKAs pa36umis

svipasicennotl mpomoboyumonenuu, MAI'A u nosviwenus kpeamunuta [66,86,88-90].

e PexoMenayercsi mpoOBOIUTH JIeueHHE DKYIHM3yMaOoM™** He MeHee 3 MecsLeB MalyeHTaM
¢ al'YC ¢ ocTpbIM MOBpEXKICHUEM TIOUEK, TPEOYIOIEM MPOBEACHHS TeMOIHATN3a, YTOOBI
OBUIO BO3MOJKHO OIICHUTH MOYEYHBIH OTBET Ha KOMIUIEMEHT-OJOKUPYIOUIYIO TEepaIHio
(C5) [66].

YpoBens yOeautenbHocTH  pexoMenaanmii C  (ypoBeHb  [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)
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Kommenrapun: Oxyauzymad** nodasnsem xomniemenm nocie nepsoi dce ungysuu, u
€20 CHUJICEHHASI AKMUBHOCMb COXPAHAEmCcs 6 meueHue 6ceco cpoka Jnedenus. Ilosmomy
noxaszameib QYHKYUOHAIbHOU akmugHocmu komniemenma (CH50) 6 npoyecce neuenust cmoiiko
npubnuxcaemes Kk Hyano. Kpumepuamu xaunuwecxou sggexmusnocmu  Ikyauzymaoa®*
AGNAIOMCA  NPEeKpawyeHue MUKpOaHSUONAMUYEecKo20 2emoau3a (cuuscenue ypoeus JIAIT oo
HOPMANbHBIX 3HAYEHULL) U HOPMATUZAYUS YUCIA MPOMOOYUMO8, A MAKdHce YayuuieHue QyHKyuu
nouex. Ilpu smom eemamonozuieckuti omseem 3HAYUMENbHO onepedcaem omeem noveynwli. Kax
npasuno, JUII' u uucio mpomOOYumos HOPpMAIUIVIOMCA K KOHYY UHOYKYUOHHO20 Kypcd
mepanuu, mo20a KaKk KpeamuHuH KpOGU CHUNCAEMC 3HAYUMENbHO MeOdJleHHee, U NAayUeHm
MOdHCem 0Cmasamvcs OUAIU33ABUCUMBIM DoJlee daumenvHoe 8pems. [locmenennoe HapacmaHue
ouypesa K KOHYy 320 Mecaya CIyHCUM BANCHLIM NOKA3AHUEM K NPOOOJIHCEHUIO KOMNIEeMeHM-
OnoKuUpyloweli  mepanuu, NOCKONbKY VAyuulenue @QYHKYUU Nnoyexk HepeoKo NpouUcxooum
3amedneHHo. B amux ciyuasax evinonnenue Ouoncuu NOYKY Moicem noMoyb NPUHAMb pelleHue O
npoooadcenuu oo ommene mepanuu. Eciu sce 6 ommeuennwiti cpox OIIII ne paspewnnace u
nompedbHocms 8 ouanuze coxpawsemcs, IKyauzymao** ciredyem ommenums. Hcknouenuem
ABNAIOMCA UMb NAYUEHMbL C NOTUOP2AHHBIM NOPANCEHUEM, 8 CIYYASAX KOMOPO20 peuleHue o

NPOOOJIdHCEHUU Mepanuu NPUHUMAEmCsi UHOUBUOYAIbHO [66].

3.3 ConyTCcTBYIONIAS TEPANNS

e He pexomenayercsi BBIMOTHEHUE TpaHCcPy3uu TPOMOOKOHIIGHTpaTa TMAalMEHTaM C
al'VYC, He HMEIOUMM BBIPAKEHHOH TPOMOOLMTONECHUH (YUCIO TPOMOOILMTOB OoJiee
20000/MKII) ¥ TEeMOpparmyecKux OCIOXKHEHUH (KPOBOTCUCHHUS) B CBA3U C PHCKOM
ycyryoneHusi TpOMOOIIMTONICHUM W TEHepalu3aluu MHUKpoTpoMbooOpazoBanus (B2)
[2,35-37,42,66,71].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapum: mpancgysuu mpomboyumos mozym ycunume nposgienus TMA y
nayuenmog ¢ al'VYC, nockonvky nposoyupylom oOaibHeuuiee nompebieHue mpomooyumos,
nomenyupyss mpomboobpazosanue 8 cocyoax MUKPOYUPKYIAMOpHo2o pycad. Tpancgysus
MpOMOOYUMoO8 NOKA3aHA JUWb NPU PA3GUMUU  KPOBOMEYEHUs UAU NPU UCHOJb30BAHUU
UHBA3UBHBIX OUACHOCMUYECKUX UTU MEPANnesmuyecKux eMeuamensCcme ¢ 6blCOKUM DPUCKOM

Kkposomouugocmu [2,35-37,42,66,71].

e Pexomennyercs koppekius anemuu namentam ¢ al'YC, umeromum Tsixenyro MAT'A

(HB menee 75r/1) (A1) [2, 35,66].
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YpoBenbr  yOeauTeJbLHOCTH  pekoMeHAauMid A  (YPOBEHb  [10CTOBEPHOCTH
A0KAa3aTeJbCTB — 1)

Kommenrapuu: cu. pexomenoayuu no aevenuro anemuu npu XbI1 u O

o PexoMeHnayercsi HazHau€HHE AHTUTUIICPTEH3MBHBIX IPENaparoB, MPEAYCMOTPEHHBIX
pexkoMeHaauusaMu 1o Jiedyenuto runepronnu npu XbII nanuenram ¢ al'YC, nmerommum
apTepuasbHyto runeptonuto (C3).

YpoBens yOeautenbHocTH  pexoMenaammidi C  (YpoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 3)

KomMmenTapum: cu. pexomenoayuu no nevenuto apmepuanvhoni cunepmonuu npu XbI1

e Pexomennyerca npoBoauth Jieuenue OIIl mamuentam ¢ al'YC B cOOTBETCTBHH C
pekomenaamuamu no aedenuro OIIIT (B2) [65].
YpoBens yOeauTelbHOCTH pexkoMeHaamuidi B (ypoBeHb  [10CTOBEpPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapun: cu. pexomenoayuu no OIIIT [65].

e PexoMeHayercsi BBISBIATH BO3MOXKHBIE TPUITEpPHI 3a00JIEBaHHSA Y BCEX MALMEHTOB C
al'VC u Ha3HauaTh JIEUEHUE, HAIPABJIEHHOE Ha MX cKopeimee ycrtpaHeHue (C1).
[35,39,42,57,66,71].

YpoBens yOeautenbHocTH  pexoMenaanmidi C  (YpoBeHb  [10CTOBEPHOCTH

A0Ka3aTeJbCTB — 1)

KomMmeHnTapum: odaowce y nayuenmos, umerowux eenemuyeckuil oOeghexm cucmemvl
KOMNeMeHma 0 peamuzayuu npeopacnonoxcennocmu x al ' VC, mpebyemca 6o30elicmgue
mpuezepa, usparuezo poiv «8mopozo yoapay. Haubonee uacmvimu mpuceepamu A8IAI0MCA
unpexyuu, aKkmueHoe eocnanenue, bepemenHocmy, Xupypauveckue  onepayuu,
PEHM2eHOKOHMPACmHble npenapamul u oaxce cmpecc. JItooou udeHmugduyuposanuviti mpuezep
credyem ycmpaHums maxk  Ovicmpo, Kak 2mo  eo3modcHo. (Ocoboe 3nauenue umeem
ceoespemennas ouaznocmuka uHgexyuil, Haubosee uacmo npeduecmgyiouwux al'VC, u

credylowas 3a Hell adekeamuas anmubaxmepuaivhas mepanus [35,39,42,57,66].

3.4 Xupypruueckoe Je4eHue

K xupypruueckomy neuenuro al'YC oTHocutcsi Tpanciuiantaius nouku (TII) mamuenrtam,

JOCTUTIIUM TEPMUHAIBHOU oYeyHoi HenoctaTouHoctu (XbBII 5 cranun).
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e Pexomennyercsa mnepecagka nouku mnamueHtam c¢ al'YC, AOCTUrIIMM TEpMUHAIBHOU
noueyHoil HenocratoyHoctu (XBII 5 cragum) M He MMEIOIIMM SKCTpapeHaIbHBIX
kinHu4Yeckux nposisnenuit TMA (B3) [66].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeJbCTB — 3)

KommenTapuu: nayueuman, docmuuum MepMUHATLHOU no4eyHou
Hedocmamounocmu, TII evinonusemcs, eciu nepuoo om Ha4aALa OUAIU3A COCMABTIAEN He MeHee
6 mecsayes 0151 3pOCIbIX nayuenmos u He menee 9 mecsayes — o demeiti [91]. K oepanuyenusm
gvinonnenuss Tl nayuenmam c¢ al’VC ommuocames Kak obwue npomusoONnoOKA3aHUuaAM K
mpancniaHmayuu  (310Kaiecmeennvie Ho8000pA306AHUs, AKMUBHbIE UHGeKyuu, msidxcenvle
XpOoHUuuecKue 3KCMpapeHaivHvle 3abonesanus u 0p.), max u cneyuguyeckue oaa al YC:
NPOOOIHCAIOWASCS AKMUBAYUSL KOMNIEMEHMA C GHEeNOYEUHbIMU NPOAGIEHUAMU U OMCYMCmeue
B03MONCHOCIU NPOPULAKMUYECKO20 88e0eHUs DKyausymaba** nayuenmam epynnol 6bi1COK020 U

CpeoHe20 pucka.

e PexoMeHayeTcsl BBIIIOJIHUTH OIICHKY PHCKa peuuauBa 3abosieBanus (7Tabauya 4) mocie
onepanuy, BKIIOYAIOIIYyI0, MOMHUMO CTaHAAPTHOTO OOCIEeNOBaHUS, T'CHETHYECKOE
UCCIIEIOBaHUE C II€TbI0 HACHTU(UKAMU MyTanuil, accommupoBaHHbix ¢ al'VC
(MONeKyIsIpHO-TeHeTUYEeCKOe mcciaenoBanne Mytammit: ¢aktopos H, 1, B, C3,
TpomOomotynuH, MCP) u onpenienenue B AMHaAMHKe coaepxkanus antuten Kk @akropy H
— npu anturensHoM al'YC nepen BxmrodeHueM B «JIuer oxwupanus» TII nmanuenra c
al'yYC (B4) [64,69].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuid B (ypoBeHb  [10CTOBEpPHOCTH

JA0KAa3aTeJbCTB — 4)

Kommenrapun: nayuenmot ¢ al' YC mocym umems 6blcOKUU, CPeOHUU ULU HUSKUL PUCK
peyuousa nocae TII, npu smom cmenenvb pucka OONIHCHA ONPeOeNIMbCs KAK HA OCHOBAHUU
pe3yIbmama 2eHemuyecKko2o0 Mmecmuposanus, maxk U ¢ Y4emom KIUHUYECKO20 MeYeHUs
3abonesanus, wacmomsl peyuousod TMA u cemeunoco anammuesa (Tabnuya 4). Crnedyem
NOMHUMb, YMO NAYUEHmbl, Y KOMOPLIX He BblAGNEHbl 2eHemudecKue GapuaHmol,
accoyuuposanmvie ¢ pazsumuem al YC, 0ondxcHvl Obimb OmHeceHbl K epynne cpeoHe20 pUucka
peyuousa, a nayuenmol ¢ cemetinou popmou al'VC u/umu peyuousamu TMA 6 anamuese, 8 mom
yycne — panee nomepsaguiue nodeunvli mpawcniaumam uz-3a TMA, umeiom 6vlcokuii puck
paseumus  peyuousa nocie MpaHcniaHmayuyu He3asucumMo Om XapaKkmepda 6blsAGNIeHHbIX
mymayui. Xoms 6 yeiom puck onpeoeisemcs npeumyuecmeeHHo munom Mymayutl, 4acmuyHo

OH 3aeucum u om Opyzux nepumpaHcniaimayuOHHblX gbaxmopoe. K num omnocam msorcenoe
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uwemudecku-penephy3uonHoe nospexcoeHue MmMpaHCnIaHmama, 6blCOKUe KOHYEHMpayuu 8
KpOBU peyunuenma uHeUOUmopos KaabyuHespuHa (YUKIOCNOpuHa A uiu makpoaumyca), ocmpoe
ommopoiceHue  MpAHCNAAHMama,  OCODEHHO  2YMOpANbHOe,  BUPYCHble  UHQeKyuu
(yumomezanosupycuas u oOpyaue 2cepnec-supychvie uHgexyuu, epunn, BKV-ungexyus,

ungexyus, evizeantHas napeogupycom B19, unpexyuonnsie cacmposumepumst u op.) [20,78].

