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Cnucok coxkpameHmi

al'VC — aTUNMYHBIN T€MOJIMTUKO-YPEMUYECKUN CUHIPOM

AIIK — anpTepHaTHUBHBIN MTyTh aKTUBAIIUHA KOMILJIEMEHTA

ATHI — antutpomOun III (HaumenoBanue yciyru cornacHo IIpukazy MuH3npasa
Poccun ot 13.10.2017 Ne 804n: «OnpeneneHue akTuBHOCTH aHTUTpoMOuHa II1 B KpoBU»)

A®DC — anTudochomunu eI CHHIPOM

B-I'YC — I'YC-accouunpoBaHHbIN ¢ 6€pEMEHHOCTHIO

I'VC — reMonuTHKO-ypEMUYECKUI CUHIPOM

JAIBC — nucceMuHUpPOBAaHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE

JIAT' — nakratneruaporeHasa (HaMMEHOBaHHE YCIyrw coryiacHo [Ipukasy Mwun3zmpasa
Poccum ot 13.10.2017 Ne 804n: «OnpenencHue akTUBHOCTH JIAKTATICTHAPOTEHA3bI B KPOBU»)

MATI'A — MUKpOAQHTHOIIaTHUECKAsl TEMOJIUTHYECKAs aHEMUS

MAK (C5b-9) — memOpaHOaTaKyIOIMINNA KOMILIEKC

OIIIT — ocTpoe moBpexKICHUE MOUEK

I1O — mnazmoobmeH (HamMmeHoBaHue yciyru coryacHo [Ipukazy Munsnpasa Poccun ot
13.10.2017 Ne 804#: «I1nazmooOMeH»)

C3I1 — cBexxe3aMOpoKEeHHas Iu1azma

CKB — cucreMHas kpacHasi BOJT4aHKa

TB — tpomOMHOBOE Bpemsi (HamMEHOBaHHE yciayru corjacHo Ilpuwkasy MwuH3apasa
Poccun ot 13.10.2017 Ne 804n: «OnpeneneHre TpOMOMHOBOTO BPEMEHH B KPOBH)

TMA — TpomOoTHYEeCKast MUKPOAHTUOTIATUS

TTII — TpomboTHYECKast TPOMOOIIMTOIIEHUYECKAs ypITypa

XBIT — xpoHuueckas 60J€3Hb MOYEK

ITHC — nenrpanbHast HepBHas CUCTEMA

CFH — ¢axrop H xommiemenra

CKD-EPI — ¢opmyna nns pacuera ckopocTu kiyooukoBou ¢unsTpamuu (CKD-
Epidemiology Collaboration 2009)

STEC-I'YC — Tunn4HbIil TEMOJINTUKO-YPEMUUECKUI CUHIPOM

THBD — tpom6omoyniH



TepMuHbI U onpeneIeHUs

ATHUNMYHBIN TeMOTUTHKO-ypeMudeckuii cuaapom (al'YC) — cuctemHoe 3a0oJieBaHue U3
Ipynnel  TPOMOOTHYECKMX  MHUKPOAHTHMONATUM  C  MPOrpecCUpPYIOIUM  TEYEHHUEM U
HEeOJaronpusATHBIM TPOTHO30M, B OCHOBE KOTOPOTO JIEKHT HEKOHTPOJHpYeMas aKTHBAIHs
QIBTEPHATUBHOTO IYTH KOMIUIEMEHTAa HACJICCTBEHHOW WM TPUOOPETEHHON MNPHUPOJIBL,
NPUBOAALIAs K F€HEpalIn30BaHHOMY TPOMOOOOPa30BAHUIO B COCYAAX MHUKPOLUPKYISATOPHOIO
pycna.

Kommnement-onocpeioBaHHass TPOMOOTHYECKAsh MUKPOAHTHUONATUS — TPOMOOTHYECKast
MHUKPOAHTHOIATHUsI, BbI3BaHHAs TUIEPAKTUBAIMEH aJbTEPHATHBHOTO MYTH KOMIUIEMEHTA
BCJIEJICTBHE HAPYIICHUS PETYJSAIMM, OOYCIOBIEHHOW MYTallMsIMH T'€HOB OEIKOB-pPEryJsTOPOB
WIN ayTOaHTUTENaMHU K (pakTopy KomiuleMeHTa H — OCHOBHOMY pErysisTOpHOMY NPOTEUHY
albTEpHATUBHOTO ITyTH KoMIieMeHTa. CuHoHuMm: al Y C.

KommnemeHnt-6nokupyromas Tepanusi — Tepanus, HamlpaBlIeHHas Ha I0JaBJCHUE
AKTUBHOCTH CHUCTEMbI KOMIUIEMEHTA U CIIOCOOCTBYIOIIAs TEM CaMbIM IPEKPAIIEHUIO POLIECCOB
MHUKPOLUPKYJIATOPHOIO TpoMOOoOpa3oBaHus. B HacTOSIMX KIMHUYECKUX PEKOMEHAALUAX —
OCYILECTBIISICTCS C IOMOIIBIO ABYX MPENapaToB — 3KyIu3yMad™* u paBynuzymao.

MHUKpOAHTHOTIATUYECKUH TeMONNU3 — BHYTPUCOCYIUCTBIH HeuMMyHHBIH (KymOc-
HETaTUBHBIN) MEXaHMYECKH TEeMOJU3 B pE3yJIbTaTe IOBPEKACHUS OSPUTPOLUTOB IPH
LUPKYJIALUHU B CY’)KEHHBIX COCY/IaX MUKPOLIMPKYJISLMU 33 CUET TPOMOOB U OTEKa SHAOTEIHS.

TpomboTnueckass  MHUKpoaHrHomaTtus —  KIMHHUKO-MOP(OJIOTMYECKUH  CHHIAPOM,
XapaKTEPU3YIOIMUN 0COOBIM THUIT MOPAXKEHUSI COCYOB MHUKPOIMPKYISTOPHOTO Pyciia, B OCHOBE
KOTOPOTO JIS)KUT MOBPEKACHUE SHOTENHUS C MOCIEAYIOINUM TpoMO00Opa3oBaHUEM.

TpomOoTnueckass  TpoMOOLMTONEHWYECKAass  Myprmypa —  cucTeMHas  (dopma
TPOMOOTHUYECKOW MUKPOAHTHONATUH, O0YCIIOBJIEHHAs! CBEPXKPYITHBIMH MYyJIbTUMEpaMH (akTopa
¢on BumneOpanaa BcieacTBUE NPUOOPETEHHOrO (AayTOAHTUTENA) WM HACIEACTBEHHOI'O
(mytauuu rena) aepuuura ADAMTSI13.

ADAMTSI13 — metamionporeasa, pacieristonas CBEpXKPYIHbIE MYJIbTHMEPHI (hakTopa
dbon BumneOpanma, AMArHOCTUYECKUNA MapKep TPOMOOTHYECKON TPOMOOIIUTONEHUYECKON
IypITYpBI.

STEC-I'YC — uH(EKIMOHHO-OIOCPEIOBAHHBI T'€MOJUTHKO-YPEMUYECKUI CHHIPOM,
pa3BUBAIOLIMICA BCIEACTBHE MHOUIMPOBAHUSA IINUIA-TOKCHH MPOAYLHPYIOUIMMH OaKTepUsIMU:
SHTEeporeMopparudyeckoit wim sHTepoarrperatuBHoi E.coli wim Shigella dysenteriae 1 tuma.

CHHOHUM: TUIIMYHBIA TEMOIUTHKO-YPEMUYECKUI CUHIPOM.



CFH (daktop H xommiemeHTa) — OCHOBHOM PEryjsTOpHBIN (haKTOp adbTEPHATHBHOTO

IIyTH KOMIUIEMEHTA, KOHTPOJIUPYIOLIUN €r0 aKTUBHOCTb.



1. KpaTkas nagopmManus no 3a00JeBAHNI0 UM COCTOSHMIO (rpyInime

3a200J1eBaHUI MJIHA COCTOSIHUH)

1.1 OnpenejeHue 3a00JeBaHUs WJIH CcOCTOSSHUSA (rpynnbl  3a00JeBaHMii WM

COCTOSIHMA)

ATUNIUYHBIA ~ reMOJUTHKO-ypeMudeckuil cunapom (al'VYVC) — 2310 cucremHoe

3a0oneBaHuen3 TPynmbel TpoMOoTuueckux wmukpoanrnomnatuii (TMA) ¢ mporpeccupyronmm
TEYEHHEM U HEOJaronpusTHBIM IPOTHO30M, B OCHOBE KOTOPOTO JIEKUT HEKOHTpOJIMpYyeMas
aKTUBalUs anbTepHaTHBHOTO NMyTH KomruieMeHTa (AIIK) HacnencTBeHHON WM PUOOPETECHHON
OpUpOJbl, MNPUBOASIIAS K  TEHEPAJM30BAHHOMY  TpoMOOOOpa3oBaHUIO B  cocynax
MUKPOIUPKYIATOpPHOTO pycia [1,2].

TMA — reteporeHHasi rpyImima CHHAPOMOB/3a001eBaHUN, UMEIOIINX CXOIHBIM KIMHUKO-
mopdonornueckuii ¢enorun [1-4]. Knumamuecku TMA mposBiseTcs TpoMOOIUTONCHUEH
noTpeOeHusi, MUKPOAHTUOMATHYECKOM T'eMOJIUTHYECKON aHeMHuel (MEXaHWYEeCKUH TeMOJu3),
JUXOPAJKON U MIIEMUYECKUM TMOPAKEHUEM Pa3IMYHbIX OPraHOB, INIABHBIM 00pa3oM, MOYEK U
nentpanpHoii HepBHOW cucteMbl (IJHC). T'mctomormueckass kaptuHa octpoii TMA
IpEeJICTaBICHa OTEKOM SHAOTEIMAIBHBIX KJIETOK C MX OTCIOWKOW OT 0a3anbHOW MeMOpaHbI,
pacimpeHrueM CyO3HJOTENHAIBHOTO MPOCTPAHCTBA C HAKOIUIGHHEM B HEM aMop(HOTro
MeMOPaHOMOAOOHOTO Marepuaja ¥ 00pa3oBaHHEM TPOMOOB, COJCPXKALIMX TPOMOOIMTHI H

¢bubpyrH, 1 HEPEeIKO BHI3BIBAIOIIMX MOJHYIO OKKIIIO3UIO TPOCBETA COCY/A.

1.2 DTHOJOrMsI M naroretHe3 3a0oJieBaHUsI WJIH COCTOSIHMA (rpynnnl 3a00J1eBaHUM

HJIN COCTOSTHHN)

al'YC o00yclioBlICH TEHEeTHUYECKMMH HApPYIICHUSIMH WIH, pPEXe, ayTOUMMYHHBIMU
peakuusaMy, TPUBOASIIMMU K MATOJOTUU CHCTEMbI KOMILJIEMEHTA, YTO MOCTYXHJIO OCHOBaHHEM
U TIOSIBJIGHHS TEpMHHA «KOMIUIEMEHT-onocpenoBanHass TMA», KOTOpbIA  SIBIISIETCS
cuHOHMMOM TepMuHa «al'YC». B GonpmmHcTBe cinydaeB al'YC acconMupoBaH ¢ reHETUYECKU
oOycnoBneHHbIMU Aedextamu perynsiun AITK, pe3ynpTaToM 4ero sSBISETCS ero XpOHHYECKas
HeKOHTpospyemas aktuBauus [1,5]. Kpome toro, nourn y 20% nanueHToB, IPEMMYIIECTBEHHO
JIeTed, BBIIBIAIOT ayTtoaHtutena kK ¢akropy H xommnementa (CFH) — ocHoBHOMY
perynsitopaomy nporenny AIIK, Hanuune KOTOPBIX MPUBOIAUT K TEM K€ MOCIEICTBUSIM, YTO U

ero Myrauuu. «AHTUTENBHBIN» al'YC ckiloHEeH K uacToMy peuuauBupoBanuro [1,6,7]. ¥V



naieHToB ¢ al'YC MoryT ObITh MIEHTU(UUIUPOBAHBI clieaylomue nedeKTbl, TPUBOIAIINE K
n30bITouHOM aktuBaruu AITK [6-9]:

» Myranuu TEHOB pEryJsTOPHBIX OCJIKOB KOMILJIEMEHTa, HapylIalolfe WX
¢byakumm  (loss-of-function): CFH (daktrop H), CFI (dakrop I), MCP
(memOpannbiii koakTopHbiii ipotenH), THBD (TpomGomonynuH). Cpean Bcex
MyTalul, accouuupoBaHHbIX ¢ paszsutueM al'YC, wmyranum rena CFH
oOHapy>XuBaroT Haubosee yacto (okoso 30% ciydaes).

» Myranmun teHoB ¢aktopa B (CFB) m C3 KOMIIOHEHTa KOMIUIEMEHTA,
oOecreunBaroNre 3HaYNTEIFHOE HapacTaHUe UX aKTUBHOCTH (gain-of-function).

» Amnrturena k CFH u acconunpoBannasi ¢ Humu aenerus B reHax CFH-cBsizaHHBIX
oenkoB — CFHR1, CFHR3 nin CFHR4 [8,10].

[TomMuMoO reHeTHYEeCcKOro MWiM NpUOOpPEeTeHHOro nedekra B cHUCTeME KOMILUIEMEHTa K
pazButuio al'YC MOryt npuBOAWTH Tak)K€ MyTallUM B I€HaX, OTHOCSIIMXCS K CBEPTHIBAIOIIEH
cucreMe kpoBu: THBD, nuanunrmuneponkunassl sncwioH (DGKE), mnasmunorena (PLQG),
KOTOpBIE BKJIIOUEHBI B ITaHEIb I€HOB, UCCIENYEMBIX NpU nofo3peHnn Ha al ' YC [127].

Nnentudummposare Mytanuu ynaercs jumb y 50-70% mnamuentoB ¢ al'YC [7], a
OTCYTCTBUE€ CEMEWHOM HCTOPUU HE MCKIIOYAET BO3MOMXHOCTH TE€HETHYECKOW MPHUPOJIbI
3a0oseBaHus (IEHETPAHTHOCTh T€HOB COCTABIIsIET 0K0JI0 50%).

Nmerommecs y nanueHtoB ¢ al'YC Mmyranuu NOpUBOAAT K HapyLICHUIO 3alUTHI
SHAOTEIMANBHBIX KIJIETOK OT aKTHBAalMM KOMIUIEMEHTa BcJeAcTBUE neduuurta WM, darie,
(GYHKIIMOHATBHBIX HApYIIEHUH OelKOoB-perysaTopoB. B Hopme perynsarops aktuBHocTH AIIK n
dakropsl, yeunusatoniue ero aktuBHOCTh (CFB u C3), Haxonarcs B CTpOro cOaTaHCHPOBAHHOM
cocrossHuu. ['enernueckuii nedext perynstopasix nporenHos — CFH, CFI, MCP u THBD —
BBI3BIBACT CHIDKCHHE UX QYHKIIMOHATBHON akTuBHOCTH. Hanportus, myranuu B reHax CFB u C3
YCUJIMBAIOT WX AaKTHUBHOCTh. JluUCperynsiiuus KOMIUIEMEHTa BeAeT K HempeKpalaroneMycs
pacuerieHno KomrnoHenta C5 Ha MOUIHBIN MpoBocnanuTenbHbld aHaduimakcun CS5a u C5b,
KOTOPBII MHUIIMHMpYET oOpa3zoBaHMe MeMmOpaHoaTakyromero komriekca C5b-9, obGnanaromiero
MPOTPOMOOTUYECKHM M IUTOJUTHYCCKUM JeicTBUEeM. Takum oOpasom, y manueHtoB ¢ al' VC
HEKOHTPOJIUPYEMYIO aKTHMBAlMI0O KOMIUIEMEHTa BBI3BIBAIOT JMOO CHIDKEHHas (yHKIUS
dakTopoB, perymupyromux neiictBue AlIIK, mmbo ycuneHue akTUBHOCTH (DAKTOPOB,
aKTUBUPYIOIIUX €ro. B 06oux cinydasx pa3zBuBaercs aucOanaHc MexAy (pakTopamu KOHTPOJIS U
aKTHBAIlMU B CTOPOHY mpeoOnananus nociaeaHux [8,11]. PesynbraToM M30BITOYHON aKTHUBALIUN
AIIK Ha TOBEpPXHOCTHM DHIOTEIHANTBHBIX KJIETOK SBISETCA HapacTaiomee oOpa3oBaHHE

MeM6paHoaTa1<onmero KOMIIJICKCA, BBI3BIBAIOIICC HX  IIOBPEKIACHUC C OOHa)KEeHHEM



CyOdHIOTENIMAILHOTO ~ MaTpuKca, TpaHcpopMammer  aTpoMOoTHUeckoro  (EeHOTHIa B
MPOTPOMOOTHYECKUI M TIPOBOCTIATIUTENBHBIN U MOCIEAyomuM oOpazoBanuemM Tpom6os [1,2,11].
JlonomHUTENBHBIN BKJIAJ B mporecc TpomOooOpa3zoBanus y mauueHToB ¢ Mmyrammsmu CFH
MO’KET BHOCUTh TaK)K€ aKTHBAllMs KOMIUIEMEHTa Ha MOBEPXHOCTU TPOMOOLIUTOB, IPUBOIAIIAS K
YCUJIEHUIO MX (YHKIUMOHAJIBHOW akTHUBHOCTU. I[IpenmMyliecTBeHHOE MOpa)KeHHE IMOYEK MpH
al'VC, mo-BumzumMoMy, CBsI3aHO € 0CO00M  YYBCTBUTENBHOCTHIO  (DEHECTPUPOBAHHOTO
TJIOMEPYJISIPHOTO SHAOTENUS K MOBPEXKICHHIO, OOYCIIOBICHHOMY HAapYIICHHOW peryisiuei
komriiemenra [1,12,13].

Pazeutne al'YC MOJHOCTBIO COOTBETCTBYET TEOPUM ABOMHOIO ynapa. ['eHeTmdeckue
AHOMAJIMM KOMILJIEMEHTA CJIelyeT CUUTaTh HE MPUYMHON, a (PaKTOpOM, MpeapacroIararouM K
pazsutuio TMA. VYcraHOBIIEHO, YTO MyTallUM F'€HOB KOMIUIEMEHTa WM ayroantutena Kk CFH,
KOTOpBIE paHbIIE paccMaTpUBaid Kak OCHOBHYIO npuuuHy al'YC, numb mpeapacnosiararor K
pazButuio TMA — «mepBbiii yaap». s peanuzamuu 3TOW MpeapacnoioKeHHOCTH TpeOyeTcs
JOTIOTHUTEIbHBIE (PAKTOPHI («BTOPOH ymap»), KOTOpbIE MOTYT TOBIUSATH HA Pa3BUTHE WIH
nporpeccupoBanue al'YC [4,14]. Takumu ¢akTopaMu, BBI3BIBAIOIIMME JOMOJHUTEIHHYIO
AaKTHBALMIO KOMIUIEMEHTAa y MPEIPACHON0KEHHBIX JIMI[ U [MOTOMY Ha3BaHHBIMA KOMIUIEMEHT-
AKTUBHUPYIOIUMHU COCTOSIHUSIMH, CITy>KaT WUH(EKINH, B IEPBYIO OUEpe/lb, IbIXaTEIbHbIX MyTeH U
KenmymnogHo-kumedHoro Tpakra (30% ciydaeB), OepemeHHOCTh (7-17%), TpaHCIUIaHTALUS
COJIMJIHBIX OPraHOB M KOCTHOro Mo3ra (y 5%), ayToMMMyHHBIE 3a00JIeBaHUs, XUPYypPTUUECKUE
oneparmi U 1p. OmHAKO MOYTH y MOJOBUHBI manueHToB ¢ al'YC tpurrepubie ¢GakTopsl

HEOYCBHIHBI U UICHTU(UIIMPOBATH WX HE ynaetcs [2,15].

1.3 DnuaeMuoJorusi 3a00J1eBaHUA WJIH COCTOSAHHA (rpvionbl 3200J€BAaHMIT WJIH

COCTOSIHMA)

al'YC mpeacraBmsier coboit peakoe (opdanHOE) 3a00JIeBaHHE, KOTOPOE BCTpEUaeTCs B

1r000M BO3pacTe, OJHAKO 4Yalle MOopakaeT AeTed M MOJOJIbIX B3pocibiX. [10 JaHHBIM pa3HBIX
aBTOPOB, B MHpe 3aboieBaeMocTh cocraniser 0,23-1,9 HOBBIX ciyyaeB Ha | MJIH HaceleHUs B
HOMYJISIUH B IIEJIOM, pacpOCTPaHEHHOCTh — MPUMEPHO 4,9 Ha 1 MITH ¢ KosiebaHusIMH OT 2,2 110
9,4 na 1 muiH cpenu aetedt u nmoapocTkoB [16,17]. 3abomeBaeMOCTh U PacIPOCTPAHCHHOCTH B
Haie ctpaHe Hem3BecTHbI. al ' YC OJuHaKOBO 4acTO Pa3BUBACTCA y MYXKYHMH M >KeHIIUH. [Ipu

MaHu(pecTau B 60s1ee cTapiieM Bo3pacte 00JIe3Hb HECKOJIBKO Yallle MOPaXkaeT >KeHIIHH.