Tabauna 4. Ouenka pucka peuunusa al'y C nociie TpaHCIUIaHTAIMK TOYKH

Puck pa3zsutus dakTop pucka
pennarBa

Bricoknit Myramuu CFH, CFB, C3,CFH/CFHRI-5, petunussl al YC B aHamHe3e,
cemeiinas popma al'YC

Cpennuit WzonupoBannbie mytauu CFI, MyTaumu ¢ HewsydeHHbIMH 3¢ddekramu,
HEHJCHTU(PHULIUPOBAHHBIE MYTAalll{, MEPCUCTUPYIOLINE HU3KKWE TUTpHl aHTHFH-
aHTUTEN

Huzxwmii N3onupoBannsle Mmytaimun MCP, HyneBble THTpbl aHTH FH-anTuTen B TeueHue
JUTUTEIHHOTO BpEMEHU

e PexoMeHayercsi BBINONHATH IMepecagky TMOYkd Ha (oHE MNPOPHIAKTUIECKOTO
npuMeHeHust Okynu3zymala** mampeHtamM C  ycTaHOBIeHHbIM juarHo3om al'yYC,
HUMCIOIIUM CPEIHUN U BBICOKHH PUCK PELUAKMBA B MOCTTPAHCIUIAHTAIIMOHHOM MEPHUOIC,
9TOOBI MPENOTBPATUTE pelanB 3aboneBanus (A2) [92].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: npoguiaxmuueckoe npumenenue Ixkyausymadba™** e epynnax pucka
peyuousa al' VC bonee 3¢hghekmusHo, uem nedeHue pazeusulecocs peyuousa. eciu 4acmoma
nomeps mpancnianmama uz-3a TMA 6 epynne npoguiakmuyuecko2o npumeHeHus: dKyau3ymaoa
cocmasuna 5,5%, mo y peyunuenmos, noayuasuiux npenapam no noeoody eozgpamuoco al YC,
smom nokazamenv odocmue 22,5% [92]. Buinoawams TII 6e3 npogedenuss mapeemHol
NPOPUIAKMUKU MOIHCHO UL NAYUEHMAM C NOOMEEPIHCOCHHBIM HUSKUM DPUCKOM Peyuousd
al'VC. Bcem ocmanvhHblm Heo6xX00umo npoguiakmuyeckoe npuMeHeHue KOMNIeMeHM-
On0KUpYIowel mepanuu, nPoOOINCUMENbHOCHb KOMOPOU NOKA OKOHYAMENbHO He OnpeodeieHd.
Oonako sKcnepmol npeononazaiom, 4mo OaUmenbHoCmy npumeHnenuss Ixyausymaba nocne TI1
Maxafce MoHcem OnpedensimvCs Ha OCHOBAHUU PUCKA Peyuousa: NayueHmol ¢ 8blCOKUM PUCKOM
00ICHbL NOJYYAMb npenapam 6 meyeHue ce20 Nnepuood OYHKYUOHUPOBAHUS DPEHANbHO20
MpaucniaHmama, a y nayueHmos co CpeoOHUM PUCKOM HPU OMCYMCMEUU 0axce CYOKIUHUYECKUX
Peyuousos 8 NOCMMpAaHCNIAHMayuoHHoM nepuooe yepes I 200 nocne TII modswcno npeonpuname
KOHMPOAUPYeMYI0 NONbIMKY OMMeHbl KoMRniemeHm-onokupyroweti mepanuu [20, 78, 91]

(Tabnuma 5).
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Tadauua 5. JIuTenpHOCTL JIedeHHS OKyIu3ymMaOoOM** 1mociie TpaHCIUIAHTAIMA IIOYKHA B
Y3y

3aBUCHUMOCTH OT pHUCKa penuauBa atunuuHoro I'VYC

Puck pa3surus JUTMTENbHOCTD Tepanuu DKyJIu3yMabom
penmnaruBa

Bricoknit BBenenune skynamsymadba MoKa3aHO B TEUEHHE BCETO CpPOKa (PyHKIMOHHUPOBAHHS
TpaHCIJIaHTaTa

Cpennuit Yepes 12 mec. nocne TII moxker OBITH NpeaNpUHATa KOHTPOIHpYEMas MOMBITKA
OTMEHBI B OTCYTCTBHE JaKe CYOKITMHUYECKUX PEIUANBOB

Huzxwmii ITocne TII maumeHTaM MOXHO HE MPOBOAUTH CHEUUATBLHONW NPOQUIAKTHKU
9KYJIM3yMaboM

e PexoMenayercsi HauMHATH NPOPUIAKTHYECKYIO Tepamuio DKyluzymabom™* o
BBITIOTHCHUSI TIEPECAKU TMOYKH MAIlUCHTaM C BBICOKAM M CPEIHHUM PUCKOM DPEIUIMBA
al'VC B MoCTTpaHCIUIaHTAIlMOHHOM MEPUOJIE B LEIISIX MIPENOTBPAILEHUS Pa3BUTHSI OCTPOM
TMA B nepecaxxennoi nouke (A2) [92].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapum: npu auanruse oannvix Inobanvrozo pecucmpa al'YC Oviio noxazamo,
umo Hauano 88edeHuss IKyauzymada** oo mpaumcniaHmayuu no CpasHeHuio co Cmapmom
mepanuu nocie onepayuu (¢ omcpoukou 0Oonee 14 OHell) accoyuuposano ¢ yayuyuilenuem
@dYHKYUU pEeHAbLHO20 MPAHCHIAHMAMA U CHUNCEHUeM pucka nompebHocmu 6 cemoouanusze [93].
B 0denv mpancnaianmayuu ne3asucumo om moeo, noayyan nayueHm IKyausymad ** panee unu
Hem, He MeHee YeM 3a 0OUH Yac 00 penep@dy3uu OOHOPCKO20 OP2ana O0JIHCHA ObIMb BbINOJHEHA
ungysus npenapama. /loza Oxyauzymadba™** 0ns 63pocavix He 3agucum om Maccvl menda u
cocmasngem 900 me na esedenue. Cnedyrowas 0osa esooumcs uepes 24 uaca nocne TII
Tocredyrowee 8sedenue npenapama ocywecmensiemcs uepes neoenio (900 me) ¢ danvHeriuum

nepexooom Ha pedicum 1 paz 6 2 nedenu (1200 me ona 83pocavix) onumenvro (Tabauya 6) [91].

Ta6amma 6. Cxema mpoUIaKTUUECKOTO MPUMEHEHMs 3KyJlnuzymada Npu TpaHCIUIaHTALUU

IIOYKH B3pOcibIM naruenTam ¢ al'yC

Jens 0 Jenn 1 Jenn 8 Jenn 22

900 mr 900 mr 900 mr 1200 mr

B mo orce 8pema y omoenvHulx nayuenmos ¢ blcOKUM PUCKOM PeYuousd, 0CI0HCHEHHbIM
meyeHuem MNocCieonepayuoHHo20 nepuooa ¢ Haauuuem OONOJIHUMENbHBIX KOMNIEeMeHM-
AKMUBUPYIOWUX —COCMOAHUL  (mAdcesioe  penep@y3uoHHOe NogpedcoeHue, OmmopiHceHue

mpancnjaanmama, xupypcudeckue OCJIOJCHEHUA, 00NOHUMENIbHbLE onepamueHsle
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eMeuamenbcmea) Modcem Ovbimb  UCNOIB308aAHA  OOJlee UHMEHCUBHAS CXeMd  668€0eHUs.
Oxynuzymaba** ¢ pannue cpoku nocie TII, ¢ nepexodom Ha unmepesan egedenus 1 paz 6 2
nedenu no 1200 me nocne 36-20 ous (Tabauya 7). B cnyuae HeobOXoOumocmu nposedenus no
HCUBHEHHBIM NOKA3AHUSM naazmooomena uau mpancysuu C3I1 na ghone mapeemnoii mepanuu
Oxyruzymabom™** neobxo0uMo 88ederue OONOIHUMENIbHbIX 003 NPenapama 8 CoOOmeemcmaul ¢

uHcmpykyueu no e2o npumenenuro [91].

Ta6auua 7. MaTeHCcHpUIMpOBaHHAs cXeMa MPO(UIAKTUYECKOTO MPUMEHEHHs OKyJIH3ymada

IIPY TPaHCIUIAHTALMK [TOYKH B3pOCIbIM nanuenTam ¢ al'yC

Henn 0 Hdenn 1 Hdenn 8 Hdenn 15 Hdenn 22 Hdenn 36

900 mr 900 mr 900 Mmr 900 Mmr 900 Mmr 1200 mr

e PexomeHayercsl BakIMHAIMSA TPOTHB MEHMHIOKOKKOBOW**, IMHEBMOKOKKOBOW™* u
reMopunpHON MH(ekunn Tuna b** B mopsnke MOAroTOBKH K TPAHCIUIAHTAIIUM MOYKU U
npo(UIaKTHIECKOMY MpHUMEHEeHUI0 OKynuzymaba*™* B3pocnbim mnamuentam ¢ al YC,
€CIIM TAIUEeHThl He OBUIM BaKIMHUPOBAHBI paHee IS MUHUMH3AIWU pPHCKA
WHpEKIMOHHBIX ocnoxkueHui (B3) [35,94].

YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeJbCTB — 3)

KommenTapun: vexanuzm oeticmeus Ixyauzymaba ** npeononacaem nosviuieHue pucka
PA36UmMUs MEHUH2OKOKKOBOU UHGeKyuU U Opyeux uH@exyutl, 6b136aHHbIX UHKANCYIUPOBAHHBIMU
baxkmepuamu, 6 céA3u C ueM Bcex NAYUeHmo8, NOIVUAIOWUX SMOom npenapam, cieoyem
npueueamsv NPoOmMu8 MeHUHSOKOKKOBOU UH@GeKyuu, a neouampuyeckux nayueHmos u
kanouoamoe ua TII - makoce npomus NHEBMOKOKKOBOU U 2eMOQUIbHOU UHGEeKYuUU,
JrcenamenvHo 00 Hadana komniemenm-onoxupyrowei mepanuu. Ilockonvky TII evinonnsemcs 6
OoabUUHCMEe CYYaes NIAH080, BAKYUHAYUIO YeNleco0Opa3Ho nposecmu 00 6Ka0YeHus 8 «Jlucm
oorcudanusay. Y nayuenmog c¢ al YC crnedyem maxowce npumenams odwjue pexomeHoayuu no
npogunakmuxe uHGpeKyul y peyunuenmos coauonvlx opearnos [95,96]. Kpome moeo,
npaKxmuyeckue peKomeHOayuy nepeudHol U 6MopUYHoL NPOPUIAKMUKU UHGEKYULL Y 83POCTbIX U
oemeti ¢ al'VC paspabomanvl poccuiickumu sxcnepmamu 8 2016 2. u onyonuxosanvl 8 gude
Odoxkymenma «Pesomoyus Medxcoucyuniunapnoeo cosema 35Kcnepmog no NpouiaKmuke
MANCENbIX UHDEKYUU Y NAYUEHMO8 C 2eHeMUYECKUMU HAPYUEHUAMU De2yayuu CUCTeMbl
KomniemeHma, nonayyarowux mepanuto Ixyauzymadoomy [97]. Credyem nomuums, umo nocie

mpancnjiaammayuu 6aKyuHayusl JIHOOBIMU HCUBHIMU eaxKyuHamu abcontomuo npomueonoKkasanda.
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e He pexoMeHnayercsi UCHONB30BaTh OpPraHbl OT JIOHOPOB «C PAaCHIMPEHHBIMU
KPUTEPUSIMI», BBINOIHATH OINEPALMIO MPH BHICOKOM IPOLEHTE MPECYyIIECTBYOIIHX
antTu-HLA aHTMTENn y mnoTeHuuanbHOro peuunueHra win ABO-HECOBMECTHUMOCTH
JOHOpa ¥ pEUMNHeHTa Tpu THepecagke No4yku mnamueHram c¢ al'YC B memsx
npo¢wmnaktuku perpausa al'yY C B nepecaxkenHoit nmouke (B4) [66, 75].

YpoBens yOeaurelbHOCTH pexkoMeHaamuidi B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeJbCTB — 4)

KommenTapuu: dannas pexomenoayus o0yciosieHa evlcokum puckom peyuousa al YC
npU MANCENOM UUEMULECKU-DeNnephY3UOHHOM NOBPEHCOEHUU NOYEUHO20 MPAHCHIAHMAMA U HA

quHe aHmumeﬂo-onocpedoeaHHozo OMmopdIHCeHUu.

o He pexomMeHnayercsi BBIIIOJIHEHHE POJCTBEHHOM mepecaiku nouku namueHram ¢ al'yC
0€3 reHEeTHYECKOTO MCCIIET0BAHUS CUCTEMbI KOMIUIEMEHTA HE TOJIBKO y PEUIHEHTa, HO
U y TMOTEHIMAIBHOIO JOHOpa B IENAX NPOQUIAKTUKH MOCTTPAHCIUIAHTALMOHHOTO
permauBa 3a0oieBaHMs, TaK KaK MOXET MPHBECTH K moTepe TpaHciuiantata (B4)
[64,66,69,75].
YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEPHOCTH
JA0KAa3aTeJbCTB — 4)
Kommentapum: ouaenos al'VC 6 6onvuuncmeae ciyuaes A1aemcs npomueonoKazaHuem
K pOOCMBEHHOU MPAHCNAAHMAYUYU NOYKU 8 C8A3U C NPAKMUYECcKU HeusbexcrHuim peyuousom TMA
6 mpancnaanmame. Oonaxo TII modxcem vlNOIHAMbBCA, ecau y nayueHma — KaHouoama Ha
MPAHCNAAHMAYUIO NPU UCCTIE008AHUU 2€HO8 CUCMEMbl KOMIJIEMEHMA GbIAGIAIOMCA MyMayul,
accoyuupoeanmnvie ¢ pazeumuem al'VC, a y nomeHyuanbHozo OOHOpA MAKOBLIX He
obnapyxcusaemcs. Ilpu smom HeEOOXO0OUMO MAKCUMAILHO UHGOpMUposams OOoHOpaA U
PeyunueHma o paseumuu 603MOICHbIX OCONCHEHUL mpancniaumayuu. B mo oice epems, ecau
mymayui, omeemcmeennvix 3a pazeumue al'VYC, ne o0OHapydceHo HU Y OoHOpa, HU Y
B03MOJNCHO20 ~peYunueHma, UL OOHAPYICEHbl —2eHemuyecKue 6apuaHmsl ¢ HEeACHbIM

KJIUHUYEeCKUM 3HAYeHrHuem, om podcm@eHHoﬁ mpancnianmayuu czzedyem OmKAasamvCA.

o Pexomenayercs BbIOMpATH UHAYKIUOHHYIO u MO AACPKUBAIOIIYIO
MMMYHO/ICTIDECCUBHYIO TEpAIlMI0 B COOTBETCTBUM C M3BECTHBIMU (PAKTOpaMM pHCKa
OTTOP KEHUS TPAHCIUIAHTATA [l PELUIIMEHTOB [IOYE€YHOTO TPAHCIIAHTAaTa, CTPAJAFOIINX
al'YC, u3beras mpu 3TOM BBICOKMX KOHIIEHTpAIMii MHTHOMTOPOB KaJbIMHEBpHHA B
KPOBH, C LEJIBI0 HE JOIyCTUTh pa3BUTHs JIEKAPCTBEHHO-MHAYLMpoBaHHOW TMA

TpanciuianTara (B3) [66,75,91].
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YpoBens yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeJbCTB — 3)

Kommenrapum: y nayuenmos ¢ al'VC kpaiine dcenamenvia uHOYKYUOHHAS Mepanus
AHMUTUMPOYUMAPHBIMU AHMUMENAMU, KAK CYUWECMBEHHO CHUMCAIOWA PUCK OMMOPICEHUs.
mpancnaaumama. Ilpumenenue yukniocnopuna™* u maxkpomumyca™* nocire mpancnianmayuu
modcem dOvimb mpuceepom pazeumus TMA mpaucniaumama, 0OHaKo OaHHvle npenapamosl 6
Hacmoswee 8pems 0CMalmcs 0CHO80U UMMYHocynpeccuu. Kpome moeo, ucnonvsoeanue cxem
umMmyHocynpeccuu 6e3 YUKIOCHOPUHA/MAKPOIUMYCA He NPUBOOUM K 3HAYUMOMY CHUINCEHUIO
pucka peyuousa al'YC nocne mpancniaumayuu [98]. YV peyunuenmos c ouaenozom al'VC
cnedyem uzbe2amv 4pe3mMepHO 8blCOKUX KOHYEHMPAYUll UHSUOUMOPO8 KATbYUHEBPUHA 8 KPOBU!
KoHyenmpayus maxpoamumyca™* ne ooncrna npesviuwiams 12 ne/mn, yuxiocnopuna A — 200 ne/mn
(C0). B oorvwuncmee cayuaes uneubumopvl mTOR He credyem exkaouamsv 6 cxemy
NOCMMPAHCHIAHMAYUOHHOU UMMYHOCcynpeccuu nayuenmam ¢ al ' YC, nockonbKy ucnonv3osanue
OAHHBIX NPEeNnapamos MoXdcem HaApyulams 60CCMAHOGIEHUE NOBPEHCOEHHO20 IHOOMENUA 34 CHem
aHmunpoaughepamusHozo u npoxoazyiaumuoz2o spgexmos [99,100], oounako y omoenbHbiX
Nayuenmos8 Npu HAIUYUU NOKA3AHUU U MUAMENbHOU OYeHKe COOMHOUIeHUs NONb3A/PUCK

uneuoumopvt mTOR moeym npumensamcs.

e PexoMenayercsi TIIATENBbHBI MOHUTOPHUHI KIMHHUKO-IA0OPAaTOPHBIX IOKa3aTeNew,
CHOCOOCTBYIOIMX BBIsIBICHHI0O TMA, U BBINIOJTHEHHE OHMOTICHM TPAHCIUIAHTaTa MPH €ro
muchyHKIMH Jaxke B oTcyTcTBUe mnpu3zHakoB MAI'A mamumentam ¢ al'YC mocne
nepecajkd IMOYKU JUIsi CBOeBpeMeHHOW nuarHoctukn TMA Tpancmianrara (B3)
[66,7591].

YpoBensr yOeauTeqbHOCTH pexkoMeHaamuii B (ypoBeHb  [10CTOBEpPHOCTH

JA0Ka3aTeJbCTB — 3)

Kommenrapuu: vonumopune rabopamopusix noxasameneil TMA (uccredosanue ypoens
MpoMOOYUMo8 8 Kposu, UCCLed08aHUe YPOBHA 00We20 2emo2iobuna 8 Kpoeu, onpeoenenue
AKMUBHOCMU IAKMAMOe2UOpOo2eHasbl 6 KpOBU, UCCLed08aHue YPOBHA KpeamuHUuHd 6 KpOSu)
nocae TII cnedyem npoeooums ¢ yacmomoti 1 paz 6 neoenio 6 meueHue nepoco mecaya, 1 pas 6
2 Hedenu 6 meuenue nocredyrowux 2—4 mecayeé u oanee 1 pasz 6 mecay. bonee uacmoiil
MOHUMOPUHE HEO0OXOOUM NpU  UHMEPKYPPEHMHbIX UH@eKyusax, pazeumuu  OUc@hyHKyuu
noyeunHo20 mpancniaumama u nocie ommenvt Ixyausymaba**. Iayuenmor ¢ al'VC nocne TI1,
KOMOpbIM npekpamuiu aedenue IKYauzymaoom™*, 0ondcHbl HAX00UmMvcs noo muamenbHbiM
HabaoeHuem 8pauya-Heponoea 0nsl obecneueHus KOHMPOS 34 NPUSHAKAMU BO3MOICHOU

axmusayuu TMA u pazsumus ee mscenvix ocnodxchenuu. Ipusnaxamu peyuousa al'YC nocie
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ommenvl Dxyausymadba™** cuyocam (1) nobvie 08a uiu NOBMOPHO BbIAGIAOWUECS USMEHEHUs
00H020 U3 CIeOYIOWUX NoKazamenell: CHudcenue yucia mpomboyumos Ha 25% u bonee om
UCXOOHO20 3HAYEHUS UTU MAKCUMATLHO20 YUCLA MPOMOOYUMOB 80 8PeMS IeUeHUsl NPenapamom
Okynuzymad**; yeenuuenue KOHYeHmMpayuu KpeamuHuHa cvleopomiku Ha 25% u 6Oonee no
CPABHEHUIO C UCXOOHbIM 3HAYEHUEeM Wl MUHUMATbHBIM YPOBHEM 60 6peMs mepanuu
npenapamom Ikyauzymad** unu yeenruuenue coisopomourou akmuenocmu JIAI na 25% u 6onee
NO CPABHEHUIO C UCXOOHBIM UIU MUHUMAIbHLIM 3HAYEHUEM 60 8peMsi mepanuu npenapamom
Oxyauzymad™*, unu (2) 110600 U3 Cre0VIOWUX CUMNMOMOS8: UMEHEeHUe NCUXUKU, CYOOpPO2U,
CMEHOKApOusi, 00bIWKA, MPOMOO3, MANCENbIl NAHKPeamum, 6He3ANHOe YXYOUleHUe 3PeHUs..
Ocoboe 6HUMAHUe HYICHO 0Opaujams HA HapyweHue QYHKYUY noyek oaxice npu Omcymcmeuu
IKCMPAPEHATLHBIX NPOSAGIEHUU. Dmu CUMImMOMbl Mo2ym Ovims ampubymuposausvl Kk al VC
nocne UCKIIYEHUs psaoa NPUyduH, KOMopbvle MAaKice MO2ym CONpoBONCOAMbCs U3MEHEHUEM
NepPeyUCIeHHbIX 1A00PAMOPHBIX NAPAMEMPO8, 0COOEHHO 8 PAHHEM NOCMMPAHCHAAHMAYUOHHOM
nepuoode  (Hanpumep,  Xupypeuueckue — OCIAONCHEHUs,  UHDeKyuu,  2eMamoiocutecKas
MOKCUYHOCb UMMYHOCYRpeccanmos u op.). B cayuae uzonuposannoco nogvluienus ypoeHs
KPeamuHuHa cbl8OpOMKU AUOO0  HenoiHo2o cumnmomokomniexca TMA —obszamenvha
mopgonocuneckas epuurayus NPUHUHbL  OUCHYHKYUU MPAHCIIAHMAMA, NOCKOIbKY He

uckatouaemces pazsumue TMA, noxkanuzosanuoti moavko 6 mpancnianmame [101,102].

e PexoMenayercsi B KauecTBE TepanmMu IEPBOM JMHUM TMPUMEHATh DKyInzymadb™* B

cinyudae peuuausa al'Y C nocine nepecaaku nouku (A2) [66, 75,91,103].

YpoBenbr  yOeauTeJbLHOCTH  pekoMeHAanMid A  (YPOBEHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: npu o3uuxnosenuu peyuousa al YC nocne TII unu pazsumuu de novo
al’VC (TMA c¢ mymayuamu 2eHO8 KOMNIEMEHMA, 6nepevle  GblAGLEHHbIMU  NOCe
MPAHCHIAHMAYUY) NOKA3AHA 8bICOKAs d¢hhekmugHocmv Ixyauzymaba **, ocobenno npu pannem
nauane mepanuu [103- 105]. Penanvhviti mpaucnianmam euje MmeHee yCmoudus K KOMNiemMeHm-
0NOCPEOOBAHHOMY NOBPEHCOEHUIO, YeM COOCMBEHHble NOYKU, NOIMOMY 3A0EPAHCKA C HAUATIOM
mapeemuou mepanuy 0axce HA HEe3HAYUMENbHbIN CPOK MOXMCEm Npueecmu K HenoaIHOM)
80CCMAHOBIEHUIO UIU Nomepe QYHKYUU mpaucnianmuposanno2o opeauva [103]. B nepuoo
00ICUOaHUsL NOCMABKU IDKyauzymada™** (npu He803MONCHOCMU HEMEONIeHHO20 €20 B8edeHUs)
MOodHcem npoeoOUMbCsL NIAIMO0OMEH ¢ A0EKBAMHBIM 00beMOM IKCHY3UU U 3amMeuyeHus naa3mMou
— 40—60 mn/ke maccvr mena nayueuma. QOHokpamuoe 6sedenue IKymzymadba™** ons nevenus
peyuousa al'VC nocire mpancnianmayuu He noooepacusaemcs.  IlpooondcumenvHocms

npUMeHeHUs. KOMNIeMeHm-010Kupylouel mepanuy y nayuenmos, neperecuiux peyuous al yC
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nocne TII, okonuamenvHo He ycmaHroeJjlenda, Ho oueeudHo, umo smu nayueHmol nonaoawom 6

2PYNNY 8bICOKO20 PUCKA NOBMOPHO20 Peyuousa 8 ciyuae ommenvl IKyauzymaoa **.