1.4 Oco0eHHOCTH KOIMPOBAHHUSA 3200J€BAHUA HWJIH COCTOAHHSA (rpynnbl

3a200JIeBaHUIl WM COCTOSIHHI) 10 MeXKIVHAPOAHOH CTATHCTHYECKOH KJaccubuKanuu

00J1e3Hel ¥ MPo0dJeM, CBA3AHHLIX CO 3I0POBLEM




NO08.2* — I'moMepysapHbIE TIOpaXEHUs TIPU OOJIE3HIX KPOBU U UMMYHHBIX HapyIICHUSIX
D59.3 — I'eMOIUTUKO-YpEMUUECKUN CUHAPOM

M31.1 — TpomboTHUECKas MUKPOAHTHOTIATHS

N17.0 — OcTpas moueqyHasi HEAOCTATOYHOCTD C TYOYJISIPHBIM HEKPO30M

N17.1 — OcTpast moye4yHasi HeI0OCTATOYHOCTh C OCTPHIM KOPTHUKAJIbHBIM HEKPO30M

1.5 Kaaccudukanusa 3a00j1eBaHUs WJIH COCTOSIHUA (TPynnbl 3200/ eBAHUN _WIN

COCTOSIHMA)

Ucroprueckn TMA xknaccudunmpoBaid Kak TEpPBUYHBIC M BTOpHYHBIC. [lepBUUYHBIE

TMA Bxmodanu B cebst TpomOoThueckyto Tpomboruronenudeckyro nyprypy (TTII) u
remonutuko-ypemudeckuid cungpom (I'VC) [18]. YacTtoil nmpuyumHON MOCIHEAHETO SIBISETCA
uHQeKus mura-Tokcud npoxaymupymomeii Escherihia coli (STEC), u takoit Bapuant 605e3Hu
onpenensiercss kak STEC-I'YC. TTII oOycnoBieHa mnpuHOOPETEHHBIM WM TE€HETUYCCKUM
neunuToM akTHUBHOCTH Metatonporeassl ADAMTS-13 (menee 5 %), pacuieruisironiei
CBEPXKpPYIHbBIE MyIbTHUMEpPHI (pakTopa pon Bunnebpanna, KOTOpbIE B YCIOBUSIX HEJOCTATOYHOM
AaKTUBHOCTH (pepMEHTa MHAYLHPYIOT 00pa3oBaHHME TPOMOOB B COCYIaX MHUKPOLHUPKYISITOPHOTO
pycina [19,20]. STEC-I'YC — naubonee yactas popma ['VYC, Ha 10n0 KOTOPOW MPUXOIUTCS
noutd 90% B ero crpykrype. Okono 10% cnydaeB I'YC, necpsizannbie co STEC-ungexuueit,
otHocsTcs k al'YC. B 80-x romax XX Beka Oblia ycTaHoBieHa cBsizb al YC ¢ HaclieICTBEHHBIMU
win npuodperenHsiMu aHoManusiMu AITK, kotopeie Obitn 06HapyxkeHsl B 50-60% cimydyaes, 4To
MOCIYXWJIO OCHOBaHHWEeM KkiaccudunupoBath al'YC Kak KOMILIEMEHT-OMOCPEIOBAHHBIM.
[Ipoune TMA, accounmmpoBaHHBIE C OEPEMEHHOCTHIO, ayTOMMMYHHBIMH M OHKOJIOTHYECKUMHU
3a00JIeBaHUSAMH, JIEKAPCTBEHHBIMU CPEJICTBAMH, 3JI0KQU€CTBEHHOH apTepualbHON THIepTOHUEH,
TpaHCIUTAaHTAIlMEH COJIUJIHBIX OPraHOB M KOCTHOTO MO3ra COCTaBWJIM Tpynny BTOpUYHBIX TMA
[18]. B HacTosiee Bpemsi MpeanpUHUMAIOTCS TTONBITKA OOHOBJICHHUS 3TON Kiaccudukanuu. B
yacTHOCTH, pemieHueM koH(pepermun KDIGO 6buto mpemnokeHo 3aMeHUTh TepMuH «al YC»
TepMUHOM «repBUUHBIE  al' YC», o0003Hauass UM cioy4yal C 4YeTKO YCTaHOBJICHHBIMH
renerudeckumu nedpexramu AlIK wmm anturenamu k CFH, a Bropuunsie TMA nMeHOBaTh B
3aBUCHUMOCTH OT BBI3BaBIIEH MX NPUYUHBI, HANpUMep, <«JieKapcTBeHHbIM al'YC» wim
«accolMMpoOBaHHBIH ¢ OepemMenHocTtho al'YC» [21,22]. Hpyrum  mpejiokeHueM,
NpeCTaBIsAomUMcs O6oee 00OCHOBAHHBIM, siBJsieTcss paszneneHue al YC Ha KOMIUIEMEHT-
onocpenoBanHbiii ['YC (co6ctBenno al'YC wnm nepuunsiii al'YC) u Bropuunsii I'YC, noa
KOTOPBIM TOHUMAIOTCSI CHUTYyalluu, oOO3HauaeMble paHee Kak BTopuuHble TMA [23,24]. B
MOJOOHBIX CIIydasiX MpPEANoJiaraeTcs BO3MOXHOCTh BTOPHYHOM aKTHUBALMU KOMIUIEMEHTa Kak

pe3ynbTaT MOBPEXKICHUS SHAOTENNS, BBI3BAHHOIO PA3IUYHBIMU (DaKTOpaMu U MEXaHU3MaMH y
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MalKeHTa, He UMEIOLIET0 TeHETHYECKUX aHOMaJIMi cucTteMbl KomiuieMeHnTta [25]. [Ipeanaraercs
Takke HoBas kiaccudukammas TMA, cormacHo kotopoit TMA crienyer pasnensaTh Ha
HACJICJICTBEHHBIC, TPHOOpPETEHHBIC, ACCOLMHUPOBAHHBIE C WH(EKIUEH U BTOpUYHBIE. B
COOTBETCTBUU C 3TOM Kiaccudukanueit al' YC, o0ycnosnennsiii anturenamu Kk CFH, otHocuTcs
K Tpynme nepBUYHbIX npuodpereHHbIx TMA, a al'YC, accoruupoBaHHBIA C T€HETHYCCKUMHU
nepexramu AIIK, BXxomutr B Tpynmy NepBUYHBIX HacieacTBeHHBIX TMA [25,26]. Taxum
o0pa3om, cerofHsi He CymecTByeT oOmenpuHaThix kinaccudukanuii TMA u al'YC. B atoit

CBs3H, B HACTOAIHNWX PEKOMCHAAIMAX MCIIOJIB3YETCS KJ'IaCCI/Id)I/IKaHI/Iﬂ, B COOTBETCTBHH C KOTOPOH

al CVY (xomiuieMeHT-onmocpenoBadHas TMA) otHocuTcs K nepBUYHBIM TMA. Bce OCTaJILHEBIE

nepeurciieHHble Bbilie TMA paccMarpuBaroTcst kak Bropuunble. al'YC Takxke nojapasnuensercs

Ha CeMeiHylo H cropaguueckyio ¢opmel. B crpykrype al'VC Ha pomo cemeiHOro
(IMarHoCTUPYEMOTo MO KpailHel Mepe y IByX WICHOB CEMbH) IPUXOIUTCS, IO pa3HbIM JAHHBIM,
Bcero 10-20%, torma kak cnopaaguueckuil al'VYC, mpum KOTOpOM OTCYTCTBYET CEMEWHBIN
aHamHe3, Bcrpedaerca y 80-90% mnaunuentoB c stoi matojorueil. CieayeT NOMHUTB, YTO
OTCYTCTBUE 3a00JI€BaHUSI Y POJCTBEHHHMKOB HE HCKJIIOYAeT €ro HacleJACTBEHHBIH XapakTep

[1,16].

1.6 Kaugnyeckass KapTHHA 3200J1eBaHUSI WJIH COCTOSHHUSA (rpynnbl 3a00J1eBaHUM

HJIN COCTOSTHHN)

Knuanueckas kaptuna al'YC oTiudaeTcst 3HaYUTEIbHBIM TOIMMOP(HHU3MOoM. OCHOBHBIMU
MIPOSIBICHUSAMU 0011€3H1 SABJISIFOTCS TPOMOOLIUTONECHHUS, MUKpPOaHrMonaTu4ecKas
remonutrueckas aHemuss (MAI'A) m octpoe moBpexaenue mouek (OIIII), cocraBmsromme
kiaaccuueckyio tpuaxy TMA [1,2,15]. Tloutu y nonoBunsl namueHtoB ¢ al YC 3aboneBaHue
pa3BUBaeTCAd IOCIE BO3JCHCTBUS TPUITEPOB, HauOoONEe YACTHIMH U3 KOTOPBIX CIIyXKaT
uHpEKIMU: B TEPBYIO Odepenab, IbIxaTelbHbIX nyTed (y 18% mnamueHToB) M KeIydOYHO-
kuieyHoro tpakta (23-30% ciyuaeB). Hepenko al ' YC pa3BuBaeTcs win pelUIUBUPYET MOCIIE
NepeHEeCeHHBIX BUPYCHBIX MHQpeknuii — rpunna HINI, BerpsHoil ocnbl. BaxkusiM (akTopom,
CHOCOOCTBYIOIIMM pa3BUTHIO WM peruauBy al VC, saBnserca OepeMeHHOCTh, KOTOpas
npenmecTsyer 3aboneBaHuio y 7-17% mnanueHTOB, M TpaHCIUIAHTalUMs OpraHoB — y 5%
maruenTos [1,16].

B OombmuncTBe cinydaeB al'YC HaumHaercs BHe3anHo. Hepenko 0oise3Hb
MaHH(pecTUpyeT Hecneun()UIeCKUMHU CHMITOMAMU — CJl1a0OCThIO, YTOMIISIEMOCTBIO, OOLIMM
HEJIOMOTAaHWEM, TPHUIIIONOAO0HBIM CHHAPOMOM. Y B3pocibix mnarueHToB B 20% ciydaes
OTMEYAETCSI CTEPTOE HAYAIO ¢ MEJJIEHHBIM IporpeccupoBaHueM. [Ipu 3TOM MOXKET IIUTENBHO,

A0 HECKOJBKHX MECALCB, MEPCUCTUPOBATL AHEMMHA JIETKON CTENCHH npu HE3HAUYNTEIILHOM
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TPOMOOLIUTONIEHUH WM €€ OTCYTCTBUM M COXpaHHOW (YyHKIMU TMoYeKk. Bo3MoXHO Taxxke
paszButue «HenonHo» TMA 06e3 TpomboruTonenun wuinu, peke, MAI'A. B psae ciydaes
OMMCAHO PAa3BUTHE TOJILKO MOYEUYHBIX Npu3HAKoB TMA B OTCYTCTBHE TI€MaTOJOTHYECKHX
HapyueHuu [27].

VY OosIbIIMHCTBA MalMEHTOB KIMHUYECKas KapTHWHA MpeAcTaBlieHa TPOMOOIMTONEHUEH,
HeuMmyHHOM MAT'A u OIIII [1,2,16]:

» Tpombouuronenuss (menee 150000/mMm® wnmm  OBICTpOE CHIDKEHHE YHCIA
TpoMOouUTOB Oosiee yeM Ha 25% OT HCXOIHOTO) pa3BUBAECTCS BCIEICTBUE
norpedyieHus TPOMOOLIUTOB B mporeccax MUKPOIMPKYISITOPHOTO
TpoMO00Opa3OBaHMS.

» MAT'A (remornobun, kak mpaBwio, meHee 100 r1/1) sBIsieTcs pe3yiabTaTOM
MEXaHMYECKOT0 FeMOJIN3a BCIIECTBUE MOBPEKICHUS MEMOpaH 3PUTPOLUTOB MpHU
KOHTakTe€ C TpoMOamMu M BO3JEHCTBUM MEXaHU3MOB shear stress B Cy>KEHHBIX
cocymax manoro kanuOpa. Hammuume remonvza MOATBEPKIACT HU3KUN YPOBEHB
rantornoOvHa W BbICOKMH — makrataeruaporenassl (JIJII) B kpoBu, a
MUKpPOQHTMOMATUYECKYI0 ~ IPHUpPOAY TeMoliu3a —  Hajuuhe  UIM30LMTOB
(mMCTONMTOB) B Mas3ke mepu(eprueckol KPOBH, M OTpHUIIATEIbHAS PEaKIIHs
Kymo0ca.

» Tlopaxenue novek B OonbpIIMHCTBE ciiydaeB MaHudectupyetr OIIIl ¢ Hanmmunem
OJIUTO/aHypuU WK O6e3 Hee. Y MalleHTOB ¢ COXPaHEHHBIM TUYPE30M OTMEUYAETCs
MIPOTEUHYPUS pa3Hoil BbIpaxkeHHOCTH. [Ipn mocteneHHOM pa3BUTUH 3a00JIeBaHUs
MOXKET pa3BUTbCA HeppOoTHUECKUN CHHAPOM. BO3MOKHO TOSIBIIEHHUE T€MATYypPHHU.
OIIIT He Bcernma ObIBaeT MEPBLIM MPOSIBICHHEM O0se3HHU: 0KOIO 17% manueHToB
JEMOHCTPUPYIOT JIHIb YMEPEHHBIH MOYEBOW CUHAPOM 0e3 HapyleHUs (pyHKIUU
mouek. B penkux caydgasx al'VC wmoxker ne0OTHPOBATh W30JIMPOBAHHON
MPOTEUHYPUEH W YMEPEHHBIM MOBBIINICHHMEM KpPEaTHHHWHA B KPOBHU, KOTOPOE HE
HapactaeT. bonbmmHcTBO B3pocibix nanueHToB ¢ al'YC u OIIIl B mMoMeHT
TOCMUTAIM3AIMY  HYKJAIOTCS B MPOBEACHUU TreMojauain3a. TepMHUHalbHas
noyeyHas HemoctatroyHocTh npu al'YC pa3BUBaeTcs HE3aBUCHUMO OT XapakTepa
MaHu}ecraru 600e3HH, HepeaAKo B Ucxo/ie epBoro snuzonaa TMA [1,2,16].

» YV OonpmHcTBa nanueHToB ¢ al'YC pa3BuBaercs aprepuaibHas THIEPTOHUS
BCIIEJICTBUE  TIEPErpy3ku oOBEeMOM B Ciydae OJUTO/aHypuUu  W/WIHU

TUNIEPPEHUHEMHH BCJICICTBUE MIIEMHUH TKAaHU MTOYEK, o0ycioBaeHHo TMA.

12



» al'VC mpexacraBinser coboii cucreMHyro TMA, mpu KOTOpO#W pa3BUBaeTCs
MOPAKEHHE HE TOJIBKO TMOYEK, HO M JPYrUX >KU3HEHHO BAXHBIX OpPraHOB —
TOJIOBHOTO MO3ra, Cep/lia, JerkKux, MUIEBAPUTEILHOTO TPaKTa, OpraHa 3peHus u
np. [4,28-31]. DkcrpapeHabHBIC TPOSBICHUS 3a00JIEBaHHUS OOHAPYKUBAIOT HE
Menee yeMm y 20-30% mnanueHToB, MpH 3TOM JBE TPETHU W3 HUX HUMEIOT Ooisee
OJIHOT'O OPTaHHOTO MOPAKEHUSI, KPOME MOYECK.

» bonpmmucTBO manmenTtoB ¢ al YC mMmeer mMaccuBHBIC Tepudepudeckue OTeKH
BILJIOTH JI0 AHACAPKU M MOJIOCTHBIE OTEKH (TUAPOTOPAKC, TUAPONEPUKAPI, ACIHUT),
OCHOBHOM NPHYMHOW KOTOPBIX SIBIISIETCS BO3JeHCTBUE aHahuiaoTOKkCHHOB C3a u
C5a, oOpasyrommuxcs B mnporecce aktuBanuu AlIK ©u  BbIBBIBarOmMX
0CBOOOXKICHHE THCTAMHHA, YCHUIIMBAIOIIETO COCYIUCTYIO IPOHUIIaeMOCTh [32].

» Ilopaxenme I[HC  pa3HOii  CTEMEHM  BBIPAKEHHOCTH  (COHJIMBOCTD,
pa3IpaXUTENbHOCTh, CYIOpPOTH, HApPYIIEHWS 3pEHHs, T[EeMHUIIape3  WIH
TEMUIUIETHS, CTYIIOP, KOMa) pa3BUBAETCS MOYTH Y MOJIOBUHBI nanueHToB ¢ al'YC.
B psige cnmydaeB BO3MOXXHO Pa3BUTHE OTEKa T'OJOBHOTO MO3ra, 0OYCIOBICHHOE
MOBBIIIEHHOW COCYIMCTON MPOHUIIAEMOCTHIO [33].

» Y 40% mnanuentoB ¢ al'YC pa3BuBaercs TMA Muokapaa, TpOSBIISIONIAsSCS
CUMIITOMaMHU JWJIATALIMOHHOM KapAMOMHOIIATUM C TMOCTENEHHO HapacTarouiei
WIH OCTPOH CepAeYHOW HEIOCTaTOYHOCTBIO, OCTPOro HH(ApKTa MHOKapAa,
TSKEIIBIMU HAPYLIEHUS PUTMa M MPOBOAMMOCTH, KOTOPbIE MOTYT NIPHBECTH K
BHe3anHo# cmeptu [30,31].

» Jlerounas TMA MoOXeT cTaTh MPUYUHONH pa3BUTHS T'eMOPPAruvecKoro
albBEOJINTA WM OCTPOrO0 PECHUPATOPHOTO JUCTPECC-CUHAPOMA B3POCIHbIX.
Hapacraromas BciencTBue 3TUX MPUYMH JbIXaTeIbHas HETOCTaTOYHOCTb B psJie
ciydaeB TpeOyeT MpUMEHEHUs MCKYCCTBEHHOM BeHTWIALMHU Jierkux. Hepenako y
narueHToB ¢ al'YC pa3BUBAIOTCS IBYCTOPOHHUE WHMUIBTPATHI B JIETKHX, YTO
3aTpyAHsAET BepU(HKAIMIO JuarHoza u  Tpedyer  nuddepeHunanbHOMl
JTUATHOCTHUKY C BaCKyJIMTaMU U MH(MEKITMOHHOM maronoruei [28].

» [lopakeHHE KeTyJOUHO-KUIIIEYHOTO TPaKTa BCTpedyaeTcs MpuoIm3uTeasHo y 30%
narueHToB ¢ al'YC. Haubonee wacto HabmIOgaeTCsl MIIEMUYECKOE TOPaKeHUE
KMILIEYHHUKA, YacTO IMpOSBIAIOIIECECS auapeed, B TOM 4YHUCIE U KpPOBaBOW,
TOIIIHOTOW W PBOTOH, XOTSI BO3MOXKHO pa3BUTHE aOIOMHHAIBHOTO OO0JIEBOrO
cuHapoma. Hepenko orMewaercs  pa3BUTHE  OCTPOro  IAHKpeaTura C

XapaKTCPHbIMHU KIMHUYCCKMMH IIPpHU3HAKaMHW BIUIOTh A0 MAHKPCOHEKPO3a.
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OnucaHo ocTpoe pa3BuTHE caxapHoro jauabera. Pexe HabOmoparoTcs
UIIEMUYECKUE HEKPO3bl neueHu [28,29,34].

» ITlopaxxeHHe KOXH, MPEACTaBICHHOE Pa3BUTHEM OOMIMPHBIX OYaroB HEKpO3a, Y
B3pOCJIBIX IIALIMEHTOB BCTpedaeTcss peako. OnucaHa TaxKe IUTHTAIbHAsS
WILIEMUYECKasi TAaHTPEHA, MPUBOASAIIASA K aMITyTalluK MalblEB PyK U HOT [28].

» IlpumepHo y 5% manueHToB, yamie Bcero npu akymepckom al'VC, pasBuBaercs
MOJIMOPTaHHasi HEeIO0CTaTOYHOCTh, OOycJOBIeHHas reHepanu3oBaHHod TMA ¢

MOpaXEHUEM COCYJIOB MUKPOLIMPKYISATOPHOTO pycia JKU3HEHHO Ba)KHBIX OPraHOB

[1].

2. /ImarnocTuka 3a00J1eBaHUS WM COCTOSTHUS (TPYNIbI 3200 1€BAHMH WIH
COCTOSIHHUII), MEIMIIMHCKNE MOKA3AHUSA W NMPOTHUBONOKA3AHNS K NIPUMEHEHHU IO

METOA0B TMATHOCTUKH

Mo mnacmoawezo 6pemenu cneyughuueckue ouacHocmuveckue mapkepvl al ' VC
omcymcemeyiom. Juaenoz al YC — smo ouacnoz ucknouenus. On ycmanasnugaemcs: Ha
OCHOBAHUU XAPAKMEPHOU KIUHUYECKOU KApMuHul nocie uckiouenus opyeux ¢gopm TMA, kak
NepBUYHbIX, MAaK U 6MopuyHslX. B ceazu ¢ mem, umo eéce TMA nesasucumo om ux namocenesa
umerom cxoomvle KIUHUKO-1AO0pamopHvle NPOSGNIeHUs U 00uyio 2UCMONI02UYeCKYI0 KAPMUHy,
Ype36bIYAIHO  BAJCHOU  A6IAemcs  OuppepenyuanrvHas OUACHOCMUKA MeHc0)y OCHOBHbIMU
Gopmamu nepsuunou TMA — TTII, STEC-I'VC u al'VC. V e3pocavix nayuenmos ¢ TMA
HeobX00UMO makxdce UCKIIOUUMb 3HAYUMENbHOe YUCIO0 3a001e8aHuti U COCMOSHULL, Npu
KOMOpPbIX 803MOJNCHO pazsumue emopuunvix TMA, 6 nepsylo ouepedb, CBA3AHHBIX C
bepemenHOCmbI0 U pOOaMU, CUCMEMHbIMU 3A001e8AHUAMU (CUCMEMHA KPACHAS BONYAHKA
(CKB), aumugocghonunuonviti  cunopom (APC), crrepooepmus), 310KA4eCMBEHHbLIMU
HogooOpaszosanusimu,  BUY-ungpexyueti,  cencucom,  310KauecmeeHHOU  apmepuaibHoOU
eunepmeH3ueti, JIeKapCmMeeHHOU mepanueti, CUHOPOMOM OUCCEMUHUPOBAHHO20
sHympucocyoucmozo ceepmuiganus ([BC-cunopomom). Taxum obpazom, ouacnocmuxy al'VC
MOMCHO NPeoCcmasums Kak 08YXypOGHe8blll npoyecc, npuiem OUacHOCmuyecKue Uccie008anus
000UX YpOBHell OO0NHCHbL OCYWEeCMBIISIMbCS He NOCied08amenbHo, a 00Ho8pemeHHo. Ilepsviii
ypoeenb npedHazHaveHn O0as eepugpuxayuu cunopoma TMA, emopoii — oOns eepugpuxayuu
HO30102UYeCK020 OUAcHO3d, U C MO Yeavio Heobxoouma ouggepenyuanroHas OUAZHOCMUKA
medncoy nepeuunvimu u emopuunvimu TMA u nepeuunvix TMA (TTII, STEC-I'YC u al'VC)
medxncdy coooti [1,2,15,16,35,36].

Kpumepuu ouacnosza al'YC
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1) Hanuuue CUMNMOMOKOMNIIEKCA ocmpou TMA: mpomooyumoneHus,
MuKpoaneuonamuyeckas Kymbc-neeamusnas — ecemonumuueckas —aHeMus, —OCmpoe
nospedicoenue nouex

2) Ucknrouenue nepsuunvix TMA: TTI u STEC-I'VYC

3) Ucknmouenue emopuunvix TMA

Aneopummol  nHanpaenenuti  ouggouacnocmuku al YC npu nooospenuu na TMA

npedcmasnenvl 8 pazoene «lIpunoscenue by, n.1 (TMA) un.2 (al'YC).

2.1 7Ka100b1I M aHAMHE3

Knunuueckue aaHHble, NnoJly4€eHHble npu anaiusze acanod u anamuesa u yKasvlearnuwue Ha

seposimuoe Hanuuue al ' YC, npusedensl 6 pazoene 1.6.

e Mpl pekoMeHIyeM MpH OCMOTpE MalnueHTOB ¢ mnogo3peHueM Ha al'YC ¢ wmenbio
JMATHOCTHKH PEHANbHBIX W JKCTPAapeHAbHBIX NpPOSBICHUI 3aboneBaHus 0OpaTHTH
BHUMaHUE Ha CIEAYIOIIHE XaIoObl: mnepudeprudeckue OTCKHU, YMEHBIIEHHE o0bhema
OTIEISIEMON MOYH, U3MEHEHHE [IBETa MOUH; OJBIIIKA; TeMOPPArHICCKUE BBICHITIAHHS HA
Koxke; ci1abocTh, BSJIOCTh, OBICTpas  yTOMIISIEMOCTh, OTCYTCTBHE  alllIETUTA,
rOJIOBOKPY’KEHHUE; TOJIOBHbIE OOJIH, HapylIEHHE 3PEHUS Pa3HON BBIPAXKEHHOCTH (BILIOTH
JI0 TIOJTHOM CJICTIOTHI); TOITHOTA, PBOTA, OOJIM B )KUBOTE, YaCThIN XUAKUH cTya [1,2].
YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KommenTapuu: sxcanodvr nayuenmos ¢ al'YC necneyuguunvt. B oebrome 3abonesanue

MOdHCem npomeKams co CmepmulMu KIUHUYeCKUMU nposasieHusimu [2].