3.5 MouutopuHr 3(pbeKTHBHOCTH U 0€30HACHOCTH JeYeH s

B GonbmmncTBe ciywyaeB npu al YC mpenycMaTpuBaeTcsl MOKU3HEHHOE NPUMEHEHUE
KOMIUIEMEHT-0NoKupytomei tepanuu. [logoOHBIN pexuM JedeHus aOCOIIOTHO HEoOXO0IuM
NalyeHTaM C UICHTU(PUIMPOBAHHBIMU MyTalusiMu reHoB ¢aktopoB komiuieMenta CFH, CFI,
CFB u (3, mockoJIbKy OHHM OTHOCSTCA K KaTe€rOpuu BbICOKOro pucka pemuauBa al'yYC

[35,42,66,86,88].

e He pexomenayercsi 1a00paTopHOE MOHUTOPUPOBAHKUE CTEIICHH OJIOKAIbI KOMILUIEMEHTA
Ui OUEHKH H(GGEKTUBHOCTH OKylu3zymaba*® B Xome KOMIUIEMEHT-OJIOKUpYIOIIEH
tepanuu nanuenTa c al'YC (C5) [35,83].

YpoBens yOeautenbHocTH  pexoMenaammii C  (YpoBeHb  [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

KommenTapuu: O10xada xomniemeHma npoucxooum 6 meueHue 00HO20 4aca Nocie
nepeou ungyzuu IKxyruszymaba™* u coxpamsemcs Ha OOCMUSHYMOM YPOSHE HA NPOMANCEHUU
unmepgana medxicoy esedenusmu [35,83]. EOuncmeenHbiM OOCMYNHBIM MAPKEPOM OJil OYeHKU
cmenenu 0J10Kaobl A65emcst 00uwas eemoIumuieckas akmusHocmo komniemenma CH50 [106].
Kax npasuno, ona ocmaemcs nuskoul 8 meuenue 12—14 oueil, wem u 06ycnosieH 08yxHeoe vbHblll
uHmep8an 8 nepuod noodepaicusaiowell mepanuu. broxkada xomniemenma oocmueHyma, eciu
snauenuss CHS50 cocmasnsiom <10%. Ilooasnsiowee 60abuuHcmeo nayueHmos, Kaxk OvlLio
NOKA3AHO 8 NPOBEOEHHbIX UCCIe008AHUAX, OOCMULAIOM IMO20 YPOBHS CPA3Y Hce NOCie Nepeol
ungyzuu Ixymuzymadba**, nosmomy 6 xooe JieueHus Hem HeoOXO0OUMOCMU MOHUMOPUPOBAMD
CHS50, eciu y nayuenma 6o épems nepuooa UHOYKyuu HAOII00Aemcsi HOPMAIU3Ayus 4Yucia
mpomboyumos, cHudxcenue JIJI" u yposns kpeamununa donee wem Ha 25% om ucxoounozo [66].
Ilokazamenv yposua C3 ¢pakyuu Komniemenma He NOOXOOUM Ol MOHUMOPUPOBAHUS
apppexmusHocmu npo8oOUMOl mepanuu, NOCKOILKY y nayuenmos, umetowux mymayuu CFH u
C3, OH UCXOOHO CHUMICEH U NOBLIUEHUS €20 HeNb3sl 0ACUOAMb 8 X00e Nedenus IKymzymadbom™*

[35, 63].

e PexoMenayercsi ompenenuth OOLIYI0 TEMOJUTHYECKYIO CIIOCOOHOCTh KOMILIEMEHTa
(CH50) mpu OTCYTCTBUHM MOJOKHUTEIBHON JUHAMUKH T'€MAaTOJOTMUYECKUX IOKa3aTenei
MalnyMeHTa B MEpHOJA WHIYKIMOHHOW Tepamuu s OUEHKH 3()(HEeKTHBHOCTU OJOKabI

KOMIUIEMEHTA U [T yTOYHEHHs MPUYUHBI HedPekTUBHOCTH DKynu3zymada** (C5) [35].
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YpoBens yOeautenbHocTH  pexoMenaaumii C  (YpoBeHb  [10CTOBEPHOCTH

JA0Ka3aTeJbCTB — 5)

Kommenrapun: noxazamens CH50 6bonee 10% ceudoemenvcmgyem o6 omcymcmeuu
NOJIHOU 610KAObL KOMNJIEMEHMA, A6AAI0UueMcs npudunol Hedggexmusnou mepanuu. Cecoows
U38ECMHO HECKONbKO NPUYUH, C KOMOPLIMU C8A3AHA HeOOCMAMmMOYHaAs OJI0KA0a KOMNIeMeHmd,
npudem 6ce OHU KpauiHe peoKu. Imo moz2ym 0bimb UHOUBUOYATbHASL HeOOCMAMOYHOCHb 003bl
(uawe y Oemetl, OOHAKO BO3MOMNCHO U Y OUYEHb KPYNHLIX 63DOCAbIX NAYUEHMOB), IKCKpeyus
Okyauszymaba** ¢ mouwou npu Hamuuuu Yy NAYUEHMA MACCUBHOU NPOMeuHypuu u
Heghpomuueckoeo cunopoma. Ilpu adexeammoii 003e npenapama NPUHUHOU OMCYMCMEUL
O10Kadbl Komnaemenma Modcem Ovimb ceHemuueckuil eapuanm C5 KoOMnoHeHma, umo
npedomepawaem c6136 ¢ HuM Oxymuszymaba** u obecneuusaem, maxum 00OpaA3OM,
pezucmenmuocms Kk nocieovemy [35, 107]. B xode komniemeHm-O10KUpylowel mepanuu
B03MOJICHO NOsAGAeHUEe anmumen Kk IKyausymaoy**, makoice npuooswux Kk HeaghghexmusHocmu

npenapama.

3.6 IIpodhu1aKkTHKA HeKeJaTEJIbHLIX ABJICHUH Tepannun

o PexomMeHnayercsi NpPOBOAUTh  PEBAKUMHALMIO  [MAllMEHTAa  NPOTUB  MEHUHIUTA
KOHBIOTUPOBAHHOM TETpaBaKIMHOM MPOTHB cepoTunoB Bo30yaurens A, C, Y u W135%*
yepe3 2 rojia mociie nepBoil BaKIMHAILMU MPH JUIUTEIBHOW KOMIUIEMEHT-0JIOKUPYIOIIeH
Tepanuu peKOMEHIyeTcs sl NpOQHUIAKTUKH MEHMHrOKokkoBoW mHpekuuu (C3) [35,
66].

YpoBens yOeautenbHocTH  pexoMenHaauuii C  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 3)

3.7 JledueHue 0cOOLIX rPYNI NAIIUEHTOB

3.7.1 Jleuenne nampeHTOB ¢ al ' YC, acCOIMUPOBAHHOIO ¢ 0€PEeMEHHOCTLIO

I'YC-accommmpoBannbiii ¢ OepemenHocteio  (B-I'YC) — »aro arummunsii ['YC,
Pa3BUBLIMICS B MEPHUOJ OT MOMEHTA MOATBEPKACHUS (hakTa OepeMeHHOCTH 10 12 Henenb mocie
ponopaspemieHuss wiu npepbiBanus O6epemenHoctu [47,108]. bonee uem y 50% mnammeHTOK
al'YC pa3BuBaeTcs Npu TMOBTOPHBIX OepeMeHHOCTAX. Pa3zBuTthe 3a0o0jieBaHUS BO3MOXKHO Ha
T1000M cpoke OepeMEHHOCTH, OJTHAKO B MOAABIISIONIEM OOJIBIIMHCTBE ciydaeB (74 - 94%) al'YC
Bo3HuKaeT B III Tpumectpe ¥ paHHEM IOCIEPONOBOM IEPUOAE, TOrAa Kak Ha I Tpumectp
npuxoautcs Bcero 11% cnyuaes, a Ha Il — no 15%. b-I'YC xapakrepusyercsi arpecCUBHBIM

TEUEHUEM U KpailHe HeOJaronpusTHHIM IMPOTHO30M: MAaTE€pUHCKass CMEPTHOCTH Jocturaet 42%
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[47,109]. YacroTa BBIABICHHUS TI'CHETHUECKUX J€()EKTOB B CHUCTEME KOMIUIEMEHTa IpH
akymepckoMm al'YC conocTaBuMa ¢ TakoBOM B 001ieit nomysiuuu nanuentos ¢ al' YC, uTo naer
OCHOBAHHMS pacCMaTpHUBATh ATO 3a00IeBaHue HE Kak BTOpUuHyIo ¢popmy al YC, a Kak HCTHUHHYIO
KOMIUIeMeHT-onocpenioBanHyto TMA, mist KOTOpoi OepeMEHHOCTh SIBHJIACh TPUITEPOM.
[IpoBeneHHbIE HMCCIIEOBAHUS T€HETHUECKOTO MPO(GMIS CHCTEMBbl KOMIUIEMEHTA Y JKEHIIUH C
akymepckuM al'YC BbIABWIM MyTaluM, accoluupoBaHHble ¢ pasButueM al'YC, y 46-56%
nanuenTok [108,111]. Kome Toro, BaxkHyto ponb B Manudecrauuu b-I'VYC urparot ocinoxHeHHUs
OEpEMEHHOCTH M POJOB — MPEIKIAMIICHS, KPOBOTEUEHHs, OIEpPATUBHOE POAOpa3pelIeHUe, —
NPEJCTABISAIONIME  COOOH  JIOTIOJIHUTENbHBIE  KOMIUIEMEHT-aKTHBUPYIOIIHE  COCTOSIHUS,
paccMmarpuBaeMble Kak Tpurrepbl octpoir TMA [112-114]. Takum oOpa3zom, JiedeHue
akymepckoro al'YC, 6e3ycioBHO, SBISIOLIETOCS KOMIUIEMEHT-OMOCPEJOBAHHOM MaTOJIOTHEH,
JOJIKHO COOTBETCTBOBATH TEM K€ NMPUHLMIAM, 4yTO U JiedeHue al'YC BO B3pocioil momymisinuu

IIanuCHTOB.

e Pexomennyercsas panHee (B TeueHue 24 YacoB) Hayalo IUIa3MOTEPANMUA BCEM
MalUeHTKAM c [I0103PEHUEM Ha b-I'VC rnocie IIpephIBaHUs
O6epeMenHocTu/poaopaspemienus (A2) [47,76,108,109,112,115].

YpoBenbr  yOeauTeJbLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommenrapun: xoms ASFA (amepuxanckoe obwecmgo no agepesy) 6 kavecmse
mepanuu 1-oti KUY pekomendyem niazmooomen moavko 6oavhvim ¢ TTI (A1) u 6orvHbiM €
al'VC, umerowum aumumena x ¢axmopy romniemenma H (C2), ommuocs npu smom
npakmuuecku ece ocmanvhvle npuyunsl al Y C ko Il u oaxce Il knaccy (mepanus 2ot wunuu, 2C)
[115], nposecmu Oughghepenyuanvhyio OuaeHOCMUKy 6 nepsvie uacvl U OHU 3A00Ne8aHU He
npeocmasaemcs 03MONCHbIM, 8 CEA3U C UeM Modcem Obimb NOMEPAHO OPALOYEHHOE BPEMS.
Ilpunumas 60 6HUMAHUE OCOOEHHO msadCenoe, HepeoKo Kamacmpoguueckoe meyeHue
akywepckoco al'VC, Heobxo0umo HauuHams NiA3MOMepanuio, KAk moavko 0yoem

koucmamuposana TMA.

e PexoMeHnayercsi HauMHATh KOMIUIEMEHT-OJOKHPYIOIIYI0 — TEpamuio  MpenapaTom
Okynm3ymadb** mnampentkam ¢ b-I'YC mnpu HedhheKTUBHOCTH IUIa3MOTEPAIUH,
MpoBOAMMOM B TeueHue He MeHee 3 aueit (A1) [108,109,112,116].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 1)
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KommenTtapum: npomoxon neuenus axywepckoeo al'VC noanocmeio ananozuveH
NPOMOKONY Jleuenus 83pocavix nayuenmos ¢ al YC 6 omnowenuu 003 npenapama, uHmMepeaios
MedHcoy 8gedeHusMU U npoooaxcumenvHocmoio mepanuu. B ciyyae B-I'YC nocneousis 001cHa
onpeoensimvcsi UHOUBUOYATbHO.

e PexomeHayercsi Ha3zHauaTh TEPANMIO AHTHOMOTHUKAMH IIMPOKOTO CHEKTpa JEHCTBHSA
JaKe TPU OJHOM TOJBKO KIIMHHYECKOM IOJIO3PEHUH HA MOSBJICHUEC HH(EKIIMOHHBIX
ocinokHeHud mnamueHTkaM ¢ b-I'YC, umeromuM BBICOKHM PUCK Pa3BUTHS CUCTEMHOM
uHdpeknuu (A2) [117,118].

YpoBenbr  yOeauTeJBLHOCTH  pekoMeHAauMid A  (YPOBEeHb [10CTOBEPHOCTH

A0KA3aTeJbCTB — 2)

Kommentapum: pazsumue TMA ciedyem paccmampueams Kaxk @Qakmop pucka
paseumus  CUCMeMHOU  UHGeKyuu, MNOCKOAbKY UUeMUYecKoe NO8peXdCcOeHUue Op2aHos
npeopacnoiazaem K unpuyuposanuto. Ewe oonum ¢haxmopom pucka ungexyuu sensemcs
onepayus Kecapega ceyeHusi, mak Kax 8 nooasuaoujem 0oIbUUHCMEe CIyuaes npesKiamncus,
npeowecmeyrowasn pazeumuio al'YC, cuysxcum noxazanuem K onepamusHomy pooopaspeueHuio.
Taxkum obpasom, nazHauenue anmubuomuxoe y nayuenmox c al YC saeniemcs cpeocmeom

npoghunaxmuxu cencuca [117,118].

4. MequumnHcKas peaduJanTalUs U CAHATOPHO-KYPOPTHOE JieYeHne,
MeIUIMHCKUE MOKA3aHUS U MPOTUBONOKA3aHUA K IPUMEHEHHUI0 METO/I0B
MeIUIMHCKO pea0uaIuTalu, B TOM YHCJIe OCHOBAHHBIX HA HCNOJIb30BAHUU
NPUPOIHBIX JiedeOHBIX (PAaKTOPOB

Mertoasl peabmiuTtanu HanueHToB, nepeHecumx al'YC, He pa3paboranbl. Y yacTu
MAIMEHTOB, HECMOTPSI Ha KYITUPOBAaHHE FeMaTOJIOTUUECKUX MPOSIBIICHU 3a00J1€BaHus, (PYyHKIHS
IIOYEK MOXKET HE BOCCTAHOBUTBHCS WM BOCCTAHOBUTHCS HE IOJHOCTBIO, B PE3YJIbTAaTe YEr0 OHU
MOTYT OCTaThCs TUaln3-3aBUCUMbIMH, WU B ucxonae OIIIl y Hux chopmupyercs XxpoHUdecKas
6one3np mouek (XBII). B atux cioyyasx cieqyeT NPUMEHSATh METOJbl peadHIUTALuH,

MpeyCMOTPEHHbIE peKoMeHaauusamu mo XbI1.

5. HpO(l)I/I.HaKTI/IKa H JTHCHHAHCCPHOC Haﬁ.mo):[enne, MEAUINHNHCKHUC NIOKA3aHUA U

MMPOTUBONIOKA3aHUA K IPUMECHCHUIO MCTO/I0B l'[pO(l)l/I.]IaKTI/IKI/I

Mertoasl nepBuuHOil mpodunaktuka al'YC He pa3paGoTaHbl. Y NalMEHTOB C YKe
YCTAHOBJICHHBIM JIMarHO30M U [0JIyYaIOIIUM [TATOT€HETUYECKYIO TEPAIHIO CIIEyEeT pealn30BaTh

pAL Mep, HApPAaBJICHHBIX Ha NPEIOTBPALLCHUEC HEKEIATEIbHBIX SBJICHUM TEpaluu, KOTOPBIE
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u3noxkeHsl B pazjaene 3.6 [IpopuiakTuka HekeslaTebLHbIX siBJeHMI Tepanuu. [Ipunumas Bo

BHUMAaHHUE POJIb BHEIIHUX (DaKTOpOB (B MEpBYIO ouepenb, MHPEKINH, a TaKXKe CTPECC, TPaBMBI,

BHYTPUBEHHOE BBEJCHUE PEHTI'€HOKOHTPACTHBIX MPENapaToB, OCIOXKHEHUs OCpEeMEHHOCTH) B

pa3BuTHM ocTporo smuzofga TMA y NpeapacnojoKEHHBIX JIMI, BO3MOXKHA MpOQUIaKTHKa

peunausoB al'YC.

PexomeHnayercsi 00ydaTh MalyMeHTOB TOMY, KaK M KaKMX CUTyalil ciieyer u30erats,
4TOOBl HE JIOMYCKAaTh Pa3BUTHUS  MOBTOPHBIX ANHM30[0B  3a00neBaHHA  JUIA
npenoTBpamieHyss peuuanBoB al'YC y DalMeHToB, NEPEHECHIMX OCTPBIA 3IMH30[
koMmIuieMeHT-onocpenoBannoit TMA (C1) [39].

YpoBens yOeautenbHocTH  pexoMeHaanmumii C  (YpoBeHb  J10CTOBEPHOCTH

A0KAa3aTeJbCTB — 1)

PexomenayeTcss OCYIISCTBISITh JWHAMHYECKOE HAONIOJEHHE BCEX MAI[MEHTOB,
nepenecmx al'YC, He3aBHCHUMO OT TOTO, MOJYYalOT JU OHU WM HET KOMIUIEMEHT-
OJIOKHPYIOIIYIO Tepamnuio JKynusymadom™** (C5).

YpoBens yOeautenbHocTH  pexoMenaammii C  (YpoBeHb  [10CTOBEPHOCTH
A0KA3aTeJbCTB — 5)

KommeHnTapuu: 6 meuenue nepsvix 4-6 mecsayes nayueHmos Heooxooumo o0ciedo8ams

Kaxcovie 2-4 uedenu. B nocneoyiowem nayuenma ciedyem HaOII0O0AMb eHCeK8APMAIbHO 8

meuenue nepauvix 3 1em, 8 nocieocmeuu 1 pas @ 6 mec.

Pexomenayeresi THHAMUYECKOe HAOIIOICHNE BCEX MAIMEHTOB, nepeHecmux al YC, mis
KOHTpoJsi AJl, CBIBOPOTOYHBIX YpOBHEH KpeaTuHuHa u ansoymuna, CK®, nporennypun
1 0CaJiIka MOYH, KIIMHUYECKOTO aHaiu3a KpoBH namueHty (C5).

YpoBens yOeautenbHocTH  pexoMenHaaumii C  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)

Pexomennyercss BceM namueHTkaMm, nepeHeciimM  al'YC  u IutaHMpyrOIMM
OepeMEeHHOCTh, B IUIAHE MPErpaBUAAPHON MOATOTOBKU IMPETOCTaBUTh MH(DOPMALHUIO O
BO3MOXXHBIX PHUCKax peuuauBa W  HEOJarompusTHOM HcXole OepeMEeHHOCTH,
copMHUpOBATh MHIMBUAYAIBHBINA IUIaH BEJCHUS OEPEeMEHHOCTH ¢ MOMEHTA 3ayaTHs 10
poaopaspelieHus, BKIovas paHHU nociiepo1oBelil nepuos (C5).

YpoBens yOeautenbHocTH  pexoMenaammii C  (YpoBeHb  [10CTOBEPHOCTH

A0KA3aTeJbCTB — 5)
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KommenTtapum: Oepemennviv owcenuunam, panee neperecuwum al'VC, Heobxooumo
mwamenvHo MoHumopupoeamv AJl, 6 nepeom u emopom mpumecmpax cecmayuu cieodyem
eAHCEMECAYHO BLINOTHAMb KIUHUYECKUL AHATU3 KPOBU C 00A3AMENbHbIM ONpedeieHuem Yuciad
mpomooyumos, oowull aHaiuz modu, onpeoeienue cvisopomourozo kpeamununa, AJIT, ACT,
JIIT. Pa3z 6 mpumecmp HeoOX00umo evinoausme npody Pebepea onsa onpeodenenus CKO,
bakmepuono2udeckull aHaiu3 mouu. B mpemvem mpumecmpe KIUHUYECKUE AHATU3LI MOYU U
Kposu, onpeoeneHue KpeamuHuHa U ne4eHOYHbIX (hepMenmos ciedyem 6biNOIHAMb pas 6 2 Heo,
noceg mouu — eaxcemecauno. C 12 ned. bepemenHocmu noKaA3aHa npoQuUIAKmMUKA NPesKIaMncuu
acnupurcooepcawumy npenapamamu. B ciyuae npomeunypuu >12/cym nokazano nazmaveHue
HU3KOMOJIEKVIISIPHbIX 2enapunos. B ciyuae evisenenus ungexyuu mouesvisooawux nymet
He0OX00UMO  C80E6PEeMEHHOe HAYaN0 A0eK8AmHOU aHMUOAKMEPUATbHOL mepanuu 8
COOMBEMCMBUL C UYBCMBUMETbHOCMbIO 8030y0umens. Bce ykasannvle mepanesmuieckue mepol
HANPAsieHbl HA HeOONnyweHue aKyuwepcKux OCLONCHEHU, COBOKYNHOCHb KOMOPLIX MOJCem

npusecmu K pazeumuio axyuiepckozo al VC.

6. Opranusanusi OKa3aHUSA MeANIIMHCKOM MMOMOIIM

®opma - IKCTPeHHAas1, HEOTJIOKHASI; YCJIOBHSA - CTAIMOHAP

IToxazaHus 1J1s1 3KCTPEHHOM TOCIUTAIN3ALNN B MEAULIMHCKYO OPTaHU3aLHIO:

1) Pa3BuTHE TSIKENBIX OPraHO- M JKU3HEYTPOIKAIOIINX MPOSBICHUN 3a00JI€BaHUS — OCTPOTO
MOBPEXJIEHUS T0YEeK C MOTPEOHOCTHIO B MPOBEICHUU 3aMECTUTENIBHOW IMOYEYHOU
Tepanuu (reMoauanns3), OCTPOi CepAeYHON U AbIXaTEIbHON HEJOCTATOYHOCTH, TSKENOTO
nopaxenus JKKT, IIHC, oprana 3peHusi, reMOJIMTUYECKON aHEMHUH, FEMOPPAruyecKoro
CUHIpPOMAa C LEJIbI0 TMEPBUYHOM JUArHOCTHUKH, IUIa3MOTEpPAalMM U KOMIUIEMEHT-
OJIOKHPYIOIIEH Teparuu

2) HeoOXoaMMOCTh AKCTPEHHOTO Hayala KOMIUIEMEHT-OJIOKHpYIOLIeH Tepanuu Yy
MAIMEHTOB ¢ peruauBoM octpoit TMA

®opMa - IVIAHOBAsA; YCIOBUS - CTALIMOHAP, IHEBHOM CTallMOHAP:

IToxazaHus U1l IJIAHOBOM FOCIMTAIN3ALMHU B MEIUIIUHCKY0 OpTraHU3allHIo:

1) Mannuamms — KOMIUIEMEHT-OJOKMPYIOIIEH — Tepamuu  NpU  HEXKU3HEYTPOXKAIOIIUX
BapHaHTax TeueHHs 3a00JIeBaHUS;