2.2 Pu3ukaabHOEe 00CIeT0BAHUE

Hannvie usuxanrvnoco obcnedosanus, ykazvigarowue Ha eeposmuoe Hanuuue al'VC,

npusedenvl 8 pazoeine 1.6.

e  Mpbl pekoMeHayeM MpH (U3MKAILHOM OOCJIEIOBAHUU MALMEHTOB C IOJO3PEHHEM Ha
al'VC c uenpio AMarHOCTHKHM PEHANBHBIX U 9KCTPAPEHAJIbHBIX MPOSIBICHHUH 3a001€BaHUS
OLICHUTh HAJIW4Me: IMOBBILICHHOW TEMIIEpPATypbl TEJA; W3MEHEHHs KOXKHBIX ITOKPOBOB
(6meHOCTD, JKENTyXa, TeMOpparvu); Mepu(pEepHUYeCKUX OTEKOB; BIAXKHBIX XPUIIOB B
JETKUX; pacIIMPEHWs TpaHMIl CEpALa; IOBLILEHHOIO apTEPUaIbHOrO JIaBJICHHMS;

TaxMKapAuu WIN HapylleHuid putma cepaua [1,2,3].
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YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)
Kommentapun: Ocrogrotl yenvio ¢husukanbho2o o6cie0o8anus a6isaemcs 0oHapyicerue

PEHANbHBIX U IKCMPAPEHATIbHbIX nposeienull bonesnu [1-3].

2.3 JIaGopaTopHbIe NMATHOCTHYECKHE UCCIEeI0BAHUS

Iloka ne paspabomanvl cneyughuueckue ouacnocmuueckue mapkepwl al YC, nosmomy
NOCNIeOHUU ABNAEMC OUASHO30M UCKIIOYEHUsl U MOdcem Oblmb YCMAHOBIEeH MOJbKO NOCIe
MuamenbHo20 00C1e008aHUs NAYUEHMA, KOMOpoe NO38OIUM OMEEPSHYMb OUACHO3bL TH0ObIX
opyeux nepsuynvix (STEC-I'VC, TTII) u emopuunvix TMA (accoyuuposanuvix ¢ uHngexyuet,
JIeKaApPCMBEHHbIMU — NPenapamamy,  OepemMeHHOCmbl0 U pooamu,  aAYMOUMMYHHbIMU
3a001e8aHUAMU, onyxoaamu, 3710KAYeCmEeHHO apmepuanbHou eunepmouuel,

mMpaucniaumayueti KOCMHO20 M032a U CONUOHbIX opeanos) [4,16,25,35,37-49].

e Mbl pekoMeHIyeM BCeM NauMeHTaM c mnogo3peHneM Ha TMA 1is ee JuarHOCTUKHU
BBIMOJIHATE OOLIMH (KIMHUYECKUI) aHaIN3 KPOBH pPa3BEpHYTHIH € HCCIEIOBaHUEM
YpOBHSI TPOMOOIIMTOB B KPOBU W HCCIIEIOBAHUEM YPOBHS IIU30IIUTOB B KPOBH, aHAIN3
KpOBHU OMOXMMUYECKHI 00IIeTepaneBTUYECKHil ¢ UCCIeJOBAHUEM YPOBHSI KpeaTHHUHA B
KpOBH, omnpejaeneHrueM aktuBHoctd JIII' B KpoBU U uccieqoBaHUEM YPOBHS OUIUpYyOHHA
CBOOOTHOTO (HEKOHBIOTMPOBAHHOTO) B KPOBH, HEMPSIMOI aHTUTIIOOYIMHOBBIN TECT (TECT
Kym0Oca), mpsimoii aHTuUrnoOyianHoBBI TecT (mpsimast mpoba KymOca), uccnenoBanue
ypoOBHs ranrorioouna kposu [1,14-16,35,37-39,50].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YpoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

Kommenrtapuu: ouacnocmuxa TMA ocnosana na nanuuuu mpomodooyumonenuu u MAI'A
8 CoYemaHuu ¢ NPUSHAKAMU NOPAN*CEHUS NOYEK U/UNU IKCMPAPEHATbHO20 NOPANCEHUs.
Tpomboyumonenuro Koncmamupyiom npu Koauvecmse mpomooyumos <150 000/mm’.
Ecnu yucno mpomboyumos npesviuiaem 3mo 3Havenue, mo 00 ux nompeoIeHuu MONCHO
CYyOUmsb N0 CHUICEHUIO KOIudecmea mpomooyumos >25% om 6a3anvnozo yposHs (eciu
OH uzeecmet). B peoxux cnyuasx 6osmoxcno pazsumue MAI'A 6e3 mpomboyumonenuu.
Hanuuue MAI'A ycmanaeénusarom na OCHOBAHUU BbIAGNEHUSA V NAYUEHMO8 C aHemueu
nosviuienno2o ypoeusa JUII' uw/unu wuzoyumosa (YUCIO0 WUOYUMOE 8 MdA3Ke
nepugepuyeckoii kposu 6onee 1%) [1,14-16,35,37-39].

Ilpu nooospenuu na TMA neobxooumo onpedeneHue 6cex mpex YKA3AHHbIX MAPKepos

eemonusa (JIQI, wuzoyumol, canmo2nobun), NOCKOIbKY 8 OMCYMCmeue uU3MeHeHuUll
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00HO020 U3 HUX U HEBbINOJHEHHbIX UCCAe008AHUAX 08YX Opyeux ouacno3 TMA ycmanosumso
HEBO3MOJICHO  (n0dcHOOmpuyamenvuvll  pesyromam!) [37]. Bcem nayuemmam ¢
nooospenuem Ha TMA HeobX00umMo maroice 8bINOIHAMb HENPAMOU AHMULT00VIUHOBYILL
mecm (peakyuio Kymoca) 01 uckmouerus UMMYHHOU NPUpoObl 2emoausda. Y nayueHmos
¢ MAT'A u mpomboyumonenueti naruuue OIIIl unu Opyeux npuzHaKos nNopaxtceHus
noYeK, U30AUPOBAHHO20 UNU 8 COUeMAHUU C CUMAIMOMAMU NOPANHCEHU OPYeUX OP2AHO8

cyorcum ocHosanuem 0nsi ouazHocmuxu TMA.

Mbl pekOMeHAyeM MalMeHTaM ¢ CUMIOTOMOKOMIUIEKCOM TMA ycTaHaBIMBaTh JIHArHo3
al'VC Tonbko nocne uckirouenust auario3oB STEC-I'YC u TTII, a Takke BTOPUYHBIX
TMA [1,16].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

MpbI pekoMeHyeM BCEM MalMeHTaM ¢ nojgo3penueM Ha al'YC u npu3HakaMu MOpa>keHUs
KEIYTOYHO-KUIIIEYHOTO  TpPakTa, OCOOCHHO  HMEIOIIUM  JHAPEI0,  BBIMOTHSTH
HeoOXxoauMmele JabopatopHbele uccnenoBanus g uckmouenus STEC-I'YC  (cm.
KOMMEHTapUH1) MpH MOCTYIUICHUH B CTallMOHAp J0 Hayana aHTHOaKTepualbHON Tepanuu
[2,39,51].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KommenTtapuu: nockonvky oxono 30% nayuenmos ¢ al'VC 6 oebrome donesnu umerom
CUMNMOMbL NOPANCEHUS HCENYOOYHO-KUUUEYHO20 MPAKMA 6 ude MOUIHOMbl, PEOMbl,
Oouapeu, 6oneil 6 scusome, Heooxooum ckpunune Ha STEC-I'VC. Jluaenoz STEC-I'YC
OCHOBblBaemcs Ha udeHmuguxkayuu 6030youmens (baxmepuil, npOOYYUPYIOUUX WU~
MOKCUH) — MUKpOOUONIo2UdecKuMy  (KVIbMmypaibHbiMu)  UCCIe008AHUAMU — KAId:
Onpeodenenue ammucena E coli O 157:H7 6 ¢exanusx, Onpedenenue moKCuHO8
snmepozemoppacuveckux suepuxuii (EHEC) 6 obpaszyax ¢hexanuti) uiu monexyispHo-
2eHeMUYeCKUMU Memooamu (NOIUMePA3HOL YEeNnHOU peakyuu 6 cmyne Ul peKmaibHOM
maske). Onpedenenue aumumen K 6030y0umento 68 CblGOPOMKe KpPOBU Memooamu
ummyHnopepmenmuozo ananuza (Onpeodenenue anmumen x [lluea-moxcumny 6 coligopomke

KPOBU) MOdicem 8bla8ums Heda8Ho neperecenyio ungexyuro [2,35,39,51,128].

MB&I pekoMeHyeM BCEM MalueHTaM ¢ nogo3penueM Ha al'YC onpeneneHre akTHUBHOCTH
MetautonporenHassl  ADAMTS-13 B muasme kpoBu st uckimoueHuss TTII

[2,37,39,52,53,54].
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YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

KommenrTapuu: wmemannonpomeunaza ADAMTS-13  uepaem knouesyro poiv 6
namoceneze TTII, nosmomy onpedeneHue ee aKMUBHOCMU NO380AeM  YEMKO
ougppepenyuposamo TTI u al ' VC. Axmusnocmv ADAMTS-13 6 nopme cocmasnsem 50-
150% 6 3asucumocmu om memooa onpedenenus. [Jepuyum axmusnocmu ADAMTS-13 co
cHuxcenuem menee 10% saensiemcs ouaznocmuveckum mapxepom TTIL Y nayuenmos c

akmuenocmoio gepmenma nudice 10% Heobxooumo onpedeneHue cooepi’Hcanusi aHmumer

Kk memannonpomeunaze ADAMTS-13 6 nnazme kpoeu onpedewtnb—aru-APDAMIETSH13-
wHeHbUpyromHe—amnmumera. 1Ipu ux Hauyuu OUASHOCMUPYIOM  UOUONAMUYECK)IO

(aymoummynnyro) TTII, npu omcymcmeuu — nacredcmeennyio. Ilpu no6vix opyeux TMA,
exaouas u al'VC, axmusenocmv ADAMTS-13 moocem cHusxcambes, HO 6ce20d
npesviwaem 10% [2,35,37,39,52,53,54]. [lpu ucknouenuvix emopuunvix TMA 3nauenus
ADAMTS-13  6onee 10% nozgonstom ouacnocmuposams al’VYC. Onpedenenue
axmuenocmu memanionpomeunazvl ADAMTS-13 6 niazme kposu ciedyem GbInOIHAMb

00 Hayana niasmomepanuu.

Hns mubdmauarnoctukn al'YC u TTII B cay4asx HEIOCTYIMHOCTH OIEPATHBHOTO
ONpeeNICHUs] aKTUBHOCTU MeTauionporenHassl ADAMTS-13 B mnazme KpoBu 'y
naieHToB ¢ TMA ¢ KHU3HEYrpOXKaloIUMH TMPOSBICHUSAMHU OOJE3HH W/HIU BBICOKUM
PUCKOM TSDKENBIX IOYEUHBIX M/MIM BHENOYEUHBIX OCJIOXKHEHHUH, TpeOyromuMu
HEOTJIO)KHOTO Hadyajia JICYEHHs, Mbl PEKOMEHAYEM CUMTaTh MAaJOBEPOSATHBIM JHArHO3
TTII npu 3HaueHHWsIX YpOBHS KpeaTHHMHa KpoBu >150 mxmons/nm (1,7 mr/mm) B
COYETaHUH C ypoBHEM TpoMOo1uToB B KpoBu >30 000/1 Mk [52-57].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

JI0Ka3aTeJIbCTB — 4)

Mpl pekoMeHyeM BCEM MallMEHTaM C IpeanoiaraeMelM auarHozoM al'VC c menbro
muddepeHIManbHON  TUarHOCTUKK TPOBOJAUTH  OOCIEOBaHUE, HAIpPABICHHOE Ha
UCKJIIOUEHHEe HamOoJee 4acTO BCTPEUAIOUIUXCS B KIMHUYECKOW NMPAKTUKE BTOPUYHBIX
TMA (tabnuna 1) [16,38-49].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

Kommenrtapuu: pazsumue TMA 60 epems bGepemennocmu u nocie pooog mpedyem

He3amMeOonumenbHolU eepugurayuu OuazHo3a, KOmopbwlll onpeoensem makmuxy J1edeHus: u
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npoeHo3 onsa mamepu u pedenxa. «Axywepckas TMA» 6 6oavwuncmee cayuaes
npeocmasiena cneyuduieckUMu 2eCmayuoOHHbIMU 8UOAMU NAMOLO2UU — NPEIKIAMACUell
u HELLP-cunopomom, komopsie ciiedyem ucKuouams 8 nepsyro ovepeds. llayuenmam c
cumnmomoromniexcom TMA neobxooumo ucknowams cucmemuwie zabonesarnus — CKB,
cknepooepmuro u ADC. Iocaneonuti moxcem pazeumocs u 6 pamkax CKB (emopuunwiii
ADC), u kax camocmoamenvroe 3abonesanue (nepsuunviii AOC). Couemanue KIUHUKO-
nabopamopuwix nposnenui TMA ¢ wuanuyuem anmugocorunuonvlx aumumen
be3yciosHo  ceudemenvcmeyem 6 NOAb3y oOuazHoza «kamacmpoguueckuii ADCy,
He3a8UCUMO OMm MO020, UMEIOMCa UIU OMCYMCMEYIOm y nayueHma KIUuHu4decKkue u
ummynonocuveckue npusnaku CKB. B ceazu ¢ smum y nayuenmog ¢ npusnaxamu TMA
cniedyem obszamenvHo onpedensams ceponoeudeckue mapkepvl u CKB, u A®DC,
NOCKOJIbKY BbIAGIEHHbIU ) NAYUEHMA CNeKmp MapKepos onpeoessem mepanesmuieckyio
makmuky. Kpome cucmemnvix 3abonesanuil, Heobxooumo uckirovamos BUY-ungexyuro,
max Kak cpeou nayuenmos ¢ BUY-unghexyueti wacmoma TMA eviwe, uem 6 odwell
nonyiaAyuu, U 6o3pacmaem NO Mepe HpPOcpeccuposanus 3aboneeanus. Jlpyeue 6uobl
namosno2uu, Komopule ciledyem UCKIouUms, npexcoe uem ouaznocmuposams al VC,
yKazaHuvl 8 madauye 1.

Tabnuma 1. HauGonee gacteie Bropuunbie TMA [38-49]

3aboiieBaHNs M COCTOSTHHUSA TToxxoas! K JUarHOCTUKE

Bepemennocts m ee ocnoxHeHHs: | CpoK TecTamum, TecT Ha OEpEeMEHHOCTh B MaJlOM CpOKe,
HELLP-cunapom, npesxiamIcus (hepMeHTHI TIeUeHU

CucrtemHass  KpacHas  BOJIYaHKa, | aHTMHYKJeapHeld Qakrop ©Ha HEp-2 xnerkax, mnanens

CKJIEpOJIEpMHUS, AHTHUSIIEPHBIX aHTHUTEN, aHTuTena K JBycnupanbHoil JITHK,
aHTUPOCHOTUIHIHBIN CUHIPOM aHTHUTENAa K KapAWOJHUIIMHY, BONYAHOYHBIN aHTHKOATYISHT
antu-f2-I'TI1 -anTuTena
BUY-undexus ITonoxurensHble pe3yabTaThl UMMYHHOOJMOTTHHTA Ha BUY-

MHQPEKIHIO
3510Ka4ecTBeHHAsI apTepraTbHast Anamues apTepuaNbHON TUTICPTOHHH, XapaKTepHBIC

M3MEHEHHS TIa3HOTO JTHA IPU 0()TaIEMOCKOIINH, PETHCTPAIIUI
3JIEKTPOKApANOTPAMMBL, 3XOKapAnorpadun

3nmokadecTBeHHBIE HOBOOOpa3oBaHusi | OHKOMapKephl, OHKOIIOMCK C HCIIOJIB30BAHUEM DPAa3TMIHBIX
BU3YAIM3UPYIOIIHAX METOIOB

TMA, acCOIMMPOBAHHAS Cc | AHamMHe3  JIGKapCTBEHHOH  Tepamuu:aHTHOAKTepHUAIbHbBIC
npenapaTsl CUCTEMHOI0 JeHcTBUS AHEHOHOTHIN,
MPOTHBOOITYXOJICBBIC Mpenapatsl  (COCIUHEHUS IUIATHHBI,
CPEACTBA, NPENATCTBYIONIME HOBOOOPAa30BaHUIO COCYIOB
(uarn6buropst  VEGF),  uHruOuTOpH  KaJIbLIMHEBpHHA,
UHTEP(EPOHBI, AHTUTPOMOOTHUECKHE CPE/ICTBA: FHIKAOHHAHH,
KITOTHIOTper™ *), TOPMOHAJILHBIC KOHTPAIETITUBBI
CHUCTEMHOTO  JeHCTBUS  (KOMOWHHUPOBAaHHBIE  OpaJIbHBIE
KOHTPAIICTITUBBI) U TIP.

TpancmmanTamus KocTHOTO Mo3ra U | COOTBETCTBYIOIIMI aHAMHE3

COJIMJTHBIX OPTaHOB

TUIICPTOHUA

JICKapCTBaMu1
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Mpbl  pekoMEHIyeM BBINOJHATH KOMIUIEKC HCCIEAOBAaHUN, HEOOXOAWMBIM Ui
muarnoctuku JIBC-cunaapoma, BceM marnueHTam ¢ nogo3penueM Ha al' YC, ocoOeHHO B
CIIy4asiX pa3BUTHS MOJUMOPTaHHON HEAOCTAaTOYHOCTH, Uil uckiroueHusa JBC-cunapoma
[2,39,41,58,59].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

Kommentapun: /JBC-cunopom npeocmasnsiem coboll namonocuieckoe coCmosuue, 6
OCHOBe KOMOpo2o Jedcum mpomboodbpazosanue 6 cocyoax Maioeo Kaauopa,
00ycnoeneHHoe akmusayueli n1a3MeHH020 36eHa KOA2YIAYUU C ROCaedyioujell 8MopUyHoLl
akmusayuel cucmemvl Quopuronusza. meHHo 6 amom e2o 2nagnoe omaudue om Opyaux
TMA, u 6 nepsgyro ouepedb om al YC, npu Komopuix nepsutuHo nopaxgceHue 3HOOmenus,
npusoosee Kk akmusayuu u nompeodnienuro mpomooyumos [58]. Ilanenv uccredosanus
ons ouaenocmuku J{BC-cunopoma exnouaem 6 cebs: onpedeieHue aKmueupo8aHHO20
YACMUYHO20  MPOMOONIACMUHOB020 — 8PEMeHU,  onpedenieHue  NPompomMOUHOBO20
(mpomboniacmuno8020) 8pemMeHu 6 Kposu Uiy 6 niasme, onpeoeieHue mpomoOuHo8020
epemenu 6 kposu (TB), uccredosanue ypoeus ¢uopuHocena 6 Kposu, onpeoeieHue
akmusnocmu aumumpomouna Il 6 xkposu (ATIIl) u onpedenenue xonyenmpayuu /I-
oumepa 8 KpoGu U UCCTe008aHUe YPOBHA PACMBOPUMbBIX  DUOPUHMOHOMEPHBIX
KoMnieKcos 6 Kposu. B 6onvwuncmee cnyuaes al YC nokazamenu Koazyiocpammvl
(opuenmuposouHoe ucciedosanue cucmemvl cemocmasa) ve usmenenvl [2,39,41,58,59].
Oonaxko y psaoa nayuenmos al ' YC moocem ocnoscnumocs pazsumuem J{BC-cunopoma,
umo Haudem ompadxcerue 6 YOIUHEHUU BPeMEHHbIX NApAMempos C8epMbl8aAHUs KPOSU,
cHudcenuu xouwyeumpayuu uopunocena u ATII, yseruuenuu coodepocanusn /[-oumepa.
Couemanue al'VC c¢ JIBC-cuHOpomMoM B03MOICHO U3-3A MECHO20 63AUMOOELUCMEUs.

cucmem cemocmdasa u Komnjiemenma, CNOCOOHBIX 83AUMHO akmueupoeaniob 00HA Opyzy;o

[60].

Jlis BBISIBIICHUS TTATOJIOTUYECKOW aKTUBAIMK CHCTEMbI KOMILJIEMEHTA Mbl PEKOMEHIIYEM,
KaKk MUHUMYM, HccienoBanne ypoBHs C3 (pakiuy KOMIUIEMEHTa, HCCISIOBAaHUE YPOBHS
C4 ¢dpaxknum KOMIIEMEHTa B CHIBOPOTKE KPOBH, BCEM IAIMEHTaM C IMPEIIIOaracMbIM
uiy u3BecTHhIM auarHo3om al'YC [1,38,39.,41,42].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: cenemuueckuii oegpexm AIIK obycrosnueaem npedpacnononceHHocms K

passumuro al ' VC, nosmomy onpeodeieHue 6 KpOBU COOEPHCAHUA KOMNOHEHMO8
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Komniemenma u gaxkmopos, pezynupyrowux axmusnocmo AIIK, saensemcsa eadchviv
Odononnumensuvim mMemooom 8 ouachocmuxe al'VC [1,38,39,41,42]. HopmanvHuolii
nokazamenv C3 ne uckmoyaem ouacnoza al YC, HO 6vlsAGIeHHOe CHUMCEeHUe 3Mo20
KOMHOHEHMA KOMNIEMEHMA MOMCEN CIYHCUMb OONOIHUMENbHbIM AP2YMEHMOM 8 NONb3Y
0aHH020 OUACHO3A.

Kpome yposneii C3 u C4 ¢pakyuii komniemenma, yenecooopazno onpedeieHue ooujet
eemonumudecxou akmusnocmu komniemenma (CH50, AP50), a makace pecynsamopubix
¢daxmopos komnnemenma CFH, CFI, CFB, npu docmynuocmu smux ucciedosanuil. B
PYMUHHOU KIUHUYECKOU NpaKkmuke ce200Hs OOCMYNHO, 8 OCHOBHOM, UCCNe008aHUEe 8
kposu ypoesueu C3 u C4 ppaxyuii xomniemenma. Crudicenue cooepycanus C3 npu
Hopmanvhom yposne C4, ykazviearoujee na axmusayuro AIIK, ommeuaemcs ne 6onee uem
v 50% nayuenmoe c al'YC [61-67].