2) HeoOX0aMMOCTh yTOYHEHHS MPUYUHBI HEIPPEKTUBHOCTH KOMILIEMEHT-OJIOKHPYIOLIEH
Tepanuy Npy HEKU3HEYTPOKAIOIIEM TEUSHUH 3a00JI€BaHUS

3) Heo6xoauMocTh BeIonHeHUsT HeppoOuorncumy;

4) IIpoBeneHne TIJIAHOBOTO TIOBTOPHOTO  BBEACHUS OKyinm3ymaba B OTCYTCTBHE

KHU3HEYTPOKAIOIINX TPOSBICHUN 3200 IeBaHHS
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IToka3aHus K BBINUCKE MALUEHTA U3 MEAULMHCKOM OpraHu3aluu
1) Croiikoe yiydnieHHe COCTOSHUSI, KOTJa MAlMeHT MOXKeT Oe3 ymepOa s 370pOBBS
NPOJOKUTH JICUEHUE B aMOyIaTOPHO-MOTUKIMHUYECKOM YUPEXKICHUH WIH JJOMAILTHUAX
YCIIOBHSX;
2) IIpu HEOOXOJUMOCTH MEPEBO/Ia MALMEHTA B IPYTYIO OPTaHU3aIHIO 3/IPaBOOXPAHECHHUS;
3) I'py0oe HapyIIeHHE TOCTIUTAIEHOTO PEKUMA;
4) Ilo nucekMeHHOMY TpPeOOBAHMIO MAIMEHTA JHOO €ro 3aKOHHOTO NPEACTABUTENS, €CIH
BBINIMCKA HE YTPO’KAeT KU3HU MALMEHTa U HE ONacHa JUIsl OKpy Karolux. B aTom ciyuae
BBIMHCKA MOXET OBITh MPOU3BENIEHA TOJBKO C pa3peleHus] IIaBHOTO Bpaua OOJBHMIIBI

WM €r0 3aMEeCTHUTEIS 0 JIedeOHOM paboTe.

7. JomosHuTebHAsE MHGOpManud (B TOM Yucjae GaKTOPbl, BJUSAIOIIHNE HA
HCXO0/1 3200/ 1€BAaHUSIMJIM COCTOSIHHA)

Hanuuune myTtaimii B TeHaX TOTO WM MHOTO (haKTOpa KOMIUIEMEHTa HEMOCPEACTBEHHO
BIUsIET Ha xapakrep TeueHus al'yYC, oOumii 1 moueyHbIi MPOTHO3, a TAKXKE OIMpPEIENIsieT IPOTHO3
y MAIMEeHTOB C TPAHCIUIAHTUPOBaHHOU moukoit (Cm. Tabnwuma 2). Takum 006pa3om, y MaeHTOB
¢ al'VC nporHo3 BapbupyeT B 3aBUCHUMOCTH OT reHotumna. Tak, manueHTsl ¢ mytauusmu CFH
UMEIOT XYAIIMA TpOTHO3, a O6onbHble ¢ MyTaaMu MCP — myummif. CMepTHOCTD BO Bpems
NIEPBOTO 3MK30/1a 00JIE3HU COCTABIIET y feTel ¢ myTatusmu pakropa H 20-30%, a y B3pocibix
— 4%. TepmunansHO#l moueunoit HepocratouHoctu (TIIH) B mcxone ocrtporo snmzona cpeau
BbDKUBIIUX JeTed pgocturatot 20—40%, cpenu B3pocibix — 48%. [lo cpaBHeHUIO ¢ HUMU, HE
3a(hUKCUPOBAHO CIyyaeB CMEPTU B MOMEHT OCTPOTO 3MK30/a 00JIE3HH HU y OJTHOTO OOJIBHOTO C
myTtaimamu MCP HesaBucumo ot Bospacrta. TIIH pasBunace y 25% B3pocCibIX NAlMEHTOB C
9TUMHU MYyTalUUsIMM, TOTJA Kak cpeau aered mnporpeccuposanus a0 TIIH He oTmedeHo HM B
onnoMm ciydae [1,35,42,66]. Ilpu ecrectBenHoM Teuenuu al'YC 3aboneBaHue OTIUYAETCS
HEeOJaronpusTHHIM TPOTHO30M HE3aBHCUMO OT TOTO, B KAaKUX PETyJSTOPHBIX Oenkax u
KOMIIOHEHTaX KOMILIEMEHTA UIEHTU(PHUIIMPOBAHBI MYTaIUH, @ TAKXKe B CIIy4asiX, KOT/la BbISIBUTD
UX He yhanoch. llpuMeHeHHe KOMILIEMEHT-OJOKHPYIOMIEH Tepanuu KapUHAIBHO H3MEHMIIO
nporuo3 nanueHToB ¢ al'YC. Pannee — B TeueHue mepBbIX 7 AHEH oT nedroTa 3a00JIeBaHUS —
Hayajo JiedyeHHs OKyIu3ymMaOoM TO3BOJSET HE TOJBKO KYyNHUPOBAaTh TI'e€MaTOJIOTHYECKUE
nposipienus al'YC, HO 1 BOCCTaHOBHTH (DYHKIIMIO MOYEK, N30aBUB MAIMEHTOB OT MOTPEOHOCTH B

nuanu3Hou repanuu [35,39,42,66,75,88].
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KpnTeplm OIICHKH KaYeCTBa MeI[I/IHI/IHCKOﬁ IIOMOIIIHN

Kpurepun kavyecrBa

Yposennb
y0eauTeIbHOCTH
peKoMeHIanui

Yposennb
AOCTOBEPHOCTH
A0KA3aTeJbCTB

BrimonireHo nmabopatopHoe oOcnenoBaHue: OOIIHiA
(KIMHUYECKUHM) aHalnu3 KpPOBU  pa3BEPHYTHIH,
BrimonHeHo wuccieoBaHuWEe ypOBHS IIM30LIMTOB B
KpOBH, OOIIMI (KITUHUYECKU) aHATTU3 MOYH, aHAIIH3
KPOBH  OMOXMMHYECKHH  OOIIeTepaneBTHYECKUMA
(KpeaTMHUH, MOYEBMHA, MOYEBas KHUCIIOTA, KaJHi,
Hatpuii, JIAT', o6mmii u npsmoit OunupyOuH, oOumit
0enok, anbOyMHH), HENpsIMOW aHTUTIOOYIMHOBBIN
tect (Tect KymOca), mpsiMmoil aHTHIIIOO0YJIWHOBBIM
tect (mpamas mpoba Kymbca), pacuer CK® mo
CKD-EPI

A

1

BrinmoaHeHo onpCaACIICHUC rarnroriaoOuHa B KpOBHU

Brinonnen KOMILIEKC UCCIIE0BAaHUMN Ha
JMAapOTEHHBINA AIIEPUXUO03, BbI3BAHHBIN HH(pEKIUeH
Escherichia Coli
(EPEC/ETEC/EIEC/EHEC/EAZEC)

W |>

Beinosnneno omnpeaenenue aktuBHocTh ADAMTS-
13 B ma3me KpoBu

BrinomHeHo KOMILJIEKC HUCCIIe0BaHUMN st
NUArHOCTUKM  CUCTEMHOM  KpacHOM  BOJIYaHKHU
(onpenenenue anTuHyKIeapHoro (akropa Ha HEp-2
KJIETKaX, MAHEJIU aHTUSJEPHBIX aHTUTEN, aHTUTEN K
nsycrmpansHoit  JIHK, kapawonumuny, B2-ITI1,
BOJYAHOYHOI'O AHTHUKOAryJsiHTaA)

Bemonnen  ckpunuar  Ha  BUY-undexunmio
(MounekynsspHO-OHOOTHYECKOE UCCIIE0BAHNE
KpPOBH Ha BUPYC MMMyHo eduunTa yenoeka BUY-
1 (Human immunodeficiency virus HIV-1)

Brimonnena koarynorpamMma  (OpUEHTHPOBOUYHOE
HCCJIEJ0OBAHUE CUCTEMbI T€MOCTAa3a)

Bremonneno wuccnepoBanue ypoBHs C3  ¢dpaximu
KOMIUIEMEHTa, uccienoBanue ypoBHs C4 ¢dpaxiuu
KOMIUIEMEHTA

BrimonHeHo wucciienoBaHME aHTUTEN K (akTopy
koMmiuiementa H (CFH)

10.

BrimonHena OwMoOIICHS ITOYKH npu COMHUTCIBHOM
MW HCACHOM JHUArHO3¢€

1.

B kagecTBe Tepamuu NEpBOM JIMHHUM HA3HAYECHO
JICUCHUE CBEXE3aMOPOKEHHOM IUIa3MOW B BHUIE
1a3MOo00MeHa MITU TpaHCy3uit

12.

ITpn Hea(pdexkTuBHOCTH C3I1 Ha3Ha4YeH
KOMILUIEMEHT-0JIOKUPYFOIINI npemnapar
Okynuzymad**

13.

IIpu anturensHoM al'VYC B nomnosHenme k C3II

HasHaueHbl [K** B coueranum c #ID** win
H#PTM**
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YposeHb Yposenb
Ne Kpurepun kavyecrBa y0eauTeJbHOCTH| A0CTOBEPHOCTH
PEeKOMeHalui | 10Ka3aTeJabCTB
14.| Tlepen  HavanmoM  Je4eHUs  OKynuzymadbom™** A 1
Npou3BEJeHa  BaKIMHAIMA  NpoTuB  Neisseria
meningitidis KOHBIOTHPOBAHHOW  TETpaBaKIMHOM
poTuB cepoturoB Bo3oyautenss A, C, Y u W135**
15.| Ilpu cpouHoM Hauaie jeueHHs OKynuzymadbom™** A 1
Ha3HA4YEHbI unpodokcaua** I
MIEHUAIIIUTHHE Y * WIH  aMOKCUIIIJINH** 1501051
tiedanocnopunsl 111 mokosienns **
16.| Ilepecanka nouku y nauueHTtoB ¢ TXIIH BeimonHeHa B 4
HE paHee, yeM 4epe3 6 Mec. AMAIU3HON Tepanuu
nocie oueHku pucka penuausa al'YC, caemanHoi
Ha OCHOBaHHMHU MOJIEKYJISIPHO-TEHETHYECKOTO
uccrnenoBanus myrtanuit: ¢akropos H, I, B, C3,
tpombomotynuH, MCP)
17.| Hasnauen DOxynuzyma®** mig  npoduimakTUKH A 2
permanBa 3a001eBaHUs B IEPECAKEHHOM MMOYKe MPHU
BBICOKOM WMJIM CPEHEM PUCKE pELUANBA
18.| Ilepen BemmosnnenneM ATII nmpoBeneHa BakIMHAIIUA B 3
MPOTUB MEHUHTOKOKKOBOM, ITHEBMOKOKKOBOU U
reMopunbHOW WHGpeKuMu Tuma b, ecnum  He
IIPOBOJWJIACH PAHEE
19.| Ilocne  omepaumun  ATII npu  HazHaYeHUH B 3
UMMYHOCYIIPECCUBHOM Tepanuu IIPOBE/IEHA
KOPPEKLUs /1036l HHTHOUTOPA KaJIbIIMHHEBPHUHA
20. | ITocne ATII npoBoauTCS peryaspHbIi MOHUTOPUHT B 3
KpeaTuHHHA, o0mero (KIMHMYECKOTO) aHallu3a
KPOBH
21.| IIpoBexnena ounoncus TpaHCIUIaHTaTa pu B 3
BBISIBIICHUH €0 TUC(YHKIUU
22.| Haznauen Okynau3zymad** IpU  peuuauBe A 2
3a00JIeBaHMs B TPAHCIIAHTUPOBAHHOM MOYKE
23. | TIpoBeneHo ucciieoBaHUE OOIIEH TeMOTUTHYECKOM C 5
aKTUBHOCTH  KOMIUIEMEHTa HpPU  OTCYTCTBUH
nosioxkurenbHoi nuHamuku JIJIIT u TpoMOOIHMTOB B
TIEPHOJ] HHAYKIIMOHHOM Tepamuu DKynn3ymadbom™**
24.| IIpoBOOUTCSI MOHUTOPUHI CHIBOPOTOYHBIX YPOBHEMN C 5
KpearuHnHa u anbOymuna, CK®, mporeunypun u
0CaJIKa MOYH, KIMHUYECKOTO aHaJIn3a KPOBU
N n/n Kpurepun kauecrBa Onenka
BbINOJTHEHHUSA
1. |BbmonHeH o0mui (KTHHIYECKUI) aHATU3 KPOBU Pa3BEPHY ThIH Ja/Her
2 BrinonHeHo uccnegoBaHue ypoBHS IU30LUTOB B KPOBU Ja/Her
2. | BpImosHEH aHAIM3 MOYH 00U (MIPU OTCYTCTBUH aHYPUH) Ja/Her
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BrInosHeH aHanu3 KpoBH OMOXMMHUYECKUN OOIIeTepaneBTHYeCcKuit
(KpeaTuHUH, MOYEBHHA, JIAKTATACTHIPOreHa3a, oouwmii OuupyOuH,
cBOOOIHBIH U CBSI3aHHBIN OMnpyOuH, acapraraMuHoTpaHcdepasa,
allaHMHAaMUHOTpaHc(hepas3a, HaTpuid, Kamuil, xmopuisl, docdop,
0011 KabIUiA)

Jla/Her

BrImonHeH pacyeT CKOpPOCTH KIIyOOUKOBOH  (puibTpaumuu 1o
dopmyne CKD-EPI

Jla/Her

BrmonHen HenpsMol aHTHrIOOynHHOBBIM TecT (Tect KymoOca)
W/WITH TIPSIMOM aHTUTITOOYIHHOBBIN TecT (mpsimasi mpoda KymoOca)

Jla/Her

Brimoaneno OIIpCACIICHUC rarnronioOuna B KpOBHU

Jla/Her

BrInonHeHO  0akTepHONIOTMYECKOE MCCIIEOBAaHUE Kala W/ WiIu
CEepOJIOTUYECKOE UCCIEAOBAaHHUE Kasla JIJIsl BBISBICHUS IIUTa-TOKCUH
npoxymupytomeit Escherichia coli (Komruiekc uccnenoBanuii Ha
JIMAapOTeHHBIM 3IIepuxuo3, BbI3BaHHBIN HH(pekimen Escherichia
Coli (EPEC/ETEC/EIEC/EHEC/EAZEC)

Jla/Her

Beinosnineno omnpenenenune axktuBHocth ADAMTS-13 B mnasme
KpOBHU

Jla/Her

BrInonaHeH KOMIUIEKC UCCIIENOBAHUM Il TUAarHOCTUKU CUCTEMHOMN
KpPacHOM BOJIYAHKH (OTpeieNeHHe aHTUHYKJIeapHOro (akTopa Ha
HEp-2 knerkax, IaHeNW AaHTUSAACPHBIX AaHTUTEN, AaHTUTEN K
nsycrmpansHoit JIHK, xapmumonumnuny, B2-I'TI1, BosryaHOYHOTO
AHTUKOATyJISTHTA)

Jla/Her

Bomonnen ckpunuHr Ha BUY-undexuuio  (MousekynsipHo-
OMOJIOTMYECKOE MCCIIE0BAaHUE KPOBU HAa BUPYC MUMMYHOAE(DUIIUTA
gyenoBeka BUU-1 (Human immunodeficiency virus HIV-1)

Jla/Her

Brimonnena koaryjgorpamMma (OpUEHTUPOBOYHOE HCCIIEIOBAHHE
CUCTEMBI T€MOCTa3a)

Jla/Her

10.

Bremonneno wuccnenoBanue ypoBHsS C3 ¢pakimm KOMIUIEMEHTa,
uccienoBanue ypoBHs C4 ¢pakimu KOMITIEMEHTa

Jla/Her

11.

BrimonHeHo uccienoBaHue aHTUTeNn K (akropy kKomruiemeHnTta H

(CFH)

Jla/Her

12.

BrimosiHeHa OWOTICHS TOYKH TPU COMHHUTEIBHOM HIW HESICHOM
JTAarHO3¢e

Jla/Her

13.

[IpoBeneHo JiedueHHE CBEXE3aMOPOKEHHOM IUIa3MOW B BHUIE
wia3MooOMeHa WM TpaHcdy3uil B KayecTBe Tepamuu IepBOi
JIMHUU

Jla/Her

14.

BrlimosiHeHO Ha3HAUYCHHE KOMIUIEMEHT-OJIOKUPYIOIIETo MpernapaTa
Okynu3ymad** npu HeappexruBaoctr C3I1 Ha3HAUCH

Jla/Her

15.

Brimonneno Haznauenue I'K** B couerannu ¢ #L{D** niau #PTM**
B nonosiHeHue K C3I1 npu anturensrom al'yYC

Jla/Her
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16.

[IpousBenena BakuuHaims 1npotuB  Neisseria  meningitidis
KOHBIOTUPOBAHHOMN TE€TPaBaKLUHOMN [IPOTHUB CEpOTHUIIOB
Bo3Oymurenss A, C, Y u WI35** mepen HavyaioMm JedeHHS
Okynuzymadom™**

Jla/Her

17.

Hasnayensl nunpoduiokcanmmua**  wim  NeHUNWIIUH**  Win
aMOKcHIWUTHH**  mnu  nedanocnopunsl Il mokonenus™*  mpu
CpPOYHOM Hauaje JieueHus: DKynu3ymadom**

Jla/Her

18.

BrimoniaeHa Tepamus MeTojamu nuanuza (mpu aHypuu Oonee 24
4acoB)

Jla/Her

19.

BrInosHeHO TeHETHYECKOe HCCleIoBaHWE CUCTEMBI KOMILIEMEHTa
(MONEKYIISIPHO-TEHETUIECKOE HCCIIeIOBaHUEe MYyTaluii: (GakTopoB
H, I, B, C3, tpombomonynun, MCP) nepen nepecaakoil MOYKu s
OIIEHKH pUcKa penuauBa, a ['YC B TpaHCIuiaHTaTe

Jla/Her

20.

Ilepecanka nouku y nauueHTos ¢ TXIIH BeIoNIHEHA HE paHee, yeM

yepe3 6 Mec. AUATU3HON TeparuK TMOCie OICHKH PUCKA PELHIUBA
al'yC

Jla/Her

21.

Hasnauen  Oxynu3ymab**  anga  npoduimakTuku — peuuauBa
3a00JIeBaHMsl B MEPECAKEHHOW MOYKE NMPU BBHICOKOM WIIM CPEIHEM
PHUCKE peluInuBa

Jla/Her

22.

IIpoBenena BaKIMHAIHA IIPOTHUB MEHHMHTOKOKKOBOM™*,
THEBMOKOKKOBOI™* 1 remo¢uinpHONH HMHpEeKIuH Tuma b** mepen
BoinonHeHueM ATII, ecnu He mpoBoAMIIaCh paHee

Jla/Her

23.

[TpoBenena KOppeKIUsS 1036l HHTHOUTOpPA KAIBIIMHHEBPHHA TOCIIE
onepaumu ATII npu Ha3HAYEHU U UMMYHO CYIPECCUBHOM Tepanuu

Jla/Her

24.

[IpoBoguTCs peryispHbId  MOHUTOPHMHI KpEaTMHHWHA, OOIIero
(xmuHMYEcKoT0) aHanu3a KpoBu nocie ATII

Jla/Her

25.

[IpoBenena OuomcHs TpaHCIUIAHTAaTa TOYKH TMPH BBISIBICHUH €O
TUCHYHKIIMH

Jla/Her

26.

Hasnauen Oxynuzymab** mnpum peuunue 3a00JieBaHUS B
TPAHCIUIAHTUPOBAHHOW MMOYKE

Jla/Her

27.

[IpoBeneno wuccnegoBaHue OOIIEH TEMOIUTHYECKON AKTUBHOCTH
KOMIIJIEMEHTA IIPU OTCYTCTBUU IOJIOKUTEIbHON quHamuku JIJI u
TPOMOOIIMTOB B IEPUO] MHIYKIIMOHHOU Tepanuu DKyanu3ymadbom™*

Jla/Her

28.

IIpoBOAUTCS MOHUTOPHUHI CHIBOPOTOYHBIX YPOBHEH KpeaTMHHHA U
ansOymuna, CK®, npoTenHypuu M OCaJKa MOYH, KIMHUYECKOTO
aHaln3a KpoBU

Jla/Her
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H3y4eHusi ObLIM NpPeACTAaBJIEHbI BCe CTaTbH, OMyOJuKoBaHHbIe 10 2020r. JxcmepTshl B

CoCTaBe rpynnbl BbINMOJHWIH 06301) 3THX JAHHBIX H OTAEJbHBIX CTATEH ¢ MAKCMMAJIbHBIM

YPOBHEM 10KA3aTeJIbHOCTH.

IleaeBas ayaAuTOpUs JaHHLIX KJIMHHYECKHX PEKOMEHIAIMMA:

1. Bpaun-nedponorn
2. Bpauu-remarosioru
3. Bpauu-tepamneBTsl

Tabauna 8.111kana oneHKM ypoBHEHN 10CTOBEpHOCTH foka3arenbeTs (Y /[)nnsa meTonos

JUAarHOCTUKH (JIMar HOCTUYECKUX BMEIIATEIbCTB)

YA Pacumngposka

1 Cucremaruueckue 0030pbl HCCIEIOBAHUN C KOHTPOJIEM pePepeHCHBIM METOJIOM HWIIH
CHCTEMAaTUYeCKU 0030p pPaHIOMM3MPOBAHHBIX KIMHUYECKUX HCCIENOBAaHUNA C
IIPUMEHEHUEM METa-aHaJIN3a

2 OtTnenbHBIE HCCIEIOBAHUS C KOHTPOJEM pe(pEepeHCHBIM METOJAOM WIH OTICNIbHBIC
PaHIOMHU3HPOBAHHBIE KIMHUYECKHUE HWCCIEIOBAHMS M CHCTEMAaTHYECKHE 0030pbI
HCCIIEI0BAaHMI JII000T0 Tn3aiiHa, 32 UCKIIIOUEHHEM PaHAOMU3UPOBAHHBIX KIMHUYECKHX
HCCIIEIOBAaHUM, C IPUMEHEHUEM METa-aHaJIN3a

3 HccnenoBanust 0e3 TMOCIEAOBATEIBHOIO KOHTPONS pedepeHCHBIM METOJOM WU
UCCIIEIOBaHUSI C pedepeHCHBIM METOJOM, HE SBISIONMMCA HE3aBUCHUMBIM OT
HCCIIEyEMOTO METO/la WIN HEPaHIOMU3HPOBAHHBIE CPABHUTEIBHBIE UCCIEJOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuTenpHbIE UCCIEN0BaHNS, ONIMCAHUE KIIMHUYECKOTO C1ydas

5 Nmeetcs nuibs 000CHOBaHUE MEXaHU3Ma JICHCTBUS WM MHEHUE SKCIIEPTOB

Tabauna 9.111kana oneHKM ypoBHEN 1O0CTOBEpHOCTH Aoka3arenbeTs (Y /[)nnsa metonos

npo(UIIAKTUKY, JI€UEHHU U peadunuTauuu (mpoQuiakTHIECKUX, JT1e4eOHBIX, PeaOMITUTAIIMOHHBIX

BMEILIATEIbCTB)
Y1 PacmugposBka
1 Cucremarnueckuii 0030p PKU ¢ npuMeHeHreM MeTa-aHann3a
2 Otnenbupie PKUM u cucrematudeckue 0030pbl HCCIeAOBaHMN JIOOOTO aM3aifHa, 3a
uckimoyennem PKU, ¢ npuMeHeHneM Meta-aHaiu3a
3 HepannomusupoBaHHbIE CPAaBHUTEIILHBIC HCCIICTOBAHUS, B T.4. KOTOPTHBIE UCCIEIOBAHUS
4 HecpaBuurenbHble Ucciaeq0BaHuUs, OMUCAHUE KIMHUYECKOTO Clydasl WM CEPUM CIIy4yaes,
WCCIICIOBAHUS «CITy4al-KOHTPOJIbY
5 Nmeercss v 0O0OCHOBaHME MEXaHHM3Ma JCHCTBUS BMEIIATEIbCTBA (JIOKIIMHHYECKHE