C yenvro oupgepenyuanvrou ouacnocmuxu medxncoy al'VC u TTII y nayuenmos c
ocmpuim  snuzooom  TMA yenecoobpasno ucnoiv3osams onpedeneHue 6 Kposu
@paemenma komnaemenma CSa u pacmeopumoco memoOpaHoamaxyouje2o KOMNieKca
(MAK, C5b-9), ompadsicarowux akmueayuio aibmepHamueHo20 U MmepMuHaIbHO20 nymell
Komniemenma. bvino ycmanoeneno, umo cooepowcanue 3mux axkmopos nosviuiaemcs
npu  ocmpou  Komniemenm-onocpedoganmor  TMA, umo  Oaem  ocHosamue
paccmampusams ux Kak ouonoeuveckue mapxepvl al YC [35,64,65]. Oonako O0ns
noomeepxcoeHuss Uux OUdASHOCMUYECKO20 3HAYeHUs MmpeOyiomes OOnoIHUmMeNbHble

UCCAEO08AHUA.

Msbl pekoMeHayeMm omnpezaeneHue conepxkanus anturen k ¢akropy H (CFH) Bcem
MaIMeHTaM ¢ npeanongaraeMeiM auardo3omM al'yYC aJis UCKITFOUEHUS WIH TIOATBEPKACHUS
ayTOMMMYHHOTO (aHTUTeNTbHOTO) BapuanTta al YC, 3a0upast KpoBb JUIsl UX ONPEIACICHHS
110 Hayaua miazMmorepanui [1,39,42,67].

YpoBenb  y0eauTelbHOCTH peKkoMeHIauuMid A  (YpPOBeHb  /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapuu: aymoanmumena k CFH obnapyosicusarom y 5-20% nayuenmos ¢ al'VC
[7,61,66]. Xomsa naubonee uacmo ux udenmugpuyupyrom y demeti om 5 0o 10 nem,
00HaKo Hepeoko eviasaaom u y espocavix [5]. Hevicmeue anmu-CFH-anmumen, xak u
mymayuti CFH, npusooum k usowimoynou axmueayuu AIIK. Hanuyue nodobHwvix
anmumen yacmo cesazano ¢ oegpuyumom CFH-ceazannvix 6eaxos 1 u 3 (CFHRI u
CFHR3), 6o3Hukamowum  6credcmeue  Mymayuti — COOMEEmMcmeyruux  2eHo8.

Yemanoeneno, umo y 90% nayuenmos c¢ anmu-CFH-anmumenamu noaHocmto
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omcymcemeyiom CFHRI u CFHR3 ecieocmeue 2omMo3ucomuoul oeneyuu 8 2eHax mux
npomeunos. JJocmamoyno evicoxkas uacmoma oonapycenus aumu-CFH-anmumen daem
ocHosanus 0as evloenenus aymoummynnozo muna al YC. Ceoeepemennoe @visasnenue

anmu-CFH-anmumen umeem easicrnoe 3navenue 0is 6bl50pa MAKMUKU Jle4eHUAL.

Mbl pekomMeHayeM y TaiueHToB ¢ mnpeamnosiaraeMbiM al YC ucnonbs3oBaTh KpPUTEPUU
KDIGO 2012 rona nnsa nuarnoctuku OITII [39,68].
YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

2.4 UHCcTpYMEHTAJLHDBIEC TUATHOCTHYECKHE HCCJIEIOBAHNS

Cneyughuueckas uncmpymenmanvras ouaznocmuka ons al 'Y C ne npedycmompeHa.

Mbl  pekoMeHAyeM  JIOTIOJIHUTENbHOEe  OOCNeOBaHHWE  C  HCIOJIb30BaHUEM
BU3YaJIM3UPYIOLUIMX METOJ0B HCCIEIOBAHUS IO MOKAa3aHUSIM, ONpEAesieMbIM HATUYHEM
KIMHUYECKMX TPU3HAKOB TMOPAXEHHs] TOTO WJIM UWHOTO OpraHa, MalMeHTaM C
HKCTpapeHANIbHBIMH POSBICHUSMU 3a00meBanus [2,3].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)

2.5 Uuble AHATHOCTHYECKHE HCCIe10BAHUS

Mp1 pekomMeHyeM NalueHTaM ¢ MmpenoiaraeMbiM uin u3BectHoiM al'YC u npusHakamu
pEHAIbLHON NUCPYHKIHMH C IENIbI0 MOATBEpKAeHHs AuarHo3a TMA B COMHUTENBHBIX H
HESICHBIX CJIy4asiX BBINOJHATh OWMOICHIO MOYKH MOJ KOHTPOJIEM YIbTPa3BYKOBOIO
HCCIEA0BAHUS C  DATOJIOrO-aHAaTOMUYECKUM  HCCIEIOBaHUEM OHOTCUITHOTO
(onepanuonHoro) marepuana [26,45,49,69,70].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

KommenTapuu: 6uoncus nouxu ne ssniemcs oosazamenvrou onsa ouaznocmuxu al VC,
NOCKONIbKY 3a001e8aHue He umeem CHeYyu@duueckux Mop@onocuieckux NpusHaxkos, a
uHeasueHas npoyeoypa y NAYueHmos oadxce ¢ HeOONbWOU MpomMOoyumoneHuerl
CONpsdICEHA C NOBLIUEHHBIM puckom Kposomeuenuti [35,69]. C Opyeoii cmopoHul,
UHBA3UBHAS NpoYeoypa Modcem Cmams CMUMYIOM OONOJIHUMENbHOU aKmMUueayuu
Komniemenma, umo y nayuermog c¢ al'YC 0ydem cnocobcmeosamsv cenepanuzayuu

MUKpoaHecuonamuieckoco mp0M6006pa306anz C paseumuem IKCmpapeHaibHo20o
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nopaxceHusi U, 8 KOHEYHOM umoee, NOIUOP2aHHOU HedocmamouHocmu. Pewenue o
npoeedenuy OUONCUU NOYKU U €20 CPOKAX Y KAHCO020 KOHKPEMHO20 NAYUEeHMA ABTIAemcs
cmpo2o UHOUBUOYANbHLIM.  Buoncuto nouku He ciredyem 6bINOIHAMb NAYUEHMAM C
cemetinou gpopmoti al'VC u ¢ peyuousamu ocmpoii TMA, nockoavky 8 smux ciyyasx
ouaenos ouesuoen [69]. Oonaxko ona modcem nomouvb 8 Gepuurkayuu OUACHO3d 8
cnedyowux cryuasix [26,45,49,69,70] :
— Heobxooumocmu onpedenenus npuuunvt O npu comnenuu 6 ouaeroze al ' YC;
—  Omcymemsue noino2o aabopamoprozo cumnmomoromniekca TMA (vawe 6cezo
mpomboyumoneruu),
— Maccuenaa npomeunypus y nayueHmosg ¢ 2emamonoSUdecKuMu NposereHUIMu
TMA;
— Ilooospenue na emopuunvle popmor TMA;

— Ilpeononacaemasn xponuueckas TMA.

MBI peKOMEHIyeM BBHITIOTHATh TEHETHYECKOE HCCIECIOBAHUE IMAIMEHTAM C KIMHUYECKH
ycTaHoBJIeHHBIM nuarHo3oM al ' VC mis ompesenieHus: reHeTHUeCKOro BapuaHTa OOJe3HH,
MPOTHO3a U TAKTUKH BEJICHUS B OTJAJ€HHOM nepuoje [42,59,69,129-137].

YpoBenb  yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  J10CTOBEpHOCTH
A0KA3aTeJIbCTB — 2)

Kommentapumn: Monekynsipno-eeHemuueckoe UCCIe008aHUE — OOINHCHO — BKIIOYAMb
WccheoBaHUEe MyTanmi eeros ¢akmopos H (CFH), I (CFI), B (CFB), (3,
mpomobomooyauna (THBD), membpannoco xogaxkmopnoeo npomeuna (MCP),
cmpykmypuvix 0enxos, ceazannvix ¢ CFH (CFHRI-R5), a makoce — 2eHos, He
OMHOCAWUXCAL K cucmeme KOMNIEMEHMA, HO CBA3AHHLIX C CUCMEMOU 2eMOCmasa —
ouayuneauyeponxunasvl sncunon ((DGKE) u nnasmunocena (PLG) u eena ADAMTSI 3.
I'enemuueckoe uccnedosanue ne A61AemMcs He0OOX0OUMbIM 01 NEPBUYHOL OUACHOCHUKU
al'VC u ne uespaem poau 6 pewieHuy 80npoca 0 Makmuke 1e4eHus nayuenma 6 MOMeHm
0CMpPo20 dNU300a, 0OHAKO UMeem CywecmeeHHoe 3HaueHue Oisi ONpeoeieHus npocHO3d,
npoooIICUMeNbHOCMU  JleyeHusi U e20  ommeHvl.  Ilonumanue  omcymcmeus
HeobXo0UMOCmU  2eHemuyecKko20 CKpuHuHea O01s nepsuunou ouacnocmuxu al'VC
OCHOBAHO HA MOM, YMO Mymayuu 2eHog peeyramophuvix derkos AIIK eviasnsaromcs y
nayuenmos c¢ nacieocmeennvim al YC 6 60-70% cnyuaes, a npu cnopaouueckoti popme
oonesnu — 6 30% [1,15,35,62,63]. Taxum obpasom, ompuyamenvHulii pe3yibmam
2EHEeMUYECKO20 CKPUHUHSA Y NAYUEHMA ¢ HeCOMHEHHbIM cumnmomoromniekcom TMA ne

uckmovyaem nanuyus al'YC. Buinonnenue cenemuyeckoco ucciedo8anus 3aHumaen He
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MeHee 08yx Mecayes, d NPO2HO3 0OUHAKO8 Y NAYUEHMO8 KAK C UOeHMUPDUYUPOBAHHBIMUL,
max u ¢ HeudeHmupuyuposannvimu mymayuamu [61,62]. Ilosmomy 0ns ouacnocmuxu
al'VC u nasnavenus nevenuss eenemuyeckoe uccireoosanue ne mpebyemca. Ocobennoe
3HaQueHue MO UCCIe008aHue umeem Npu HNIAHUPOSAHUU MPAHCNIAHMAYUU NOYKU,
nOCKONbKY nocie nee puck peyuousa al'VC, onpedensioweco npoeros, 3asucum om 8uoa
mymayuii (mabnuya 2) [61,62,71,72]. B smom ciyuae oHo, Kpome onpeoenerus maKkmuxu
8e0eHUs. nayueHma nocie Onepayuu, Moxcem nomousb 8 blbope OOHOPA, 0COOEHHO eciu
0bcysHcoaemcst B03MONCHOCIb POOCMBeHHOU mpancnaanmayuu [35].

Tab6muna 2. [Iporao3 npu al'YC B 3aBUCUMOCTH OT BHa MyTalluid B T€HAaX KOMILJIEMEHTA

Ten Puck cmepTu mim Puck Puck cmepty mim Puck permansa mocie
TIIH B MmomeHT peuuauBa TITH gepe3 3-5 net TpaHCIJIAaHTAUU
OCTPOro 3MU301a OT Hayaya 00JIe3HU MIOYKH
WJIM 4epe3 ToA OT
nedrora
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 6e3 TITH 75% 100%
THBD 50% 30% 54% 1 mauueHT
Antu-CFH-AT 30-40% 40-60% 35-60% Bprime y nauuenToB ¢
BBICOKHM YPOBHEM

[Tpumeuanue: TITH — tepmuHanbHas moyeyHasi HEIOCTATOYHOCTb.

Cnedyem ommemums, 4mo 2eHemMU4ecKull CKpUHUHe HeobXo0um, Yymoodwvl noOmeepoums
UM ONpoBepeHYMb C6:3b 3a00N1e6aHUA C NAMOoao2Ueld KOMNJIeMeHmd, 4Ymo umeem
3HAYeHUue Npu pazeUMuUU  MEPMUHATLHOU NOYEYHOU HeOOCMAMOYHOCMY, NPUYUHA
KOMOPOU HesACHd, 8 0COOEHHOCMU Y MOJLOObIX NAYUEHMO8, a maKdice OJisi onpeoeseHus
NPOCHO3A, PUCKA Peyuodu8o8 U Npocpeccupo8anusi Xxponuieckoi oonesnu novex (XBII)
(mabnuya 2) [35]. B nacmoswee epems ceHemuyeckoe ucciedo8aHue nposooumcs

MemoOoM CeK8eHUpPoBaHus nocieone2o noxkoaenus [35,41,42,59,62,63,69].

3. JleyeHne, BKJIIOYASI MEIUKAMEHTO3HYI0 M1 HEMEIMKAMEHTO3HYI0 TePaNliu,
AMEeTOTEpPanuIo, 00e300/1UBaHNe, MeAMINHCKUE TOKA3AHUS U

leOTI/IBOHOKa3aHI/IH K HpHMeHeHI/IIO METOA0B JICUCHUA
Lenamu mepanuu al'VC, nomumo obecneueHus nyduiei 8vbI*HCUBAEMOCU NAYUEHMOB,
ABNAIOMCA  UHSUOUYUS ~ HEKOHMPOIUPYEMOU — AKmueayuu  KOMNIAeMeHma, NpeKkpaujeHue
MUKPOYUPKYTISIMOPHO20 mpomb006pazoeanus, KYnuposauue KAUHUKO-TAO0PAMOPHBLX
nposignenuti TMA, coxpanenue u ynyuuienue QYHKYUU NOPANCEHHLIX OPeAHO8 (8 MOM Hyucie,
npedomepawjeHue pazeumusi MepMUHAIbHOU NOYeYHOU HeOOCMAmoYHOCmu, U30asieHue om

HOMpeoHOCmU 8 OUANUHBIX MEMOoOax JleyeHus, HeOonyujeHue nopajicenus Opy2ux HympeHHUux

24



0p2aHo8, Kpome nouex), YAyuuleHnue KaAYyecmea OJHCUSHU NayueHmos. Aneopumm eoeHus
nayuenma c al'VC npedcmaenen 6 «IIpunoxcenuu by, n.3.

3.1 [11a3moTepanus

e MpsI pekoMeHAyeM MPOBEICHKE TIa3MoTepanuu B Buje miazmoooMena (I10) B kauecTBe
Tepanuu TEpBOM JIMHUM BCEM NalUMEHTaM ¢ MpeanojaraeMbiM auarHozom al'yYC B
oxuganun pesynptatoB obcnenoBanus Ha STEC-I'YC u TTII ansa cHuxeHus
BBIPAKEHHOCTH KUZHEYTPOKAIOIIHX KITMHUYECKHIX MPOSIBJICHUI 001e3H1
[39,41,42,59,69,73-76].

YpoBenb  yOeauTebHOCTH  pekoMeHaamuii B (ypoBeHb  J10CTOBEpHOCTH
A0KAa3aTebCTB — 1)

Kommenrapuu: [lnasmomepanuto crnedyem HauuHames 00 HNOLYYEHUS Pe3VIbMAMos
oocneoosanusi na STEC-I'YC u TTII (onpedenenue axmusHoOCmu MemaniionpomeuHasol
ADAMTS-13 6 nnazme kposu, oaree — ADAMTS13), a npu uckmouenuu 5mux ouacHo308

pacemompentb 603MOHCHOCMb KomnﬂeMeHm-@wKupyiomed mepanuu.

e [lanmentam c mnpenanonaraembiM guarHo3oM al'YC Mbl peKOMEHAYEM MPOBOIUTH
IIa3MoTepanuio B Buae TpaHcys3uit cBexezamopokeHHoW miasmel (C3II) Tombko B
Cllydyae HEBO3MOXXHOCTHM HeMeyieHHoro Havaia [IO wim ero HeIoCTYymHOCTH
[39,41,42,59,69,73,74,75,77].

YpoBenb  yOeautelbHOCTHM pekoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH
JI0Ka3aTeJIbCTB — 1)

KommenTapuu: y nayuenmos ¢ nooospenuem na al'VYC 6 momenm ocmpoeo s3nu300a
TMA osmnupuueckas naazmMomepanus yice 6 MmMeYeHUue HeCKOIbKUX OeCAmuiemull
ocmaemcs mepanueti nepeoll TUHUU, KOMOPYIO Cledyem HAYUHAMb KAK MOJNCHO paHblle
nocie kowcmamayuu TMA u nposodums 00 noOmMeepiHcOeHus ouacHosda, m.e. 00
ucknrouenuss STEC-I'VC u TTII. Hcnonvzytom osea pedcuma niaazmomepanuu — 110,
Komopwli npeonoumumener, u mpaunc@ysuu C3I1 6 cayuyae nedocmynnocmu 110
[39,41,42,69,73,74,77]. Ilpu  mpanceysuax C3I1 6 kposomok nonaoarom
@yHKYUOHAbHO aKMUBHble OeNKU-pecyIAmopbl KOMNIEMEHMA, KOmopwvle YCMpaHom
depuyum cobcmeennvix pecynsimopos — ¢axmopos CFH u CFI, a makoice
ecmecmeenHvlli  KOMNOHeHm — naasmvl  —  memanionpomeaza  ADAMTSI3,
ozpanuyusaowias mpomoooobpasosanue 8 cocyoax MUKpOYUpYIAMopHO20 pycia 3a cuem
pacujenyieHusl C8epXKPYNHuIX Myabmumepos paxmopa ¢on Buineopanoa [78]. Ipu 110,

Kpome moceo, npoucxodum AUMUHAYUSA USMEHEHHbIX SHOOSEHHBLX pacmeopumbsblx
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uHeUOUMOpPO8 Komniemenma u, 6 ciaydyae aumumenvrozo al'VC, yupkynupyrouwux
anmumen k ¢axkmopy CFH. Pexcum I10 maxoice nosgonsem MUHUMUZUPOBAMb PUCK
nepezpy3ku 00beMoM, YmMo OCODEHHO 8AMNCHO V NAYUEHMOS8 C Oauypuell, nopaxicenuem
L[HC u cepoya [69]. [Ipumenenue niazmomepanuu Npueo K CHUNCEHUIO CMEPMHOCMU 8
momenm ocmpozco snuzooa TMA npu al'VC na 50-60%, oonako ne npedomsepaujaem
peyuougvl 3abonesanus u npocpeccuposanue XBIl ¢ docmudicenuem mepmuHaibHOU
noweynou Hedocmamounocmu [61,79]. Omeem na niazmomepanuio eapvupyem 8
0080ILHO WUPOKUX Npeoenax U 3asUucum om mozo, 8 KAKOM ¢hakmope KOMNieMeHma
noxkanuzosanvl mymayuu [42]. Yawe ececo — 6 55-80% cayuaee — noauwviti omeem
ommeyaemcs y nayuenmos ¢ mymayusimu 6 cenax C3 u mpombomooyruna (THBD)
[42,61]. Oonaxko Hecmomps Ha MmO, UMO BOCCMAHOBIEHUE 2eMamon02Ud4ecKux
noxazameiei, 8 nepeyio ouepedsb, YUCIAd MPOMOOYUMO8, HabIOaemcs 6 OOIbUUHCMEBE
clIyuaes, NOIHbIU 2eMamon02UYecKUull U noYeyHvlll omeem oemoHcmpupytom menee 50%
nayuenmos, a cpeou nayuenmos ¢ mymayuamu CFH u CFI wacmoma nonnozo omeema
He npesviwaem 15-25% [61,69].

llosenenue 3pexmusnvlx N1eKAPCMBEHHBIX NPenapamos Ol NAMo2eHemudecKo
mepanuu al 'YC — skyauzymaba™* u pagynuzymaba npuseno k ymenvuienuio 3uadenuss 110
6 gedenuu nayuenmos [42,80]. Buecme ¢ mem, 110 coxpansem c6oro poinb Kax iedenus
nepgou aunuu 0 nayuenmog ¢ al' YC 6 oorcudanuu KoOHEepcuu Ha KOMNIEMeHm-

OIOKUPYIOUWYIO Mepanuro.

[Tatmentam ¢ nmepBbiM smm3ogoM al'YC wiM ero peuuaviBOM, HE MOJYYarolHM
KYIM3yMa0** unm paBynu3ymad, MBI pEKOMEHIyeM NpoBoauTh Tepamuio [I0 ¢
oobemoM skcdy3un u 3amentenus C3I1, paHom 1,5 oObemMaM HUPKYTUPYIOMIEH M1a3Mbl
(mpumepno, 60-75 ™ TIa3MBI/KT) I8 CHIDKEHUS BBIPAKCHHOCTH KIMHHUYECKUX
nposiBieHuit 6one3nn [39,41,42,59,69,73,74,91,138].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

Ms1 pexomenayem npoBoauTh Tpancdysuu C3I1 u3 pacuera 25-30 Mi/kr/cyT B cirydae
HEBO3MOXKHOCTH He3aMme uiuTensHoro nposefneHus [1O ansg cHMKEHUs BBIPAXKEHHOCTH
KIIMHUYECKUX TposBieHui 6onesnn [39,41,42,59,69,73,74].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

JI0Ka3aTeJILCTB — 5)
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KommenTapuu: 06 s¢ggexmusnocmu naazmomepanuu npu al’' VC moocno 6yoem
cyoumv UL NpU YEeMKOM CAe008AHUU NPOMOKONY JNe4eHUsl, CO2NACHO KOMOPOMY
cHauana 6 mevenue 5 OHell noopsod npogoosmces ceancwvl 110 [42,59,69,81], nocre uyezo
NPUHUMAEMCs peuleHue o OdanbHeluleli MmaKkmuKe 6e0eHus nayueHma Hd OCHOBAHUU
HaIuyus uiy omcymcmeusi omgeema Ha niasmomepanuto. Ecnu nabmooaemcs omeem na
mepanuio, OnpeoensiemMbvlll KAk pocm uucia mpomboyumoe u cHudxcenue JIAT,
NAA3MOMeEPanuro ciedyem NpoOOIHCUMb 68 NPENCHEM pedcume, Npogoos no 5 ceamcos
110 6 meuenue credyrowux 2-x Heoenb, a 3amem — no 3 Ceanca 8 Heoemio eue 8 meueHue
2-x Heodenv [15,59]. Kpumepusmu >¢pexmusnocmu niazmomepanuu  CrysHcam
HOpMAnu3ayusi — Yucia  mpomooyumos U  npekpawjeHue  2emMoau3d, o — HeM
ceudemenvcmgyem Hopmanusayus JIAI. Ilpodorxcumenvsnocme neuenus C3I1 He
onpeoenena, OOHAKO NOKA3AHUEM K NPeKpawjeHulo niazmomepanuu  s6Jsemcs
HOPMANbHOE KOAu4ecmeo mpomooyumos u ypogenv JII' 6 meuenue 2-x OHell noopso
[80]. Credyem ommemumsb, umo 6 nHekomopwix caydasx noxazamenu JI[I" ocmaiomcs
NOBbIUEHHBIMU 0adice NOCTIe NPEeKPAUeHUS 2eMONU3d, NOCKOTILKY OCHOBHBIM UCTNOYHUKOM
JUII' 6 opeanusme AGNAIOMCA He MONLKO IPUMPOYUMbL, HO U MKAHU GHYMPEHHUX
opeanos, uwemus xomopwvlx npu pazeumuu TMA makoce 6HOCum C60U 6KIAO 8
nosviwenue JIAI' [82]. [losmomy npednracaemcsi makdyice UCNONb308AMb 6 KAUECMEe
Kpumepusi d¢hpexmusHocmuy niazmMomepanuy CHUMNCeHue KpeamuHuHa Kpoeu He MeHee

uem Ha 25% om ucxooHoezo ypoeus nocie 5 ceancos 110 [81,83].

Mps1 pekomenayem npekpatuTh Jeuenue C3I1 u HayaTh MaTOr€eHETUYECKYI0 KOMILIEMEHT-
OIOKUPYIOLIYIO TEpamuio JKyIu3ymMaOoM™** wunu  paBynum3ymaOoM TalHMeHTaM C
noaTrBepxkIeHHbIM al'YC ¢ HEZOCTaTOYHBIM OTBETOM Ha IUIa3MOTEpAIvi0 WU
ManueHTaM, JEMOHCTPUPYIOUINMM IUIa3MO3aBUCUMOCTD, Ui JTOCTHXKEHUS PEMHCCUU H
ynyuiieHus nporsosa [39,41,42,59,69,81,84,91,99,138].

YpoBenb  y0eauTelbHOCTH pexkoMeHIauuid A  (YPOBeHb  /I0CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

KomMmenTapuu: omcymcmeue menoeHyuu K YBeIUdeHuro Yucia mpomoOoyumos,
crudicenuto ypoeus JUII' u/unu kpeamununa kpoeu 6 xode nevenus C3II (nocne
HeCKONbKUXx — npoyedyp  noanoodowemnozo I10) cinedyem  paccmampueéamv — Kax
pegpaxkmeprocmes K NAAZMOMEPAnuU, 4mo AGNAemcsa aOCONIOMHLIM NOKA3AHUEM K
npekpawjenuro ee U HA3HaweHuro dKyauszymaoa** unu pasynusymada [42,59]. Iloo

naasmo3aeucCumMocmyvlo NOHUMAEMCA HoOopmaauzayusl 4ducia mp0M50L;um06 68 Xxooe
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niasmomepanuu, HoO NOBMOPHOE CHUMNCEHUE UX U NOBblIUEHUE YPOBHA KpeamuHUuHa npu

nepepuise 6 cearncax 110, umo mpebyem 60300H061eHUs npoyedyp [42].

[Tarmentam ¢ ayroummyHHbIM al'VYC, ompeneneHHbIM Ha OCHOBAHUM OOHApYXKEHUS
aatuten Kk Qakropy H (antu-CFH-anTuTen,) MBI PEKOMEHIyeM MPOBOAUTH
1a3MO00MEHBI B KOMOWHALIMY C UHIYKIIMOHHOMN Tepamnuei IIIOKOKOPTUKOUAAMU W/WIH
UMMYHOJIETIPECCAHTAMHU JIJIsl CHUKCHHSI pUCKA HEOIAronmpUsSTHRIX KITMHUYECKUX COOBITHIA
[42,59,69,85,86].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

Kommenrapum: neuvenue aymoummynnoeo al'YC mpebyem covemanus niazmomepanuu
C 2NOKOKOPMUKOUOAMU U HPpOMuBoonyxonegvimu npenapamamu [35,42,59,66,82,86].
Jobasnenue k naazmomepanuu 2nIOKOKOPMUKOUOO8 8 6ude MOHOMepanuu uiu 6
couemanuu ¢ #pumyxcumabom™* (enympueenno, 6 0oze 375 me/m2 1 paz 6 neoenro, 4
sgedenus [125]) unu ¢ #Hyuxnopocghamuoom™* (enympusenno 6 esedenuti no 500 me &
meuenue 3 mecayes [126]) moscem ymenvuiums puck cmepmu unu oocmudicerusi XbI1 4
cmaouu 8 meyeHue nepeoeo 200a ¢ 59% 0o 24%. Ilooodepircusarowas

UMMYHOCYNPECCUBHASI Mepanus 8 OdlbHeltiuleM CHUNCANA OOHONeMHUL PUCK peyuousa

smoti gpopmet al'VC ¢ 21% 0o 8% [86].

3.2 [laToreHernyeckass KOMIIEMEHT-0JJOKNPVYIOIAS Tepanus

[Tanmentam ¢ moarBepkaeHHBIM al YC MBI peKOMEHyeM Ha3zHaueHHue IKyim3ymabda™*
WA paBynu3ymada B COOTBETCTBHU C WHCTPYKIHMEH 1O TPUMEHEHUIO JIEKAPCTBEHHOTO
mpermapara, JUisi CHUKEHHUS BBIPQXKCHHOCTH KIMHUYECKUX TMPOSIBICHUN OOJIE3HU, pUCKA
CMEPTH U YIy4lIeHUs ToYeuHbIX ucxoaos [20,39,41,42,69,78,84,87-91,138].

YpoBeHb  yOeaMTENbHOCTH  peKoMeHAauuMi A  (YpoBeHb  JOCTOBEPHOCTH
JI0Ka3aTeJILCTB — 2)

KommeHnTapuu: 6 ocuose mepaneemuueckozo 3¢pgexma skyausymaba™* nescum
npekpawjerue  MUKpOYUPKYIIMOPHO20 Mpomb0oobpazosanus ecieocmeue  010Kaodsl
Hekonmpoaupyemoti  akmusayuu  AIIK. Ilpumenenue npenapama npusooum K
VMEHbUIEHUIO 8 KPOBU YPOBHSI MAPKEPO8 BOCHANECHUs, AKMUBAYUU KOMNJIeMeHmda U
IHOOMENUANILHO20  NOBPENCOeHUs U  MpoMOO0OPA308aHUA, A MAKKHCE MAPKEpos
nospedxcoenus novex [87]. Ilposedennvie ucciedosanus npooemoHCmpupo8alu 6biCOKYI0
aghghexmuenocms dKyIUZYMAOA** 6 OMHOWEHUU KAK 2eMAMONI02ULEeCKUX (HOPMATU3AYUs

qucaa mp0M60L;um06 u mnpekpauleHue MuKpoaHcuonamudeckoco 2€M0ﬂu3a), maxk u

28



noueunvix nposieienuti al YC [88,89]. V nayuenmos, nonyuaswux skyauzymao**,
0MMeuanoch 0CCMAHOBIeHUe Ul YIyyuleHue QYHKYUU noyex, ucyesanida nompeobHocms 6
eemoouanuse, npuuemM nokazamenu QYHKYuu nOYeK YAYUAaIuchL no mepe yeeaudeHus
cpoka mepanuu: max, 6 uccieooganuu C.M. Legendre u coaem. ysenuuenue paciemHou
ckopocmu Kny6ouxosoti gurempayuu >15 ma/mun/1,73 m? uepez 26 nedenv mepanuu
Habmooanoce y 5% nayuenmos, uepez 1 200 — y 15%, a uepez 2 200a — y 40%.
Usmenenue cmaouu XBII 6 cmopony 6onee panHux u > uyeM HA OOHY CMAOUIO
npooemoncmpupogarno vy 35%, 45% u 60% nayuenmos, coomeemcmeenno [88].
Ilpumeuamenvro, umo noodobHBIN Ihhexm HAOAOOANCA HE3ABUCUMO OM HAAUYUS UTU
omcymcmeusi mymayuii 8 eenax komniemenma [88]. Ilpu doneospemenHom npumeneHuu
IKYAUYMAO ** npedomepawaem peyuoussl oCmpol KomnjiemeHm-onocpedosannot TMA
[92].

B ¢aze unoykyuu (navanvuoui yuka) sxkyauzymad** esooumcs 6 0oze 900 me 6 suoe
BHYMPUBEHHOU UHDY3UU 00UH pa3 6 Heodello 6 meyeHue nepsvix 4-x Hedelv mepanuu
(6ceco 4 ungysuu). Ha 5-oti nmedene mepanuu eHympugenno egooumcs 1200 me
npenapama (5-a uughyzus), a zamem no 1200 me paz 6 2 Hedenu HeonpeoenieHHO
onumenvno  (maobauya 3). Cnocob npumeneHus JN1eKApCMEEHHO20  npenapama
coomeemcmayem UHCMpyKyuu no npumerenuio («Ipunoxcenue A3», n.1).
Anvmeprnamugotl  dKkyauzymadby**  sensemcs  pagyiusymab, npoOeMOHCMPUpPOBASUILLL
ananocuunyro agpgexkmusnocmo [91]. Ilocneonuii makoice npedcmasisiem codOl
2YMAHUSUPOBAHHOE MOHOKIOHANbHOE AHMUMEN0 C KOHCMAHMHOU 001aAcCmbl0 J1e2KOoll
Kanna-yenu yenosexa u KOHCMaHmuou ooaacmoio maxcenou yenu «1gG2/4». Ananoeuuno
IKYAUYMaOy** npenapam cneyuguuecku u ¢ 8vlcoxkol appurHOCmMbIO C8A3bI8ACMCS C
C5 xomnomenmom KomniemeHma, mem camvim uneubupys e2o pacwenienue 0o Cla
(nposocnanumenvhuvili  anaguramoxcur) u C5b  (unuyuupyrowas cydoveounHuya
MePMUHATbHO20 Komnaekca komniemenma [C5b-9]) u npeoomepawas obpazosanue
membpanoamaxytoujeeo komniexca C5b-9.

T'ennoundiceneptvie MoOOUDUKayUU MOIEKYIbl NO3B0IUNU CYUJECMBEHHO VEETUUUMb 8DeMsL
ee NOJYBblBeOeHUs, Nnpesvlulauee maxkogoe dKyausymaoa** e 4  pasa, umo
obecneuusaem HenpepuvigHoe nooasnenue C5 u ygeruueHHull UHMEPEAn 003UPOBAHUs
(kaoccovie 4—8 nedenv). B omauuue om sxyauzymaba™* oozuposanue pagyruzymada y
83POCIbIX NAYyUeHmos 3asucum om maccel meaa (mabauya 3). Cnocod npumeneHus
JIeKaAPCMBEHHO20 — Npenapama  COOMEEemcmeyenm  UHCMPYKYuu  no  NPUMEHEHUIO

(«lIpunoscenue A3», n.2).
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Ionnoe u ycmotiyugoe uneudbuposanue xomniemenma C5 npusoouno x 6wvicmpomy
VAYYUWEHUIO 2eMAMON02UYeCKUX U NOYeuHblX napamempos 6 meyeHue 26 Hedenv u
oanvHeliuemy y8eiudeHur0 4acmomsl omeema 6 medeHue Oojee ONUMenIbHO20 8peMeHU
0e3 Kakux-1ubo HeoHCUOAHHBIX npobiem ¢ Oe30naACHOCMbIO Y 83POCIbIX NAYUEHMO8 C
al'VC, panee ne nonyuasuwiux uneubumopvl komniemenma (6xooswue 6 epynny LO4AA —
cenexmuenvle UMMYHoOenpeccanmsl). Ilpu nepexoode c neyenus skyauzymabom™** na
Pasyiuzymab nocieoHuti npugoousl K YCMOUYUBOMY HOOOEPHCAHUIO CMAOUTLHBIX
nokasameinei NOYeK U 2eMamoiocuyeckux nokazamenetl 6 meuenue 1 2ooa.

Tabauya 3. Pesxcum 0ozuposanus skyauzymaba™* u pasynuzymaba y nayuenmos ¢ al'yYC

NuaykunoHHBIN TEpro TlonnepxxuBaroias Tepanus
Okynu3ymabd** ITo 900 mr 1 pa3 B Hexemo B Tedenne | 1200 Mr depe3 HEIENIO IOCHE
4-X Henenb 3aBepHIeHUs] Kypca WHIYKIUU (5-o

Henens tepanun). Hanee mo 1200 mr
KaXJble 2 HeJIeu

PaBynnzymab OpHokpaTHOe BBefeHue (Harpy3ouHas | Yepe3 2 Henenu mocie MONy4YEHUS
J103a), B 3aBUCUMOCTH OT MaccChl TeJa: HArpy304HOM J03bI, 3aTEM — KaXKIble
> 40 u < 60 xr (2400 mr) 8 Henenb, B 3aBUCUMOCTH OT MAcCChl
>60un <100 kr (2700 mr) Tena:
> 100 xr (3000 mr) > 40 u < 60 xr (3000 mr)

>60u <100 kr (3300 mr)
> 100 xr (3600 mr)

MBI pekoMeHIyeM IMpPOM3BOAUTH BaKIMHALMIO MpoTUB Neisseria meningitidis BakuHON
Uit pOUITAKTAKK  MEHHUHTOKOKKOBBIX HHGekmuit ceporpymmn A, C, W, Y,
MOJIMCaXapuIHOW, KOHBIOTHpOBaHHOW™* Bcex mamuweHToB ¢ al' YC 3a 2 Hemenu 10
NIEPBOTO BBEIEHU dKynu3ymaba** umu paBynusymada [2,69,93,138].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

Kommenrapun: npu 6rokade C5 KOMNOHeHmMA  KOMWIAEMEHMA  Npenapamom
IKYAUZYMAO** Hapywiaemcs UMMYHHBII OmMem HA HeKOMOopbvle UHKANCYIUPOBAHHbIE
bakxmepuu, 6 nepgyro ouepedb Ha 0OUH U3 61006 Neisseria — MEHUH2OKOKK. Dmo cozoaem
NOBLIUEHHBIN  PUCK  PA36UMUSL  MEHUHCOKOKKOBOU UH(peKyuu 680 6epems JedeHus
IKYIUZYMAOOM, Oai npogpurakmuxu Komopou nayuenmos c¢ al'VYC Heobxooumo

UMMYHU3Upo8amuv 00 Hadana mepanuu [2,69,93].

Mpel pekomenayeM mnanueHtaM ¢ al'YC, umeronuMm Ioka3aHus K CPOYHOMY Hadaly
JIEYCHUS IKYIH3yMaOoM** WM paByau3ymMaOoM, KOTOPOE€ HCKIIOYaeT BO3MOXKHOCTH
IPEIIECTBYIOLICH BaKLMHAIH IPOTHB MEHHMHTOKOKKa, IIPOBOJIUTH
AHTUOMOTHKONIPO(DUITAKTUKY IpenapaTami, IIPOHUKAIOIIUMHU qyepes

remMatosHIepanuueckuii  O6appep (MEHUIWUIMHBI IIUPOKOTO  CIEKTpa JeicTBu,
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nedarocnopuHbl TPETHETO MOKOJICHHS, ITUIPOodIOKcauH™**) ¢ MeNblo MpeIoTBPaIICHHS
MEHUHTOKOKKOBOW nHbpeknuu [2,69,93,138].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: nevenue anmubaxmepuanbHulMu npenapamams. CUCHEMHO20 Oeticmeus
HeoOX00UMO HAYUHAMb OOHOBPEMEHHO C 8aKYUHayuel u nposooumy He MeHee 2-X Heoelb
8 CYUAsAX, eciu BAKYUHAYUIO NPOBOOAM 6 OeHb Nepeol un@ysuu dxKyauzymada™* wunu
pasyausymaba. Bwibop ammubaxmepuanvHo2co npenapama CUCMEMHO20 Oeucmsus
WUPOKO20 CcneKkmpa, ONUMenIbHOCMb €20 NPUMEHeHUs U 003d Onpeoensemcs nedaujum
8PAYOM, UCXOOSl U3 KOHKPEMHOU KAUHUYeCcKOUu cumyayuu. B cayuasx nesozmodcnocmu
BaAKYUHAYUU K MOMEHMY HAYANA JeYyeHUsi AHMUOUOMUKONPOPUIAKMUKA MOodcem Oblmb
npoOieHa Ha CPOK 00 HECKONbKUX MecAyes 8 3a8UCUMOCINU OM 8peMeHU eaKyunayuu. B
pade clyuaes aHMUOAKMEPUANbHbIE NPenapamsvl CUCMEMHO20 OeUCmsus Mo2ym
HA3HAYamvbCsl 0axce CB0eBPEeMEHHO BAKYUHUPOBAHHbIM nayuenmam. lloxazanus K ux
npumenenuio onpedensiem Jaedawuti epay. Heobxooumocms npoghuraxmuueckozo
HA3HAYeHUs anmubaKkmepuaibHblX NPenapamos CUCMEMHO20 Oelicmeus NayueHmam c
al'VC obycnosnena omcymcmeuem eaxyunvl npomue cepomuna B N. meningitides, 6

CEA3U C Uem npoeeaeHue BAKYUHAYUU NOJIHOCNIbIO He UCKTInYaem pa3eumusil MeHunHsuma

[69].

Mpg1 pekoMeHIyeM MPUHUMATH pelieHrue 00 OTMEHe IKynu3ymaba™* ™ wnm paByauzymada
He paHee 3X MECSILEB M0CJe JOCTUKEHUS PEMUCCUU KOMIUIEMEHT-o1tocpeioBanHoii TMA
u crabunuzanuu (YHKIIUU TIOYEK JUISI CHIDKEHHUS PHUCKOB OCJIOXKHEHHMH TEpamnuu H
JTOCTIDKEHHS SKOHOMHYeckoro 3¢ dekra [133-136].

YpoBenb  yOeauTebHOCTH  pekoMeHgamuii B (ypoBeHb  J10CTOBEpPHOCTH

J0Ka3aTeJbCTB — 3)

MBI pekoMeHyeM NpUHUMATh pelieHne 00 OTMEHe AKyau3yMmadba™™* mnm paBynuzymada
Mocje JOCTUKEHUSI PEMUCCHUU KOMILIEMEHT-onocpeoBanHor TMA u nocsie nosrydyeHust
JAHHBIX TEHETHYECKOrO HCCIEeNOBaHUS, WACHTU(UIMPOBABIIEIO MYTallUd T'EHOB
dakropos kommuiementa CFH, MCP, CFI, CFB, C3 [133].

YpoBenb  yOeautejlbHOCTHM  pekoMeHaanuii B (ypoBeHb  /10CTOBEpPHOCTH
JI0Ka3aTeJILCTB — 3)

KommenrTapum: [llpu ananuse xocopmer 280 cnyuaes HamepeHHOU OmMMeHbl

KOMNIeMeHm-0noKupyowel. mepanuu Ha ¢QoHe O0CMUICEHU 2eMamolo2udecKoll
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pemuccuu u cmaduibHoU QYHKYuU nouex, He mpeobyoujel 3aMecmumenbHol no4eqHol
mepanuu [133], obwas uyacmoma peyuousos TMA nocie npexkpawenus mepanuu
cocmasuna 29,6% (n=83).

Cpeou nayuenmos, y KOMOPbIX UMeNACh UHGOpMayus O epeMeHU HAOI0eHUs Nocie
ommeHbl IKyaU3yMadba** (n=218), meouana nabmooenus cocmasuna 23 mecaya (95%
U, 20-24). Haubonvwias uacmoma peyuousos 8 Koz2opme HAOI00A1ach Ccpeou
nayuenmos ¢ oounoynvimu gapuanmamu CFH (57,4%), ocobenno eciu onu 3ampazuganu
akzon 22 (90,9%); nayuenmos c oounounvimu eapuanmamu MCP/CD46 (51,4%); u
NAYUeHmo8 ¢ MHONCECIMBEHHbIMU CONYMCMBVIOUWUMU 2eHEMUYECKUMU 8APUAHMAMU
(50%). Cpeou nayuenmos c¢ oounounvimu eapuanmamu MCP/CD46 eeposmuocms
peyuousa Oviia 6vlule, 4Yem y NAYUEHMO8, He umelowux cniaic-pecuonos (83,3 %
npomus 35,7 %; P=0.021). Ilpu mymayusax e cenax CFH, MCP, C3 nocne ommenvi
npenapamos Heooxooum Oojee yacmvili MOHUMOPUHE OJisl CB0EBPEMEHHOU OUACHOCTUKU

peyuousa 6one3nu u 860300H081eHuss mepanuu [133].

Mbl  pekOoMEHIyeM TIIATeIbHOE HAONIOJCHWE TAlMEeHTOB B  CIIy4asX OTMEHBI
sKynu3ymMaba** wim paBynmu3ymadba ¢ MPUMEHEHHEM BCEX HEOOXOIMMBIX TECTOB (CM.
pasznen «J/luarHocTuka») A CBOEBPEMEHHOW JMAarHOCTUKH BO3MOXKHOTO pelunBa
al'YC 1 BO300HOBIICHHsSI KOMILIEMEHT-0IOKUpYIOIIel Tepanuu [69,92,95,96,133-136].
YpoBenb  y0eauTelbHOCTH pexkoMeHIauuid A  (YPOBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 2)

KommeHnTapuu: mwamenvrhoe Habmooenue nocie Ommenvl IKyausymadba™* uau
pasyiuzymaba nokazaHo nayueHmam 8 meuenue 00Ho2o 200d. Ilomumo camokonmpons
NPOMeUHypUU U 2eMamyputl ¢ NOMOWbI0 Mecm-noa0CoK OJis AHANU3A MOYU, HEe0OXOOUMO
Koumponuposams AJl, ecemamonocuueckue nokazamenu, exkmodas npushaku MAI'A,
3HAUeHUs NPomeuHypuu U KpeamuHuHa Kposu. B nepevlii mecsy nocie npekpaujenus
KOMnieMeHm-010Kupyrowel mepanuu auaiussbl He0oXo0uUMo 8blnoaHams 1 paz é nederio,
CO 8MOP020 NO WeCmoll mecay eKuouumenvHo — 1 pas 6 mecay, HAYUHAA C CEObMO2O
mecaya — Kaxcovle 2-3  mecaya. Kpome moco, credyem koumpoauposamo
IKCMPAPEHaNbHble NPOSIGNeHUs U Cle0Uums 3d NOAGLEHUEM KIUHUYECKUX NPUSHAKOS
ungpexyuu [139,140].

Ilockonvky peyuouevr al YC uawe nabmooaiom 6 meuenue nepsvix 3x mecayes, u
ocobenno nepevix 30 Omell, nocie OmMeHbl NAMOLEHEeMUYEeCcKol mepanuu, 8 3Mom
nepuood NayueHmvl HYHCOAOMcs 8 0co00 MuamenbHOM HAOMOOeHUU U KOHMpPOIe

OCHOBHBIX 1AOOPAMOPHLIX napamempos, xapaxkmepusytowux TMA. Taxoii pescum
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no3eossem 0OHapyiIcums 0b6ocmpenue 3a001e6aHUsl 8 CAMOM €20 Hayane, He 0ONyCcKas
paszsumusi gvipadicennou mpomooyumonenuu, MAI'A u nopasxcenus nouex [69,92,95,96].
Buecme ¢ mem, npu meouane epemenu 0o peyuousa 3,60 mecaya (ouanazown 0,50-31,75)
8ePOSIMHOCMb peyuousa 6 6Oojee omoanreHHoOM nepuode coxpausnace [133]. Baochno
ommemumy, Ymo cpedu NAYUeHmMos C peyuousoM, KOMOpviM Obll 80300HOGNEH NpuUem
IKYAUYMAOA™ ™, Yy OONbUUHCINBA 80CCIMAHOBUNIACH UCXOOHAL (DYHKYUS NOUEK U PeOKOo (8
HeCKONbKUX Ccayyasx) Habmwooamu npozpeccuio 0o Hayara 3IIT. Dmo nozeonsem
NPeOnoNoNCUMb,  YMO  MUWAMENbHbIL MOHUMOPUHE U 2APAHMUSL  HeMeOIeHHO20
80300HO6IEHU Mepanuu MOJCEN NO360IUMb NPEKpAmums npuem npenapama u y
nayueHmoe  u3z  epynnel  pucka. Pezynemamei  uccieoosanuii  noouepKHyau
YenecoobpasHocmsb U COYUANLHYIO OMBEMCMEEHHOCMb  KOHMPOIUPYEMOU  OMMEHbL

akyauzymaba** y nayuenmos c al'YC [133-136].