WCCIIEA0BAHUS ) WJIM MHEHHE IKCIIEPTOB
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Ta6amua 3. [lkamna omenku ypoBHeW yOeaurtenbHocTH pexomeHmauuii (YVYP) mis
METOJOB MPO(UIAKTUKY, JUATHOCTUKM, JIEUYEHHs W peadunuTanuu (MpopHIaKTHUECKUX,

JUAarHoCTH4YCCKHX, HC‘ICGHBIX, peaGI/IJII/ITaI_[I/IOHHBIX BMCH_IaTeJ'II:CTB)

YYP Pacmiugposka

A CunbHas pexkoMeHpaanust (Bce paccMaTpUBaeMble KpUTEpHH 3(PPEKTUBHOCTU
(ucxonpl) SABIAIOTCS Ba)XHBIMH, BCE HCCIEJOBAaHUS MMEIOT BBICOKOE WIH
YIOBIETBOPUTEIBHOE  METOJOJOTMYECKOE  KAa4ecTBO, MX  BBIBOJABI IO
MHTEPECYIOUIMM UCXO0J1aM SIBJISIIOTCSL COTIaCOBAHHBIMH)

B VYcioBHas pexkoMeHaanus (He Bce paccMaTpHuBaeMble Kputepuu 3(PQeKTHBHOCTH
(ucxonpl) SBISAIOTCS BAXKHBIMM, HE BCE MCCIEJOBAaHMS HMEIOT BBICOKOE WIH
YAOBJIETBOPUTEIIBHOE METOJO0JIOTMYECKOe KauyeCTBO W/WIM HMX BBIBOJBI TIO
MHTEPECYIOUIMM UCXO0/1aM HE SIBJISIIOTCS] COTNIACOBAHHBIMU)

C Cnabas pekoMeHaays (OTCYTCTBHE OKA3aTEeIbCTB HAAJIEKAIIEro KauecTBa (Bce
paccmaTpuBaeMble KpUTEpUU dPPEKTUBHOCTU (UCXOJBI) SIBISIOTCS HEBAKHBIMH,
BCE HCCJIEAOBAHUS UMEIOT HU3KOE METOI0JIOTMUECKOE KaueCTBO U UX BBIBOJBI IO
MHTEPECYIOUIMM MCXO0JIaM HE SIBJISIIOTCSL COTJIACOBAHHBIMHU)

Iopsinok 00HOBJIEHNS KIIMHUYECKUX PeKOMEHIAM .

Mexanu3M  OOHOBJIGHMS  KJIIMHMYECKHMX  PEKOMEHAAUM{  TMpeaycMaTpuBaeT X
CHCTEMATUYECKYIO aKTyaIM3alHUI0 — HE PEXe YeM OJIMH pa3 B TPH roJia,a TAK>Ke MPH MOSBICHUN
HOBBIX JIaHHBIX C TIO3MLMHU JIOKA3aTeNbHOW MEIMIMHBI 110 BOMPOCAM JMArHOCTHUKH, JICYCHHMS,
npoWIAKTUKA ¥ peadWiInTald KOHKPETHBIX 3a00JeBaHMM, HAJIUYMU O0OOCHOBAHHBIX

JIOTIOJTHEHHI/3aMevaHuil Kk paHee yTBepka&éHHbIM KP, HO He yame 1 pa3a B 6 MecsieB.
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le/mo;KeHue A3. CnpaBqume MaTepuaJjbl, BKJIKO4Yasg COOTBETCTBHUC
NMOoKa3aHui K IPUMCHCHUIO U l'[pOTPIBOl'[OKiBﬂHPIﬁ, c1Ioco0oB INPUMCHCHUSA U
A03 JICKAPCTBCHHBIX NPENapaToB, HHCTPYKIUH 10 NIPUMEHECHU IO

JEKAPCTBCHHOTO IMpemaparta

http://cr.rosminzdrav.ru/recomend/623 4

http://cr.rosminzdrav.ru/recomend/62 2

https://crprodapi.nitrosbase.com/static/I1P4.PDF
http://static.government.ru/media/files/XSa8p715b5SHKbAY d2xmfvVzBsosxagSe.

W b=

pdf
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http://cr.rosminzdrav.ru/recomend/623_4
http://cr.rosminzdrav.ru/recomend/62_2
https://crprodapi.nitrosbase.com/static/%D0%9F%D0%A04.PDF
http://static.government.ru/media/files/XSa8p7I5b5HKbAYd2xmfvVzBsosxagSe.pdf
http://static.government.ru/media/files/XSa8p7I5b5HKbAYd2xmfvVzBsosxagSe.pdf

Hpunoxenue b. AnropurMmsl 1elcTBUA Bpaya

A.]'Il"OpI/ITM B¢ACHUA MNalnHMeHTa C¢ aTHIIHUYHBbIM

CHHPOMOM

IéMOJIMTUKO - YPEMHYECCKUM

ITamment ¢ cumnromamu OITIT 1 TMA

\ 4

Juarnocruka

Y

Huarno3s al'Y C noaTBepxaeH

A

Jleuenue B CTalroHape

Tepamus

[IpomomKuTh IeYeHUE B
a¢ hekTuBHA

CTaloHape

H3meHeHne TaKTHKU JICYCHUA,
peuieHue BOIpoOCa € MalMEHTOM

AMOynatopHo€ MOHUTOPHPOBAHHE
IIPOBOAVMOM TEPaUH, COCTOSHUS
TIAMEHTa, THHAMUKH J1a00paTOpHBIX
MOKa3aTeNel C U EeNbIO BhIABICHHUS
pennanBa 3a00JeBaHus, IIPOrPECCUPOBAHMS
XBII ¢ nocneayomuM IIaHUPOBAHUEM
3aMECTUTENILHOM TOYEYHOH Teparuu

0 BBIOOpE BapWaHTa AHAITU3HON
Tepanuu
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AMOynatopHo€ MOHUTOPHPOBAHHE
IIPOBOAMMOM TEPAUH, COCTOSHUS
MAMEeHTa, TMHAMUKH J1a00paTOpHBIX
MOKA3aTeNel C UENbI0 BhIABICHUS
pennanBa 3a00JIeBaHus, PEIICHNS BOIIpOca
0 BO3MOXKHOCTH IIPOBEEHUS NIEPECAIKU
TIOYKH




AuaroputMm auarnoctuku al'YC y B3pociibIX NanMeHTOB

TposSomEToneams ¢ oo TpomGomeETes <150 (MVaea3 o
B CEOmEEERE A =250 0T BOToOEOne 3EITesEe

Tposherts: BoaryTEmes Fac ! AT
(TIE, A9TE, D-zrmdep) T
TROMD OIET OSSR
Her
w
»  JlemrTs mpsrmEEy
P 5| [MoIIEpEEImas
STECTYC > Tep
MozcEmTaanmes MIpRIpa
aaboaenaemd BCCONENpPOBANPNE GO ,I:|.3 - Tememme OCHIEHENTD
=roperrmos [T - 3afomesammrs
{CEB, KARC z ap
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AJIropuTM™ AelicTBHH Npu noao3penun Ha TMA

* Kiuunnueckue npuszHaku TMA
*  Yucno TpoMOOLIUTOB
*  VYposensb sCr

Her

A

[TnazsmMoo0OMen

OtBer Ha TCpanuro

|

Cercuc
3JI0KaYeCTBECHHBIC
OIyXOJIH
JIBC
BUY

Hpyrue Ha
TIPUYHHBI
Her

OTCYTCTBYET WU
HEI0CTaTOYHBII

[+

| )

ADAMTS 13 < 10% ADAMTS 13 > 10%

[Iponosxuts 10
HOpMAJIM3AIUH YUCa
tpomborToB u JIJII'

A\ 4

Yeunure IIpennonoxure
IJ1a3MO00MEH al'yYC
+ C** Kak JUarHo3
+ #Purvkcumao ** HCKITIOYEHUS

v

Haznauuts Dkynuzymad**
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IMpuaoxkenue B. Undpopmanusa 1Jid nanueHTa

ATUNUYHBIN reMoauTHKO-ypemudeckuii cunapom (al'YC) - 3aboneBaHue M3 TpyIIbI
TPOMOOTHYECKUX MUKPOAHTHOMNATHUI Yallle HAaCIEACTBEHHOMU, peke — MPUOOPETEHHOM PUPOIBL,
CBSI3aHHO€ C HEKOHTPOJUPYEMOH aKTHBAaIMEW CHCTEMbl KOMIUIEMEHTA, YTO NPUBOIAUT K
TpOMOOOOPA30BAHUIO B MEJIKHX COCYAaX M COMPOBOXKIACTCS CHM)KEHHEM YHuClia TPOMOOILUTOB,
Pa3BUTHEM TI'€MOJUTHYECKONH aHEMMH U IMOPAKEHHEM YXU3HEHHO BAXKHBIX OPIraHOB, B IEPBYIO
ouepenb, Movyek. B OoNbIIMHCTBE ciydyaeB 3a00JieBaHHWE DPAa3BUBACTCS IOCIE MMEPEHECEHHOU
MH(EKIMN JhIXaTeNbHBIX IyTeH WM KeMyJA0YHO-KUILIEYHOTO TpakKTa, MpH OEpeMEeHHOCTH,
IpUeMe HEKOTOPBIX JieKapcTB. MHOrAa pa3BuUTHIO OOJIE3HM MOJKET MPEAIIECTBOBATH THKENAs
aprepuanbHas runeproHus. Kak npasuio, 3a0oeBaHue pa3BUBaeTCs OypHO U B psijie CIy4yacB
MOXET IPUBECTH K WHBAIUAM3ALMM WIM JaKe CMEpTHU mnamueHra. Ilo3ToMmy oueHb BakHa
CBOECBpEMEHHAsi TOCIUTAJIM3ALMs B CTalMOHAp, TAe OyAeT MPOBOAUTHCS HEOOXoaumast
COBpPEMEHHAsl TepalMs M OINpelelieHa JalbHEHIas TaKTUKA JICYEHMs, IOCKOJbKY IIOcie
KyINHPOBAHUS OCTPOTO 3MH30[a OOJE3HM MAIMEHT HYXKIAeTCs B JUIMTEIILHOM HaOIII0ICHUH
Bpaua-He(dposiora M MPOBEACHUH TMOJAJIEPKUBAIONICH Tepamuu. Tak Kak 3a0ojeBaHHE MMEET
HACJIE/ICTBEHHYIO TNPHUPOAY, OYEHb BAXXHO NPEAOCTaBUTh BpauaM HHPOpMAIMI0 O OOJIe3HsX
POJICTBEHHUKOB, B TOM YHCJIE€ O 3a00JIEBaHUSX IOYEK, ClIydyasx HH(APKTOB M HHCYJHTOB,
BHE3aIIHOM CMEPTHU B CEMbE, OCOOCHHO Y JIMII MOJIOJIOTO Bo3pacTa. B ciydasx HeCBOEBPEMEHHO
YCTaHOBJICHHOTO JIMarHo3a, He’(QEeKTHUBHON Tepamuu BO BpEeMs OCTPOTO 3MH30j]a OoJie3HH
MOXET pa3BUTbCS TMpOrpeccUpylolias IMOoYeyHas HEIOCTaTOYHOCTh, KOTOpas NpPHUBENET K
HEOOXOAMMOCTH MPOBEJCHUS 3aMECTUTENIbHON MMOYEYHON Teparnuu — reMoNaan3a U Mepecaaku
nouku. [Ipy nmmaHupoBaHUM TPAHCIUIAHTALIMU MMOYKH 0053aTE€IbHO BO3SHUKAET HEOOXOAMMOCTD B
IIPOBEICHUU TE€HETUYECKOIO HCCIIEN0BAHUS CUCTEMBI KOMIUIEMEHTA. Ero pe3ynbTaThl HY>KHBI,
4TOOBI OLEHUTh pUCK peuunuBa al' YC B mepecakeHHON NMOYKE M B Clydyae, €ClIM OH BBICOK,

NpEIIpUHITH HEOOXO0JUMBbIE MPO(YUITAKTUIECKHE MEPHI.
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Hpunoxenue I'l1-I'N. IIIkajibl OLeHKH, BOIIPOCHUKH U APyTrUe OLleHOYHbIE
UHCTPYMEHTBI COCTOSHHUSA NALMEHTA, IPUBEJICeHHbIC B KIMHUYECKHX
pPeKOMeHAAUAX

He pa3zpaboTanbt
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