[Tarmentam ¢ al'YC ¢ nucdyHkiuei moyek, moTpeOOBaBIINI MPOBEACHUS TEMOIUATH3A,
MBI PEKOMEHIYEeM IMpPOAODKUTH JIeUeHHE SKynu3ymMaOoM™* wmnm paBynusymabom He
MeHee 3 MecsleB Tocle JOCTIKCHUS PEMHCCHH OONE3HW, I JOCTHXKCHHUS
MaKCUMaJIbHOTO  IMOYEYHOTO OTBETa HA KOMILIEMEHT-OJOKHPYIONIYIO — TEpaIuio
[69,91,138].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

KommenTapuu: sxkyauzymab™** wiu pasyruzymab nooasnsiom KoOMNieMeHm nocie
nepeoul e UHQY3UU, U €20 CHUNCEHHAS. aKMUBHOCMb COXPAHAEMCS 8 MmedeHue 6ce2o
cpoka neyenus. Ilosmomy nokaszamenb QYHKYUOHANLHOU AKMUBHOCMU KOMNIEMEHMA
(CH50) 6 npoyecce nevenusi cmotiko npubaudxicaemces K vyuo. Kpumepusamu Kiunuyeckou
agphexmuenocmu  oKyU3YMaOa**  unu - pasyausymadba  A6IAOMCA  NpeKpaujeHue
MUKPOAHSUONAMUYECK020 2eMOuU3a (CHudcenue yposHs JIII' 00 HopmanvHbix 3HAYEHU)
U HOPMAAU3AYUA YUCTA MPOMOOYUMOS, a makKice yayduienue @yukyuu nouex. Ilpu smom
2eMamonocudeckuti omeem 3HAYUmMenbHoO onepedcaem omeem noveynvl. Kax npasuio,
JIAT u wucno mpomboyumos HOpMAIU3YIOMcs K KOHYY UHOVKYUOHHO20 Kypca mepanuu,
Mo2oa Kaxk KpeamuHuH Kposu CHUNCAENICSL 3HAYUMENbHO MedIeHHee, U NAYUEHN MOdCem
0Ccmasamvpcs. OUAIU33ABUCUMBIM Donee daumenvHoe epems. Ilocmenennoe napacmarnue
ouypeza K KOHYY 3-20 MecCAYa CIAYHCUM BAICHLIM NOKA3AHUEM K NPOOOIHCEHUIO
KOMNIeMeHm-010Kupyrowel mepanuu, NOCKOAbKY YIyuuleHue QYHKYuu novex Hepeoxko
NPOUCX0O0UM 3aMedNeHHO. B smux cayuasx evlnoiHenue GUONCUU NOYKU MOJCEN NOMOUb

NpuHAmMb pewwerue o npodomfcenuu aubo ommene mepanuu. Ecau oce 6 ommeuennbiii
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cpox OIIII ne paspewunacoe u nompeoHOCmMb 8 QUAIU3e COXPAHACMCS, IKYIUYMAO ** unu
pasynuzymab cnedyem ommeHums. Hckmouenuem AGIAIOMCA UL NAYUEHMbL  C
NOAUOP2AHHBIM NOPAINCEHUEM, 8 CIVUAAX KOMOPO2O peuieHue 0 NPOOOIHCEHUU mepanuu

NPUHUMAEMCSE UHOUBUOY ATILHO.

3.3 ConyTcTBYIOIIASI TEpaNust

MpbI HEe peKOMEHAyeM BBIMOTHEHHE TPaHC(]y3un KOHIICHTpaTa TPOMOOIIMTOB MAIlEHTAM
c al'YC, He MMEIOIMM BBIPAXEHHON TPOMOOLMTONEHUH (YUCIO TPOMOOLUTOB Ooisiee
20000/MK) M TeMOpparvdecKux OCJIOKHEHHH (KpOBOTEUCHHs) B CBSI3M C PHUCKOM
yCyryOJIeHHsI TPOMOOIIMTONIGHMH W  TEeHEpalu3alli  MHKPOTPOMOOOOpa30oBaHUs
[2,36,37,42,69,74].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

Kommenrapuu: mpancgysuu  xonyenmpama  mpomoOOyumos mMo2ym — YCUnumo
nposenenuss TMA y nayuenmos c¢ al'VC, nockonvky nposoyupyrom oanbHeuuiee
nompebieHue  MpomMoOoOyuUMoOs8,  NOMeHyupys  mpomboobpazosanue 8  cocyoax
MUKPOYUDPKYTIAMOPHO20 pycia. Tpancgysus koHyewmpama mpomoOOyumos noxazaHa
JUWbL  NpU  pazeumuu  KpOGOMeEYeHUs Ul  Npu  UCNONb308AHUU  UHBAZUBHLIX
OUACHOCMUYECKUX UIU  MEepanesmudeckux eMeulamenibCme ¢ GblCOKUM — PUCKOM

kposomouusocmu [2,36,37,42,69,74].

Mbl pexomennyem mnanueHtaM ¢ al'YC ¢ uenbto koppekuuu Tspkenon MATA
(remoryioOMH MeHee 75 T/11) MPOBOAUTH TPaHC()Y3UIO IPUTPOIUTHOM Macchl [2,69].
YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

Mb1  pexkoMeHAyeM  Ha3HAuY€HHE  aHTUTUIIEPTCH3UBHBIX  HpeRapatoB,CPEICTB
MPEAYCMOTPEHHBIX PEKOMEHAAIMSAMU 10 JIedeHUI0 TuneproHun OO0mepoccuiickoit
oOmiecTBeHHON  opranmzamuu  «Poccuiickoe — KapauMOIOTHYECKOoe  OOIIEecTBOY,
obmiepoccuiickoil 00mmecTBeHHON opraHu3anuu "Poccuiickoe HaydHOE MEIUIIMHCKOE
obmrectBo TepaneBToB" KilmHHYecKHe peKOMeHAAUuu. ApTepruaibHas TUTIEPTEH3US Y
B3pocabiX. 2024 https://cr.minzdrav.gov.ru/viev-cr/62 4 [97].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii  C  (YpoBeHb  /I0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)
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Kommenrapun:. B noodasnsawowem oorvuuncmee cayuaee nayuenmol ¢ al YC umerom
MANCENYIO SUNEPIMOHUIO, d NOYMU ) Yemeepmu U3 HUX paseusaemcs 310Ka4ecmeeHHds
apmepuanbHas — cUNepmonus, XapakmepHol O0CODEHHOCMbIO  KOMOPOU  ABNAemcs
PEe3UCMEHMHOCMb K MHO2OKOMNOHEHMHOU aHmueunepmen3usnot mepanuu. Cnedyem
NOMHUMb, YMO OCHOBHbIM NAMO2EHEMUYECKUM MEXAHUZMOM SUNEPMOHUU V NAYUEHMOE C
al'VC caysxcum axmueayus penun-aneuomensunogou cucmemsvl (PAC) ecredcmeue
uweMuyeckoeo nospexcoenus novex. Ilosmomy cpeocmeamu nepeou MuHUU Npu JeyeHuu
Mmakou — eunepmonuu  O0JJICHbL  ObiMb  cpedcmea,  Oeucmeylowue HA  PeHUuH-
AH2UOMEH3UHOBYIO CUCMEM): UHSUOUMOPbLL aH2UOMEH3UHNpespauiarwezo Gepmenma
(AIID) unu anmazonucmol peyenmopos aneuomensuna Il (bPA). Ilpenapamwi credyem
HasHauams 0adxce Npu BbIPANCEHHOM HAPYUWEHUU @QYHKYUU No4ex, HAYUHAS C
MUHUMATBHOU 003bl U NOCMENeHHO Y8eIudusas ee noo KOHMpOoJieM YPOGHs KpeamuHuHa
u xans 6 kposu. [165.] Mbl pekomennyeM mnpoBoauTh jedeHue OIIIl mamumentam c

al'VYC B cooTBeTcTBUM ¢ pexkoMeHaanusMu 1o seuenuto OIIII [68].

Mpb1 pekomenayem npoBoauTh JiedueHue OIIIl nmanuentam ¢ al'YC B COOTBETCTBUU C
pekomenanusmMu no aeyenuro OIIIT [68].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

KommenTapuu: cm. pexomenoayuu no OIII1

Mpbl pekOMEHyeM BBISBIISTh BO3MOXKHBIE TPUTTEPHI 3a00JI€BaHUS Y BCEX MAIEHTOB C
al'VC s mpoBeieHMs JICUEHHUsI, HAMPABICHHOTO HA MX YCTpaHEHUE, KOPPEKIHUI0 U
npodunaktuky [39,42,59,69,71,74].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapum: oaoice y nayuenmos, umerowux ceHemudeckuii Oegexm cucmemvl
KomniemMenma O0na  peanusayuu  npeopacnonodxcenHocmu k  al ' VC, mpebyemcs
8030eticmeue mpuezepa, uzparoueco poiab «smopoco yoapay. Haubonee uacmoimu
mpuezepamu  AGIAIOMCA  UH@eKyuu,  aKmueHoe  80cnaienue,  OepeMeHHOCMb,
Xupypeuueckue onepayuu, KoHmMpacmmuvle cpeocmea u oadxce cmpecc. Jlo6oi
UOEHMUDUYUPOBAHHBLLL  mpuceep cledyem YCMPAaHums maxk Ovlcmpo, Kaxk 3mo

go3mooicro. Ocoboe 3navenue umeem C60e6pEMEHHAA ouazHocmuKka qu)eKI/;ulZ, Haubosee
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yacmo  npedowecmeyrowux al VC, u  credyrnowas 3a  Hell  A0eKBAMHAS

anmubaxmepuanvruas mepanus [39,42,59,69,74].

3.4 TpancoiaanTanus (mepecaaka) moYKu

Mpbl  pekoMEeHAyeM pPAacCMOTPETh BO3MOXKHOCTH BBINIOJHEHHS TEPecajkd MOYKH
nanuerTam ¢ al' YC, mocTurmmM TepMuHaIbHOW mouyedHou HemoctaTouyHocTH (XBIT 5
CTaJliM) U HE MMEIOIIMM IKCTPAPEHAIBHBIX KIMHUUYECKUX IposiBieHud TMA, ¢ nenbio
YBEJIMUYEHUS IPOAOKUTENBHOCTHY M YIIydIlEHUs KauecTBa )Ku3HHU [37,39,69].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapumn: nayueHmam, docmueuum MepMUHATbHOU no4eyHou
He0oCmAamoyHOCmuU, Nnepecaoxy NOYKU caedyem paccmMampueamns, eciu nepuoo om
Hauana eemoouanusza cocmaesisiem He menee 6 mecayese [98]. Cpox om cmapma
3amMecmumenvHol  noYeuyHou mepanuu 00 6KIOYeHus 8 «Jlucm  oocuoanusy
MpaHcnIaHmayuu moxcem Ovimv yeenuden. Eciau noueunas neoocmamouHocms
Pazeunacs Ocmpo, UMermcs NepCneKmusbl 80CCMAHOBNEHUS QVHKYUU NoYeK U
npeKpaweHuss 2eMoOUaIu3a 8 pesyibmame mapeemHo20 JieyeHus, mo NayueHmos He
cnedyem paccmampusams KaKk KaHOUOamos Ha mpaHcnianmayuio (nepecaoxy) nouxku 0o
OKOHYAMeNbHOU  OYeHKU  omeema HA  mepanuio, U3-3a  6bICOKO2O  PUCKA
NOMepUMpanchiIanmuposanol nouku. K ozpanuueHusm ulnonneHuss nepecaoku nouKu
nayuenmam c¢ al'YC omuocamces kak odowue npomusonoKazaHusam K mpaucniaHmayuu
(3710KauecmeeHHble HOBOOOPA30B8AHUSA, AKMUBHbIE UH@eKYuu, msdxicenvle XpOoHUdecKue
IKCmMpapeHanvHvle 3abonesanus u 0p.), max u cneyuguueckue oaa  al YC:
NPOOOINCAIOWAACA AKMUBAYUA KOMUIEMEHMA C BHENOYEYHLIMU NPOSAGIEHUAMU U
OMCymcmeue B803MONCHOCMU — NPOPUIAKMUUECKO20 B8Be0eHUsl IKYIUZymMaoa™**  uiu

pasyausymaba nayueHmam epynnvl 8biICOKO20 U CpeoHe20 pUcKa.

[MaruenTam ¢ al'YC, ABISAIOMUXCS TOTEHIIUAIBHBIMU KaHIUAaTaMU Ha MEPECcaaKy MOYKH
MBI PEKOMEH/IyeM YYHTHIBAThH JAHHBIC T€HETHYECKOTO HCCICIOBAHUS U YPOBEHb aHTUTEIN
k CFH (cm. pasnen «J/lmarHocTuka») Il OLIGHKH pHCKa peluauBa 3a00JIeBaHUS B
MOCTTPAHCIUIAHTALIMOHHOM Tiepuojie [66,72].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

Kommenrtapuu: nayuenmor ¢ al'YC moeym umemsv 6vlcoOKul, cpeoHutl Ui HU3KU pUck

peuuduea nocie nepecadku noYyKu, npu 3mom CcmeneHb pPpucka 00JIXHCHA onpedeﬂﬂmbc;z
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KaK HAa OCHOBAHUU pe3YIbmama 2eHemuiyecKkoeo Mmecmupo8anus, maxk U ¢ y4yemom
KAUHUYECKO020 medenus 3a00neeanus, uacmomol peyuousos TMA u cemelinoco anammesa
(mabauya 4). Cnedyem nomHumv, umo nayueHmvl, y KOMOPbLIX He B6blA6IEHbl
2eHemuyecKkue apuanmol, accoyuupoganuvie c¢ pazeumuem al VC, Oondicuvl Obimb
OMHeCeHbl K 2pynne cpeoHe20 pucka peyuousa, a nayuenmol ¢ cemetinou ¢popmoi al'VC
u/unu peyuousamu TMA 6 anammneze, 6 mom uucie — pamee nomepaguiUe NOYEUHbIU
mpauncnaaumam us-3a TMA, umerom 6bICOKULL PUCK pa3sumus peyuousa nocie
nepecaoku NOYKU He3a8UCUMO Om Xapakmepa 6bvlasieHHblx mymayutl. Llenecoobpasno
npoBOOUMb MONEKYIAPHO-2eHemuyecKoe ucciedoganue mymayuii 2enos ¢axmopos H
(CFH), I (CFI), B (CFB), C3, mpombomooynuna (THBD), membpannoco koghaxmopHo2o
npomeuna (MCP), cmpykmypnoix 6enkos, cesazauuvix ¢ CFH (CFHRI-R5), cenog
ouayunenuyeponxuraswvl sncuion (DGKE) u naazmunocena (PLG) makoice kanouoamam
Ha mpancnianmayuro (nepecaoxy) nouxu ¢ XBII C5 ¢ ycmanogneHHviM OUacHO30M
STEC-I'VC, nockonvky nokasauo, umo 6 psde ciyuaes STEC-ungexyus moxcem O6vimo
mpuezepom al 'V C, peyuousupyiowezo nocie nepecaoxu nouxu [141-143]. Xoms 6 yerom
PUCK onpeodenisiemcs: NpeumMyuecmeeHHo munom Mymayuil, 4acmuyHo oM 3a6Ucum u om
opyeux  nepumpaHcniaumayuouHvlx  ¢axmopos. K Hum ommuocam — msdicenoe
uwemMuyecKu-penep@y3uoHHoe nospedxcoeHue mpancnianmamd, 6blCOKUe KOHYeHmpayuu
68 KpOBU peyunuenma UHSUOUMOPOS  KANbYUHEBPUHA, OCmpoe  OMmopHCeHUe
MPAHCnIAHmMama, 0COOEHHO 2yMOpPAaNIbHOe, 8UPYCHbIEe UHGEeKYUuU (Yumome2anio8upyCcrasl
u opyeue 2epnec-eupycHvle ungexyuu, cpunn, BKV-ungexyus, ungexyus, evizeannas
napgosupycom B19, ungexyuonnvie cacmposumepumot u op.) [20,83].

Tabnuma 4. Ouenka pucka peuuaua al'YC mocie TpaHcmianTamu (MepecagKy) oYKy

Puck pa3surus ®dakTOop pHCKa
penuarBa
Bricokuii Myramun CFH, CFB, C3, CFH/CFHRI1-5, pettunuet al'YC B anaMHe3e, ceMeitHast
¢dopma al'YC
Cpennwmii WM3omuposanusie Mmytarum  CFI, Myramuum ¢ HewsydeHHBIMH dddexTamu,

HEUICHTH()HUITNPOBAHHBIC MYTAILlH, MIEPCUCTHPYIONINE HU3kue TUTPH aHTH-CFH-
AHTHTEI

Huzkuit Wzonmuposannsie mytaiuu MCP, nyneBbie TUTpbl aHTH-CFH-anTuTen B TeueHue
JUTHTEIEHOTO BPEeMEHHU

Mpbl pekoMeHAyeM BBINOJHATh Nepecajky MO4Ykd Ha (oHEe NPOPUIAKTHIECKOTO
NpUMEHEHHS JKynu3ymaba** wunm paBynu3ymaba ManmueHTaM C  YCTaHOBJIGHHBIM
nuarHozom  al'VC, wumerommMm  cpelHMl W BBICOKMA  PHUCK  pelHMANBa B
MOCTTPAHCIUIAHTAIIMOHHOM IIE€pUOJE, YTOOBI TPEJOTBPATHTh PELUUANB 3a00JICBaHUS

[91,99,144].
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YpoBeHb  yOeaMTEJNbHOCTH  peKoMeHAauuMi A  (YpoBeHb  JOCTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommenrapuu: Hedasnuti MA noxazan s¢pgexmusnocms marxoi mepanuu [144].
Ipoghunaxmuueckoe npumenenue sKyauzymadba™* unu pasyausymadba 6 epynnax pucka
peyuousa al' VC bonee 3ghgpekmusno, uem neueHue passusle2ocs peyuousda: eciu
yacmoma nomepvb mpancniaumama us-3a TMA 6 epynne npogurakmuyeckozo
npuMenenus IKyauzymaba** cocmasuna 5,5%, mo y peyunueHmos, NoOAYHUAGUIUX
npenapam no nogody eozgpamuozo al'VC, smom nokazamenv oocmue 22,5% [99].
«Tepanuss cnacenus» sKyausymadbom™* unu pasyruzymabom (3IKCmpeHHOe HAYANL0
neuenus passusuwezocs peyuousa al 'Y C nocie nepecaoku nouku) Kynupoeana peyuougul
al'VC nocne nepecadxu nouxku, Ho Ovlia MeHee 3IheKmusHou 8 CpasHeHuu ¢
npouIaKmuKol, He nNPeOOMEPAAs NPOSPECCUPYouyo OUCHYHKYUIO DEHATbHO2O0
mpancnaiaumama y psaoa ooavuvix [145]. Kak nokazan mema-ananus, exurouaswuti 18
uccne006anull, npumMeHeHue Kyausymada** nocne nepecaoxku nOuKu y NAYueHmos ¢
al'VC ymenvwano nompebHoCmb 6 2emoouanuze, CHUNCANO YACMOMY OMMOPHCEHUs
MPAHCNIAHMAmMA, CnOCOOCMB08ANL0 YIVUUEHUIO NOYEYHOU DYHKYUU U KAYeCmed HCU3HU
[144].

Yyumwieas cxoouwiii mexanusm Oeticmeusi 3Kyauzymadba™* u pasynuzymaba, a maxoice
OanHvle UCCIed08aHull 3@ GexmusHocmu u 0e30nAcCHOCMU NOCNeOHe20, PAByIU3YMAD
makodice  Modcem  npumeHsmvcs 0 npogunakmuxu  peyuousa al YC  nocre
MpaHcniaHmayuu (nepecaocku) nouKu, Xoms Onvlm NPUMEHeHUs Npenapama 6 OaHHOU
KAUHUYECKOU CUmyayuy noKa Mexvlie o CPAGHEeHUIO ¢ dKyauzymabom™** [146,147].

YV peyunuenmos, pamee nomyuaswiux >KyauzymMa6b** c yenvio yayuwienus xasecmea
JHCUBHU  MOJICEM  BbINOTHAMBCA KOHBEPCUsL HA  PAYIUYMAb 6 COOMEemcmeuu ¢
uncmpykyueu k npenapamy [148].

Buvinonanams nepecaoxy nouxu 6e3 npogedenus: mapeemuou npoQuiaKmuKu MOXCHO TUULDb
nayueHmam ¢ noOmeepHcOeHHvlM HU3Kum puckom peyuouea al YC. Bcem ocmanvhvim
HeoOX00uUMo npogurakmuieckoe npumMeHeHue KOMNieMeHm-0l0Kupyrowel mepanuu,
NPOOOIANCUMETTLHOCHb KOMOPOU NOKA OKOHYAmenbHo He onpeodeiend. OOHAKo IKCnepmuvl
npeononazam, 4mo OJIUMENbHOCMb NpUMEeHeHUs SKyausymaba™** unu pasynuzymaba
nocie nepecaoku NOYKU MAaKxHce MoHCem Onpeoensimbcs Ha OCHOBAHUU PUCKA Peyuousa:
nayueHmsvl ¢ 8bICOKUM PUCKOM OO0IICHBL NOIYUAMb NPENnapam 8 meyeHue 6ce2o nepuooa
DYHKYUOHUPOBAHUSL PEHATILHOZO MPAHCHIAHMAMA, A Y NAYUEHMO8 CO CPEOHUM PUCKOM

npu omcymcmeuu oaoice cy6muHuueCKux peuu()ueoe 6 nocmmpaHcnianmayuOHHOM
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nepuoode uepes 1 200 nocie nepecadku NOHYKU MONCHO NPEeONnPUHSAMb KOHMPOIUPYEMYIO
NONbLIMKY OmMeHbl Komniemenm-onoxkupyowei mepanuu [20,83,98] (mabruya 5).
Tabmuua 5. JIUTENBHOCTH JICUEHHUS OSKynu3ymMabomM™** mocie TpaHCIIaHTALUU

(mepecasiku) MOYKH B 3aBUCUMOCTH OT pucka peruauba al YC

Puck pasBurus JIITENbHOCTD Tepanuy dKyIu3ymaoom **
peunanBa

Bricokwuii BBenenne skynusymaba** rmokasaHo B TE€UEHHE BCETO CpPOKa (YHKIIMOHHPOBAHUS
TpaHCIUIaHTATa

Cpenuuit Uepes 12 MecsueB Iocie IEpecajkd IOYKHM MOXET OBITh MNpEANpHHSTA
KOHTpPOJIMpyeMasi HOIBITKa OTMEHBI B OTCYTCTBHE J1a)Ke CYOKIMHUYECKHX PELUINBOB

Huskwii [Tocne mepecaskn NOYKM MAlMEHTAM MOXKHO HE IIPOBOAWTH CHELHAIBLHOMN
NpoQHIAKTUKH IKYIH3yMadom™**

Ilpu ananuse oamnvix Inobanvnoco pecucmpa al'VC Ovlno nokazano, umo HA4ano
86e0eHUsT IKYIUZYMAOaA™*™ 00 nepecadku NouKu NO CPABHEHUI0 CO CMAPMOM mMepanuu
nocie onepayuu (¢ omcpouxou 6onee 14 owneil) accoyuuposano ¢ yuyuuienuem QyHKyuu
PEHAIbHO20 MPAHCHIAHMAMA U CHUMCeHUeM pucka nompebrocmu 8 2emoouanuze [100].
B oenv mpancnaanmayuu nezasucumo om moeo, noayuan nayuenm dKyausymao ** pamnee
Unu Hem, He MeHee YeM 3a 0OUH Yac 00 penepghy3uu OOHOPCKO20 0p2aHa OOINCHA Oblmb
gbinoaHena ungysus npenapama. /loza #oxyauzymaba** ne zagucum om maccol mena u
cocmasnsiem 900 me Ha 6sedenue. Credyrowas 0o3a Hxyauzymadba ** esooumcs uepes
24 waca nocne nepecaoku nouxu [160], Heobxooumocmsv 68edeHue OONOIHUMENbHOU
0o3vbl #akynuzymaba uepes 1 cymku nocie onepayuu A61semcsi 0COOEHHOCMbIO 8e0eHUs
nayueHmos npu nepecaoke NOYKU U CBA3AHO C Haauduem O0AbUI020 KOAUYecmsd
KOMNIEMEHM-AKMUBUPYIOWUX — COCMOAHUL 6 PAHHUUL  NOCMMPAHCHAAHMAYUOHHBLU
nepuoo. Ilocnedyrowee ssedenue npenapama ocywecmansemcs uepes neoento (900 me) ¢
oanvHelwum nepexo0om na pedxcum 1 paz 6 2 neoenu (1200 me) onumenvro (madbauya 6)
[98, 161].

Tabmuma 6. Cxema mnpodUIAKTHYECKOTO NpPUMEHEHHs #dKynuzymaba**  mpu

TpaHCIIaHTaIuu (Tiepecaike) moyku namuentam ¢ al'yC

Hens 0 Hens 1 Hens 8 Heunn 22
900 mr 900 mr 900 mr 1200 mr

B mo oice epemsi y omoenbHbIX nayueHmos ¢ 8blCOKUM PUCKOM PEYuOUBd, OCLONCHEHHBIM
meyenuem NocieonepayuoHHo20 nepuood ¢ HaIuyuem OONOIHUMETbHbIX KOMNIeMEHM-
AKMUBUPYIOWUX COCMOSHULL (msidicenioe penephy3uoHHOe NOBPedCcOeHUe, OMMOPAHCEHUe
MPAHCNIAHMAMA,  XUPYPSUYECKUEe  OCIONCHEHUsl, OONOIHUMENbHbIE — ONePaAmueHble
BMeUAmenbcmea) moxcem Oblmb UCNONB308AHA OONEe UHMEHCUBHASL CXeMd BB8EOeHUs.
IKYAUYMAba™™* 6 panHue cpoku nocie nepecalku NOouKuU, ¢ NepexooomM Ha UHMep8al

sgedenuss 1 paz 6 2 nedenu no 1200 me nocne 36-eo ous (mabnuya 7). B ciayuae
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Heobxooumocmu nposedeHust no HcuzHenHvim nokazarnuim 110 uiu mpancgyszui C3I1 na
gone mapeemmnoii mepanuu HKyIUIYMAOOM** HE0OX00UMO 68e0eHUe OONOIHUMETbHBIX
003 npenapama 6 coOomeemcmeauu ¢ UHCmpyKyuet no e2o npumereruio [98].

Tabmuma 7. WuatencudunupoBanHas cxemMa NPOPUIAKTHYECKOTO0  TPUMEHEHUS

#ykynmuzymaba™** npu TpancrianTanuu (epecaake) moyku namnuentam ¢ al' yC

JHenb 0 Jenb 1 Jlenn 8 Jenb 15 Jenb 22 Jenb 36

900 mr 900 mr 900 mr 900 mr 900 mr 1200 mr

IIpu ucnonvzosanuu pagyruzymaba 003uposaHue npenapama 3a8Ucum om MAaccvl mena.
8 HYeBol 0eHb 880OUMCS 6/8 Hazpy30uHas 003a, Ha 15-e cymKku — noodepacusarowas
003a, 3amem Kadicovie 8 Hedelb — nodoepacusaroujas 0osa (mabauya 8) [138,146].

Tabmuma 8. Cxema npuMeHEHHsI paByIu3yMada Mpu TpaHCIUIAHTAUU (TIepecaaKe) MOYKH

narmentam ¢ al YC

Macca tena Henn 0, Jensb 15, Kaxxapie 8 nemens,
HalueHTa, Kr Harpy3o4Has 103a, MI' | IIOJUICP)KUBAIOIIAs 1033, MI' | ITOJJIEPKUBAIOIIAst 103a, MT
40 — menee 60 2400 3000 3000

60 —menee 100 | 2700 3300 3300

100 kr u 6omee | 3000 3600 3600

Mbl pekoMeHAyeM BaKUMHALUWIO IPOTUB MEHUHITOKOKKOBOW, ITHEBMOKOKKOBOM U
reMopuIbHOW HMH(EKIMH THMAa b B MOpAIKe MOATOTOBKUM K IEpecagke IMOYKH U
MPOPUIAKTHUECKOMY MPUMEHEHHUIO JKyau3yMaba*™* unu paBynu3ymaba mareHTam ¢
al'VC, ecnmu oHM He ObUIM BaKIMHUPOBAHBI paHee, [JII MHUHHUMH3AIMU pPUCKA
nH(pEKIMOHHBIX ocioxHeHuit [39,91,101,138, 159].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KomMmeHnTapuu: mexanuszm oeiicmeus sxyausymadoa™* u pasynusymaba npeononacaem
nosvluleHue pucka pazeumusi MEeHUH2OKOKKOBOU UH@ekyuu u opy2ux uHgpekyul,
BbI36AHHBIX UHKANCYIUPOSAHHLIMU OAKMEPUAMU, 6 CBA3U C YeM 6cex NAYUEeHMO8,
NOYYarWux d3mom npenapam, cledyem Npusu8amv HNpPOMu8 MeHUH2OKOKKOBOU
uHghexyuu, a KaHOUOamos8 Ha MpPAHCHAAHMAYUIO (nepecaoxy) NouKu — Mmakice npomue
NHEBMOKOKKOBOU U 2eMOPUIbHOU UHGEKYUU, dHcenamenbHo 00 HA4ana KOMNIeMeHm-
onoxupyroweti mepanuu. IlockonvbKy nepecaoka nouxku 6uINOIHAEMCA 8 OONbUUHCIGE
cyyaee NiAHOB0, BAKYUHAYUIO UYenecoobpasHo nposecmu 00 6KIovenus 6 «Jlucm
oorcuoanusy. Y nayuenmos ¢ al'VC cnedyem makoice npumensms oowue pekomeHoayuu
no npoguiaxmuxe uxgexyul y peyunuenmos coauouvix opeanog [102,103]. Kpome

Mo2o, NPaKmuyecKue peKoMeHoayuu NepeuyHol 1 6MopUdHoOl NPOGUIAKMUKY UHPDEKYULL
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y e3pocavix u demeti ¢ al'VC paspabomanwvt poccutickumu dsxcnepmamu 8 2016 u
onyoauxkosanvl 6 6ude Ookymenma «Pesonoyus  Medcoucyuniunapnoeo cosema
IKCNEepPmMo8 no NpodUIAKMUKe MANCENbIX UHGDEKYUll y NayueHmos ¢ 2eHemudecKuMu
HapYWeHUAMY — pe2yiayuu  CUCmeMbl — KOMNJIEMEeHmd,  NOAYYarWux  mepanuio
axyauzymabomy» [104]. Cnedyem nomHums, umo nocie nepecaoxu NOUKU BAKYUHAYUS

JIHOOBIMU HCUBLIMU 6AKYUHAMU abconommuo npomueonoxKkasaHa.

Mbl HEe pEKOMEHIyeM UCIONb30BaTh OPraHbl OT JOHOPOB «C PACIIMPEHHBIMHU
KPUTEPUSIMI», BBIMOJHATH OMEpPALUI0 MPHU BBICOKOM IMPOLEHTE MPEICYIIECTBYIOUINX
antu-HLA anTuten y mnoTteHuuanbHOro penunuernta win ABO-HecoBMecTUMOCTH
JIOHOpa W pEeUUIMeHTa IMpu Imepecajke Mouyku mnamueHtam c¢ al'YC B memsax
npoUIaKTUKY peluIrBa 00JIe3HN B TIepecakeHHOH nouke [69,81].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J10CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KomMmeHnTapuu: oannas pexomenoayus 00yciognena vicokum puckom peyuousa al YC
npu MAdNHCeIoM uwemuyecku-peneppy3uoHHoM nospeicoeHuU no4eyHo20

mpancniaumama u Ha quH@ aHmumeﬂo—onocpe()oeaﬂﬂoeo OmMmopotCeHusl.

MBI HE pEKOMEHAYEM BBITIOJIHEHHE POJCTBEHHOMN Mepecaaku mouku namueHtam ¢ al'yC
0€3 MOJIEKYIISIPHO-TEHETHYECKOTO HccienoBanust Mmyramnuii renoB ¢akropoB H (CFH), 1
(CFI), B (CFB), C3, tpombomonynuna (THBD), memOpanHOTO KO(HaKTOPHOTO MPOTEHHA
(MCP), crpykrypasix  ©OenkoB, cBs3anubix ¢ CFH  (CFHRI1-RS5), renoB
muanunrianeposikuHasel dncuioH (DGKE) u mmasmuborena (PLG) HEe TONBKO Yy
pelMnueHTa, HO W Yy TMOTEHIUAIBHOTO JIOHOpAa B M[ENsAX MNpOHIaKTUKH
MOCTTPAHCIUIAHTAIIMOHHOTO peruanBa 3aboneBanus [65,69,72,81].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

Kommenrapumn: ouacros al'VC 6 6onvuuncmee ciyuaeg aensiemcs npomueonokasanuem
K pOOCMBEHHOU nepecacke NOUYKU 8 C8A3U ¢ NpaKmuyecku Heusoexcnvim peyuousom TMA
6 mpaucniaumame. OOHAKO nepecaoxka NOYKU MOHCem BbINOIHAMBCA, eCliu y nayueHma
— Kauoudama Ha nepecaoxy NOYKU HNPU MONEKYIAPHO-2EHeMUUECKOM UCCIe008aHUU
mymayuii eenog gpaxmopos H (CFH), I (CFI), B (CFB), C3, mpom6omooyauna (THBD),
Mmembpannoeo kogakmoprnozo npomeuna (MCP), cmpykmypuvix 06enko8, CEA3aHHbIX C
CFH (CFHRI-RS5), ecenos ouayuneauyepoaxunasol sncuion (DGKE) u niazmunozena

(PLG) swisasnaromes mymayuu, accoyuuposauuvie ¢ passumuem alVC, a y
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NOMEHYUANbHO20 OOHOpA MAKO8bIX He oOHapyxcusaemcs. Ilpu smom HeobxXooumo
MAKCUMANbHO UHGOpMUPOBAMb OOHOPA U DEYUNUEHMA O PA36UMUU  BO3MONCHLIX
0CNOJCHEeHUU nepecaoku nouku. B mo dce epems, ecau mymayuil, omeemcmeeHHbIX 3a
passumue al'VC, ne obHapysceHo Hu Y OOHOpA, HU Y B03MONCHO20 peYUnueHma, uiu
00OHapyJiceHbl 2eHemuyecKue 6apuaHmovl ¢ HEACHbIM KIUHUYECKUM 3HAYeHUueMm, Oom

POOCMEEHHOU nepecadKu NOYKU ciedyem OmKa3amvcs.

VY peuunueHToB MOYEYHOIO TpaHCIUIaHTara, crpajgarommx al'YC, Mbpl peKOMeHIyeM
BBIOMPATh MHIYKIMOHHYIO W TIOJJICPKUBAIONIYI0 MMMYHOCYIPECCUBHYIO TEpPaIlHio C
YU4ETOM pHCKa OTTOpP)KEHHWS, wu30eras BBICOKMX KOHICHTpAUd HHTHOUTOPOB
KaJbIIMHEBPHHA B KPOBH, YTOOBI CHHU3UTh BEPOSITHOCTH MPEXKICBPEMEHHOW MOTEPU U
pa3BUTHS  JIEKQpCTBEHHO-MHAyLUpOBaHHOM TMA  TpaHCIUIaHTUPOBAHHOM  ITOYKH
[69,81,98].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

Kommenrapuu: y nayuenmos c al'VC kpaiine orcenamenvia uUHOYKYUOHHASL Mepanus
AHMUTUMDOYUMAPHBIMU AHMUMENAMU — UMMYHOIA00YIUHOM AHMUMUMOYUMAPHbIM **
(Kponuubum) Ui  UMMYHO2A0OYIUHOM — AHMUIUMDOYUMAPHLIM — TOUAOUHBIM,  KAK
CYWEeCMBEHHO —CHUMCAIOWAs PUCK OmmopdceHus mpancniaumama. Ilpumenenue
yukiocnopuna** u maxkpoaumyca** nocie nepecadku noyku modxcem 0vimv Mpuceepom
pazeumusi TMA mpancnianmama, 0OHAKO OauHble NPEenapamvl 6 HACMOsWee 6peMs
ocmalomes  0CHOBoU  ummyHocynpeccuu.  Kpome moeo, ucnonvzosanue  cxem
ummyHocynpeccuu 6e3 yukiocnopuna**/maxponumyca™** ne npueooum Kk 3HAYUMOMY
cHudxcenuio pucka peyuousa al'VC nocie nepecaoku nouxu [105]. YV peyunuenmog c
ouaznozom al'VC crnedyem uzbecamv upesmepHO GblCOKUX KOHYEHMPAYUll UHSUOUMOPOS
KATbYUHEBPUHA 6 KPOBU. KOHYEHmMpayusi makpoaumyca** ne oondxcma npegviuwiams 12
He/ma, yukiocnopuna®** — 200 ne/mn (C0). B 6onvuuncmee cayuaes uneuobumopst mTOR
(cuponumyc — uau  2eepoaumyc**)  me  credyem  exkmowamv 8 CXeMy
NOCMMPAHCHAAHMAYUOHHOU  umMmyHocynpeccuu  nayuenmam ¢ al ' YC, nockonvky
UCNONb306aHUEe  OAHHBIX — NPenapamos  MOdjiCem  HApyuwams  80CCMAHOBIEHUE
NOBPENCOEHHO20 IHOOMENUs. 3a Cuem AHMUNPOIUGEepamueHo20 U HPOKOA2YIAHMHO20
agpgpexmos [106,107], oOnaxo y omoenrbHbIX NAYUEHMO8 NpU HATUHUU NOKA3AHUL U
MUAMenbHOl OYeHKe COOMHOUEHUS NOJb3A/PUCK CUPOTUMYC UL I8ePOIUMYC™* moeym

NPUMEHAMbCAL.
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[Tatmentam ¢ al'YC mnocne mnepecagkd TOYKH Mbl PEKOMEHIYEM TIIATEIbHBII
MOHHUTOPHUHT KJIMHUKO-JIA0OPATOPHBIX TIOKa3aresei, CIOCOOCTBYIOMIMX BBISBICHUIO
TMA, u BbIONHEHHE OWOINCUN TpaHCIUTaHTaTa (OMONCHM TOYKH MO KOHTPOJIEM
yIBTPa3BYKOBOTO  HCCJEIOBAaHUS C  IaTOJIOr0-aHATOMUYECKHMM  HCCIIEOBaHHUEM
OWonCcHtHOTO (OTNEepPaIlMOHHOT0) MaTepuaia) IS CBOCBPEMEHHOW JIMArHOCTUKH |
neyenust TMA Ttpancmiianrara [69,81,98].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: monumopune nabopamopnulx noxkazameneu TMA (uccredosanue yposHs
MpoMOOYUMo8 6 KpoBu, UCCLe008aHUe YPOBHA 00We20 2emMo2loouHa 6 Kposu,
onpedenenue akmusnocmu JIJI' 6 Kposu, ucciedoganue ypoeHs KpeamuHuua 6 Kposi)
nocie nepecaoku noyku ciedyem nposooums ¢ yacmomou 1 paz 6 Hedento 6 meueHue
nepeoeo mecaya, 1 paz 6 2 nedenu 6 meyenue nociedyowux 2-4 mecayes u oanee 1 pas 6
mecay. bonee uwacmulii MOHUMOpUHZ HEOOXOOUM NpU UHMEPKYPPEHMHBIX UHDEKYUsX,
pazsumuu OUCHYHKYUU NOYEUHO20 MPAHCNIAHMAMA U NOCAe OMMeHbl IKYIuymadoa™**.
Hayuenmovr ¢ al'VC nocie nepecadku nouxku, KOMOPbIM NPEKPAMUIU JleYeHUe
IKYIUBYMAOOM™* ¥, QONNHCHBL HAXOOUMBC NOO MUWAMENbHbIM HAOIO0EHUeM 68pavad-
Heghponoea onsa obecneuenus KOHMPOJAL 3a NPUSHAKAMU 803MOducHOU akmusayuu TMA u
pazeumusi ee madxceavix ociodxcHenuu. Ipusnaxamu peyuouea al'VYC nocie ommensi
akyauzymaba** cuyocam (1) nmobvle 06a uiu NOBMOPHO BLIABIAIOWUECS UMEHEHUS
00HO020 U3 CeOVIOWUX NoKasamelell. CHUdCeHue yucia mpomooyumos nHa 25% u 6onee
OM UCXOOHO20 3HAYEHUS UNU MAKCUMATLHO20 YUCLA MPOMOOYUMO8 80 8peMs NledeHus
npenapamom 9Kyauzymad **; yeenuuenue KOHyeHmpayuu KpeamuHuHd CbIBOPOMKU HA
25% u 6onee no cpasHeHuro ¢ UCXOOHbIM 3HAYEHUEM UNU MUHUMATLHBIM YDOGHEM 60
8peMs mepanuu  npenapamom  IKVIUSYMAO®*  unu  yeenuueHue  CblBOPOMOUHOU
axmusnocmu JUII" na 25% u 6onee no cpagueHuro ¢ UCXOOHBIM UNU MUHUMATLHHIM
3HAueHUeM 60 6peMs mepanuu npenapamom IKyauzymao**, umu (2) mobou u3
CeOVIOWUX CUMNMOMOS. USMEHEeHUe NCUXUKU, CYOOpOo2U, CMEHOKapous, OO0bluKA,
mpomb603, msadxcenvlii NaHKpeamum, eHesanHoe yxyouienue 3penus. Ocoboe @Humanue
HYJ#CHO —obpawjamv Ha HapywleHue @YHKyuu nouexk oadxce NpU  OMCYmMcmeuu
IKCMPAPEHATILHBIX NPOAGNEHUU. DMy CUMRIMOMbL MO2Ym Oblmb ampubymupo8ansvl K
al’VC nocne ucknouenus psaoa NpUdUH, KOMOpble MAKH#Ce MO2YM CONPOBOHCOAMbCSL
U3MEHeHUeM NepeyucieHHbIX 1a00pamopHuIX NaApamempos, O0COOEeHHO 68 paHHeM

NOCMMPAHCHAAHMAYUOHHOM — nepuode  (Hanpumep,  XupypeuuecKkue  OCIO0MHCHEHUs,
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uHgeKryuu, 2emMamonocuyecKas moKCU4HOCMb UMMYHoOenpeccanmos u op.). B cnyuae
U30IUPOBAHHO20 NOBLIUEHUSL YPOBHA KPEAMUHUHA CblBOPOMKU JUOO  HENOJHO20
cumnmomoxomniekca TMA obszamenvha mopgonocuueckas eepugurayus npuyuUHsl
ouc@ynkyuu  mpaucnianmama, HNOCKOIbKY He uckmouaemcs passeumue TMA,

JIOKANU308aHHOU MoabKo 6 mparncnaanmame [108,109].

e Jlna neuenus peuuausa al'YC y nanueHToB mocie Nepecajky MOYKH, HE MOTy4YaBLIUX
KOMIUIEMEHT-0JIOKUPYIOIIYIO TEePANHio, MBI PEKOMEHIYyeM B KaueCTBE TEpaIuH IMEpBOM
JIMHUY TPUMEHEHUE dKyau3ymada™** wim paByiauzymada [69,81,98,110,111,147,148].
YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

Kommenrapum: npu e6osnuxnosenuu peyuousa al YC nocie nepecadku nouxku uau
pazeumuu de novo al'VC (TMA c¢ mymayuamu eeHo8 KoMnieMeHma, 6nepevie
8bIAGIEHHBIMU NOCIEe Nepecaoku NouKU) HNOKA3aHA  8bICOKAs  IpdexmusHocms
akyausymaba**, ocobenno npu pauwnem wnauare mepanuu [110,111]. PenanvHuolil
MPAHCNIAHMAm euje MeHee YCMouyu8 K KOMIIEMEHM-0N0CPe008AHHOMY NOBPEHCOEHUIO,
uem coOCmeeHHble NOYKU, NOIMOMY 3A0ePAHCKA C HAYANIOM MAp2emHOl mepanuu 0axice
HA He3HAYUMEbHBIU CPOK MOJICem NpUeecmu K HenoaHOMY 60CCMAHOBIeHUIO UL nomepe
@dyHKYyuu  MPAHCNIAHMUPOBAHHO20 — OpeaHd. B nepuod  oocuoanusi nocmasxu
IKYAUZYMAOA™™*  (Mpu  HEBO3MONCHOCMU  HEMeONeHHO20 e20  B88e0eHUs) MOodcem
nposooumwvcss 110 ¢ aodexkeammuvim  00veMOM — IKCHY3UU U 3aMeujeHUs]
ceedxcesamopodcernoll naazmou — 40-60 mn/ke maccet mena nayuenma. OOHOKpamHoe
8gedeHue IKyausymada™** ona neuenus peyuousa al'YC nocie nepecadku nouku He
noooepacusaemcs.  IIpodondxcumensHocmsb NpUMEHEeHUs. KOMNnieMeHm-010Kupyrouel
mepanuu y nayuenmos, nepernecuiux peyuous al VC nocne TII, okonuamenvho He
YCMAHOBIeHa, HO 04eBUOHO, YUMo MU nayuenmsl nonaoarom & cpynny 8blCOK020 pUCKd

NOBMOPHO20 peyuousa 8 ciyiae ommensl IKyausymaoa™*.

3.5 MonuTopuHr 3¢ ¢eKTHBHOCTH JICYeHUS

Bo wmmoeux cnyuasx al'VC mpedbyemcs OnumenvHoe NpuMeHeHue KOMNIeMeHN-
onoxupyrowei mepanuu. 1100001 pedicum euenuss Modxcem Oblmob HEOOX0OUM NAYUEHMAM C
uoenmughuyuposanHvimu Mymayusimu 2enos gaxmopos komniemenma CFH, CFI, CFB u C3,

HOCKOJIbKY OHU OMHOCAMCS K Kame2opuu 8blcoko2o pucka peyuousa al YC [42,69,92,93].
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MBI He pekoMeH1yeM J1abopaTOPHOE MOHUTOPUPOBAHUE CTETIEHU OJIOKaIbl KOMITJIEMEHTA
U OUEHKH 3((EKTUBHOCTH OKyau3zymaba** B Xome KOMILIEMEHT-OJOKUpPYIOIIEH
Tepanuu y Bcex nanueHToB ¢ al'YC [88].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

KommenTapum: 610xada xomniemeHma npoucxooum 6 medeHue 00HO20 Haca Nocie
nepgou uH@yzuu okyauzymadba** u coxpamsemcs Ha OOCMUSHYMOM YPO8HE HA
npomsidiceHuu unmepsana mexncoy esedenuimu [88]. EouncmeenHviM O00CMYNHbIM
Mapkepom 0Nl OYeHKU cmeneHu ONoKaovl Aelsemcs o0was 2emMoaumuieckas
akmusHocmov komniemenma CHS50 [112]. Kax npaeuno, oma ocmaemcsi HU3KOU 8
meuenue [2-14 Owuell, uyem u 00ycr081eH OBYXHEOEIbHbI UHMEPBAL 6 Nepuoo
noooepacusaroujeri mepanuu. bnoxada komniemenma oOocmueHyma, eciu 3HAYEHUs
CH50 cocmasnarom <10%. Ilooasraowee OOIbWUHCIEO NAYUEHMOS, KAK Obllo
NOKA3AHO 8 NPOBEOEHHBIX UCCIe008AHUAX, OOCMULAIOM dMO20 YPOBHA CPA3Y e Nocie
nepeoi un@ysuu dKyauzymadba**, nosmomy 6 xole JeueHuss Hem HeoOXO0OUMOCmuU
monumopuposamsv CH50, eciu y nayuenma 6o eépems nepuoda uHOYKyuu Haod.Iooaemcs
HOpManu3ayus yucia mpomooyumos, cHudxcenue JI/[I" u yposua kpeamununa oonee uem
Ha 25% om ucxoonoeo [69]. I[loxaszamenv yposus C3 ¢hpakyuu rkomniemenma He
nOOX00um 0Jisk MOHUMOPUPOBAHUSL I heKmusHocmu nposooUMOl mepanuu, NOCKOIbKY Y
nayuenmos, umetowux mymayuu CFH u C3, oH UCXO0OHO CHUMICEH U NOBbIUUEHUS €20
Heb3sl 0JHCUOAMb 8 X00e JieueHus IKyausymabom™** [65]. Buecme ¢ mem, eneopenue 6
KAUHUYECKYIO NPAKMuKy 0onee MOYHbIX Cnoc0608 OYeHKU AKMUBHOCMU KOMHIEeMEeHma

Moxcem Oblmb Noae3HbIM 015 NePCOHUPUYUPOBAHH020 6edenus nayuenmos ¢ al VC.

[Tpu OTCYTCTBHH MOJOXKHUTEIHHONH TUHAMHUKHA T€MaTOJIOTHYECKUX TIOKa3aTeNneld B MEPUO.
WHIYKIIMOHHOW Tepamnuy y TAIlHMeHTOB, MOJYYAIONUX JICYCHUE SKyIn3ymabomM™** wim
paByIM3yMaboM, MBI PEKOMEHIYEM OIpPENEIUTh OOIIYI0 T€MOJIUTHYECKYI0 aKTUBHOCTH
kommiementa (CHS50) gmis  omeHku 3¢ ¢eKkTUBHOCTH  OJOKagsl  KOMIUIEMEHTA
[91,113,138].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
J0Ka3aTeJIbCTB — 4)

Kommenrtapuu: noxazamens CH50 6onee 10% ceudemenvcmgyem o6 omcymcmeuu
NOAHOU OI0KAObL KOMNJIEMeHma, ABIAI0OueMcs NPUYUHOU HedpdexmusHol mepanuu.
Ce200Hs U36eCMHO HECKOILKO NPUYUH, ¢ KOMOPbIMU C853AHA HeOOCMAMOYHAsL 610KaA0d

KOMNleMenma, npudeMm 6ce OHU Kpauue pedku. Imo moz2ym Ovbimb UHOUBUOYANbHAS
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He0oCmamo4Hocms 003bl (yawje y Oemetl, OOHAKO BO3ZMONCHO U ) OUEHb KPYNHLIX
83POCTIbIX NAYUEHMO0B), IKCKpeyus dKyauzymadba™** ¢ movoi npu nanuyuu y nayueHma
MACCUBHOU npomeunypuu u Hegpomuueckozo cunopoma. Ilpu adexeéamuoii 0o3ze
npenapama  NPUYUHOU — OMCYMCMEUss  O10KAObl  KOMHIAEMEHmMA  Modicem — Oblmb
eenemuyeckuti eapuanm C5 KomnoHewma, umo npedomepaujaem cesa3b ¢ HUM
IKyAUIYMaba™* u obecneuusaem, makum oOpa3oM, pe3uUCmMeHmHOCMb K nocieonemy. B
Xo0e KoMniemeHm-OIoKupylowjeli mepanuu  603MONCHO NOAGIEHUe anmumen K

IKYIUZYMAOY **, makoce npueoosuux K HeaghdekmusHocmu npenapamad.

3.6 JIleuenue al ' YC, accomMupoOBaHHOI0 ¢ 0epeMEeHHOCThIO

I'YC-accoyuuposannwiii ¢ bepemennocmoto (b-I'VC) — smo al ' VC, paszsuswiuiics 6
nepuoo om MomeHma noomeepicoeHus Gakma bepemennocmu 0o 12 Hedenv nocie
pooopaspeuienus unu npepvisanus oepemennocmu [47,114]. bonee uem y 50% nayuenmox
al'VC paszsueaemcs npu noemopmuvix bepemennHocmsx. Pazeumue 3abonesanus 603modcHo Ha
J1060M CpoKe bepeMeHHOCmU, 00HAKO 8 noodasusiowem oonvuuncmese cayuaes (74-94%) al'VC
soznuxkaem 6 III mpumecmpe u pannem nociepooogom nepuoode, mozoa Kax Ha I mpumecmp
npuxooumcs ececo 11% cnyyaes, a na Il — 0o 15%. B-I'YC xapakxmepusyemcs azpeccusnvim
meyueHueM U KpatiHe HeOaa2onpusmublM NPOSHO30M: MAMEPUHCKAS CMEPMHOCMb 00Ccmu2aem
42% [47,115]. Hacmoma evisenenus ceHemuueckux oegheKmos 8 cucmeme KOMHIEMeHmMAa npu
axywepckom al'YC conocmasuma ¢ maxosoii 6 obwetl nonyrayuu nayuenmog ¢ al YC, umo
daem OCHOBaMUs paccmMampugams 2mo 3abonesauue He kaxk emopuunyio opmy al'VC, a kak
UCMUHHYIO  KOoMNIeMenm-onocpedosannyro TMA, ona komopou 6GepemenHOCmb A8UNACH
mpuzeepom. IIposedennvie ucciedo8anus 2eHemuyecko20 npoQuis cucmemsvl KOMNIEMEHMA y
arcenwyun ¢ akyuwepckum al 'V C sviasunu mymayuu, accoyuuposannsie ¢ passumuem al YC, y 46-
56% nayuenmox [116,117,149]. Kome moco, sadxcnyio pons 6 manugecmayuu b-I'VYC ueparom
0CNI0JICHeHUs1  OepeMeHHOCmU U pO008 — NPEeIKIAMACUS, KPOBOMEUEHUs, ONepamueHoe
poodopa3speuieHue, — npedcmasigiowue cooou OONOIHUMENbHbIE KOMNIEMEeHM-AKMUsUpyoujue
cocmosiHus, paccmampueaemvie Kak mpueeepvl ocmpou TMA [118-120]. Taxum obpaszom,
neyenue axywepckozo al'VC, 6e3yciosno, AIA0OWE20Cs KOMNIEMEHM-0N0CPe008aHHOU

namwzozued, O00JINCHO COOMBEMCMBOBANb MEM JHce npuHyunam, 4mo u jleyeHue al'VC.

e MBpBI pekoMeHyeM Hayallo IJIa3MOTEpanuy BCEM MAallMEHTKaM C CHMIITOMOKOMIIJIEKCOM
TMA wu nonospennem Ha b-I'YC B Tedenne 24 4dacoB 1ocie MpepbIBaHUSA
OepeMEeHHOCTH/pOAOpa3peIeHUsT IS MPEAOTBPAIICHUSI TTPOTPECCUPOBAHUS OOJIE3HU M

pPa3BUTHS €€ KU3HEYTpOKaoImMX ocynoxuenuit [47,80,114,115,118,121].
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YpoBenb  yOeauTebHOCTH  pekoMeHgamuii B (ypoBeHb  J10CTOBEpHOCTH
J0Ka3aTeJbCTB — 3)

Kommenrapumn:  [lpunumas 60  6HumManue  0COOeHHO — mAdcenoe,  HepeoKo
kamacmpoguueckoe  meuenue  axkywepckozo —al’VC,  Heobxooumo  HauuHamo
nuazmomepanuto, npeonoumumenvho 6 pedcume 110, HezameorumenvHo nocie
gviasnenus npusnakoe TMA. Cnedyem ommemums, umo 3¢hgexm niazmomepanuu
HaOnwoaemcs b Y  NONOGUHLL NAYUEHMO8, NO OAHHLIM  PempoCHeKmueHO20
uccneoosanus puck TITH y nayuenmox, nepenecuux axywepcxkuti I'VC, 6vi1 00unaxoso
gvicok (oxono 50%) xkax y 56 oscenwun, nonyuaswux 110, max u 'y 16, komopwvim OanHas

mepanus He nposoounacys [114].

[Tpu HEdPhEKTUBHOCTH TIa3MOTEpANUU, MPOBOAMMON B TEUYEHHWE HE MeHee 3 JHEe
MOJpPSil, MBI PEKOMEHIYeM HAuWHATh KOMILIEMEHT-OJOKHUPYIONIYIO  TEparmio
IKynu3ymMaboM** wuam  paBynm3ymMaOoOM JUIA  TPEIOTBPAIICHHS IPOTPECCUPOBAHMS
00JIe3HU, PA3BUTHUS €€ JKUZHEYTPOXKAIOMINX OCIOXKHEHUH W JOCTHKEHHS PEMHCCHUU
naruenTkam ¢ b-I'VC [114,115,118,122,150].

YpoBenb  yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 4)

KommenTapuu: s¢pgexmusnocms u 6ezonachocms sxyauzymadba™** npu bepemennocmu
NepeOHAYANIbHO OblIA  YCMAHOBNEHA Y NAYUEHMOK ¢ NAPOKCUSMATbHOU —HOYHOU
cemoenoounypueti, a szamem u npu alVC [122,151-153]. I[Ilpomokon neuenus
akyuepckoeo al'VC noanocmwlo ananocuuern npomoxony aedenus nayuenmos ¢ al YC 6
omHoOwleHUY 003 npenapama U UHMeEpP8ano8 Mexcoy 86e0eHUIMU, eclu 3abonesanue
PA3sUIOCh 8 NOCAepPo008om nepuode. Makcumanonas 3¢hghekmusnocmos IKyaUzyMadba™*,
NPOAGIAOWAACS HE MONLKO 6 KYNUPOBAHUU 2eMAMOI0UYecKUx nokaszamenei, HO U
NOJHOM 80CCMAHOBNIEHUU (PYHKYUU NOYEK Y DOTLUUHCINEA NAYUEHMOK, OMMEYANdch npu
panHem, 8 meuenue nepeoll Hedeiu om Oebroma 3a001e8aHUs, HAZHAYEHUU MEePanuu.
max, cpeou NAYUueHmox, HONYYABUIUX DAHHION, OMCPOUEHHYIO U NO30HIOI Mepanuio
IKyAUZYMabom™*, wacmoma nonnoco eoccmanosienus pyukyuu novex cocmasuia 100%
(28/28), 78,6% (11/14) u 54,5%(6/11), coomeemcmeenno, a wacmoma OuUanIU33a8UCUMOL
XpoHuueckou noyeunol Heoocmamounocmu — 0% (0/28), 21,4% (3/14) u 45,5% (5/11)
[115,154]. IIpu pazeumuu al'VC 60 epems bepemennHocmu 015 noanou 6nokaovr C3
mozym nompebosamuvcs 60nvuire 003bl IKYIUZYMAOA™ ™ u/unu cokpawjenue uHmepeanlos
MeAHCOY €20 B6e0CHUAMU U3-30 YEeIUUeHUs 00beMa YUPKYIupyujell Kposu, NOBbIUEHHO2O

cunmesza C5 unu nomepu npenapama ¢ Mo4ou npu maccusHou npomeunypuu [149,156].
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IIpooonscumenvrocms KomniemeHm-0J10Kupyoujeli mepanuu NAYUeHMmMoK ¢ aKyulepcKum
al'VC mne onpeoenena. Omna 3asucum oOm HAIUYUA 2eHEMUYECKo20 Oeghekma,
BbIPAINCEHHOCMU  NOAUOP2AHHOU HEeOOCMAMOYHOCMY, HAONI00aWe20cs omeema Ha

IKYIUZYMAO ** u donxcna onpedenamucs uHousuodyanvro [149,156].

[Ipyu kIMHUYECKOM MOJIO3PEHUU Ha pa3BUTHE MH(PEKIIMOHHBIX OCIOKHEHUHN MallMeHTKaM
¢ B-I'VC MBI pekoMeHlyeM CBOEBPEMEHHO Ha3HA4yaTh TEPANUI0 aHTHOAKTEpUAIbHBIMU
mpermapaTaMi CUCTEMHOTO JACHCTBHSI HIMPOKOTO CIEKTpa C IENbI0 WX KYMUPOBAHUS
[123,124].

YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 5)

Kommenrapuu: passumue TMA credyem paccmampueams Kaxk gakmop pucka
Passumusi CUCMeMHOU UHQDeKyuU, NOCKONbKY UMeMUYecKoe No8pexcoeHue op2aHos
npeopacnonazaem K uH@uyuposanuro. Ewe oonum gaxmopom pucka unpexyuu
ABIAIEMCA ONepayus Kecapeea ceyeHus, mak KaKk 6 nooasiarouem OOIbUUHCMee Clyyaes
npeskaamncus, npeowecmeyiowas passumuio al VC, cayyucum noxazanuem K
OnepamueHoMy  pooopaspeuLeHuio. Takum  obpasom,  paHHee  HA3HAYEHUE
AHMUOAKMEPUATIbHBIX ~ NPEenapamos CUCMEMHO  Oelicmeus WUPOKO2O CHeKmpa Y
nayuenmox ¢ al ' YC agnaemcs cpedocmeom npoghunaxmuku cencuca [123,124].

Pazymeemcs, 0nsa  evlasnenuss  8030youmens  HeoOX00UMO — MUKPOOUOSIO2UYECKOe

(KytomypanvHoe) ucciedo8anue Kposu HA CMEPUTbHOCIb 3GbpaHtb—bHoMamepHar—oast
OAKHEPHOAOPHHCERHX—HECACOOBGHHHE 00 HAUANA IMAUPUHECKOU AHMUOAKMePUaIbHOU

mepanuu.

B mex cnyuasx, xoeda cucmemnas ungexyus ocroxcusem al’VC unu, manpomus,
AKYWEPCKUll  Cencuc  AeIsiemcs — e20  Mpuseepom,  B03MOJNCHO — NpUMEHeHUe
Komnaemenmonoxupyroweu mepanuu. Oonako s3xyauzymad** uiu pasyauszymadb ciedyem
Ha3Hauams  JUWbL  NOCle  Mo20, KAK — NpOAGNeHUs  UH@QeKyuu  KYNupo8aHul
AHMUOAKMEPUATLHBIMU NPEnapamamit CUCMEMHO20 O0elcmeus, 8 NPOMUBHOM Clyyae
Onokada Komniemewma u CHPOBOYUPOBAHHASL SMUM 2eHEPAIU3ayus UH@EKYUOHHO20

npoyecca modycem npugecmu K cmepmu nayuenmox [157,158].
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4. MenMuMHCKasl peadMIMTALMSA U CAHATOPHO-KYPOPTHOE JieYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTUBONOKA3aHMA K PUMEHEHUI0 METO/I0B
MEeIUIUHCKOH peadujJInTanuu, B TOM YHCJIe OCHOBAHHBIX HA HCIOJIb30BAHUHU

NPUPOAHBIX Je4eOHbIX (PAaKTOPOB

Memoowt peabunumayuu nayuenmos, neperecwux al'VYC, ne paspabomanvi. Ilpu
A0eK8AMHOU C80EBPEMEHHO HAYAMOU mepanuu y 4acmu NayueHmos He MmojbKo Kynupylomcs
eemamorniocudeckue npossieHuss 3a001e6anus, Ho U NOJHOCMbIO B0CCMAHABIUBAEMCS (PYHKYUS
nouex. B smux cayyasx HeoOXo0UMOCMuU NpUMEeHeHUs Memoo08 MeOUYUHCKOU peaburumayuu
Hem. OOHaKoO y psoa NAayueHmos, HeCMOMpPs HA KYNUPOBAHUE 2eMAMON0SULECKUX CUMNIOMOS,
@dyHKYUs nouex Mooxcem He B0CCMAHOBUMbCA UNU B8OCCMAHOBUMBCS HE NOJIHOCMbIO, 8
pe3yibmame 4e20 OHU MO2ym ocmambvbcs ouanus-sagucumvimu, uiu 6 ucxooe OIIIl y Hux
cpopmupyemcs XBIl. Cnedyem nomuHums, uymo nooaeisawowee OOIbUUHCMEO NAYUEHMNO8,
nepenecwux ocmpvui al YC,  amo monoovie 83pocivie. HmMeHHO nos3momy yenvio ux
peabunumayuu 00JIHCHO CMAamMv MAKCUMATbHOE COXPAHeHUe U NPU B03MONCHOCIU HaAPaAWUBaHue
Quszuueckoti akmugHocmu. B smux cnyuasx ciedyem NpuUMeHAmMb Memoovl pedOunumayuu,
nokasaumnvie nayuenmam ¢ XbII nezasucumo om ee npuduHwl.

VY mamuentoB ¢ al' YC, wumeronmx XBIT C36-C5/], MbI pekoMeHIyeM COCTaBJCHHE
VUHAMBUAYAIIM3UPOBAHHOTO IJlJaHA MEPONPUATHI AN TNOJAEpKaHUS WM YBEIMYEHUS
¢u3nyecKkoil aKTUBHOCTH C NPUBJICYCHHEM Bpaya JeueOHOW (U3KYIbTYpPHI ISl ONpeaeseHUs
o0beMa M METOMUKH (PU3UUYECKUX YIPAKHEHUH C yYETOM MPOTHBOIMOKA3AHUNA C IIEIBIO
yIy4IIEeHUsT OOIIEro 370pPOBbs, COCTOSHUS OMOPHO-IBUTATENLHOTO alapara ¥ IOBBIIICHUS
TOJIPAHTHOCTH K adpOOHBIM Harpy3kam [163]

YpoBeHb  yOeauTeNbHOCTH  peKkoMeHmaruii A (YypOBEHb  JTOCTOBEPHOCTH

JI0Ka3aTeNbCTB — 1)
Kommenrtapuu: Obwas yenv peabunumayuu cocmoum 8 moOM, uMOObl NpedoCmasumy
nayueHmam MAaKCUMAIbHble — 8O3MOJNCHOCMU Ol CHUJICEHUS  BbIPANCEHHOCMU  NH00bIX
02paHU4eHUll, HaNa2aemvlX Ha UX JHCU3HeOesIMelbHOCMb 8CIe0CMeUe HapyueHull, 8bl36aAHHbIX
XBIl.  Knunuyucmor  0ondcHbl  unopmuposams nayuenmog ¢ XbBII ¢  oepanuuenusmu
HCUZHEOEAMENLHOCU O NONb3E PEYIAPHBIX UIUYECKUX YRPANCHEHUL, NOCKONILKY CYUeCmEyIom
docmamounsle 00KA3amenbCmaea mozo, Ymo pe2yiapHule guzuieckue YnpariCHeHus nonie3usl 0is
peabunumayuu 8 OMHOWEHUU 00we20 300p08bs,  CHUNMCEHUS  BbIPANCEHHOCU — UNU
npeoynpexicoenus Npocpeccuposanus HapyuleHul dxcusHeoesmenvHocmu y nayuenmog ¢ XBII,
sxnroyass XBIT C5/] [163]. Umeromces yoedumenvhvie OanHble 0 3HAUUMETLHOM O1A20NPUSAIMHOM

BIUAHUU PESYNIAPHBIX (DUBUYECKUX YNPAICHEHUU HA Qu3uueckyro @opmy, xo0vby, cepoedHo-
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cocyoucmole napamempwsi (A u uyacmomy cepOeunvblX COKpawjeHull), Kauecmeo HCU3HU,

C8A3AHHOE CO 300P08bEM, U HEKOMOpble napamempuvl numanus y é3pocivix ¢ XbII [163].

e V mamuentoB ¢ al'YC, umeromux XbBII C36-C5/1 u HapylmeHUSIMH TOBCEIHEBHOM
NEeSITeTLHOCTH, MBI PEKOMEHIYeM KOHCYJIBTAIlMH Bpava 110 MEAUIIMHCKOW peaObuIuTanuu
U APYruX HEOOXOIMMBIX CHEIMATIMCTOB C IENBI0 Pa3padOTKN WHAMBHYaTH3UPOBAHHOTO
IUIaHa peaOMIMTAIMOHHBIX MeponpusTuil [ 164].

YpoBenb  yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

Kommenrapun:  Koukpemmuvie  peabuiumayuoHuvie — 8MeuiamensbCcmeda  O0JHNCHbL
yuumeleame —conymcmeyiowue 3abonesanus. HHOUBUOYATbHBIL NOOX00  OO0JICEH
VUumvleames npeonoumenus NAyueHma u Y4umvléams CLONCHYIO 83AUMOCEA3L MEHCOY
MHOGUMU  DA3TUYHBIMU ~ (DAKMOPAMU, @ He MOJAbKO OCHOBHbIM  3A0071e8aAHUEM.
Peabunumayuonnwiti nooxoo 0012ceH 8KI0UAMb MePbl NO CHUNCEHUIO HeOa2oNnpUsSMHbLX
nocnedcmeuii XBIl. OcHO8HbIM 6UOOM QuU3UYECKUX HASPY3OK AGIAIOMCA  3AHAMUSA
aAdpoOUKOU  UNU  YNPAXHCHEHUSI HA BbIHOCAUBOCMb. IIpasunvHvle peadbunrumayuoHHbie
eMeuamenbcmea O0JINHCHb NIAHUPOBAMbCA C Y4emoM QYHKYUOHATbHBIX CNOCOOHOCHell
nayuenmos ¢ XBII u ocHo6blGaMbC  HA  MENCOUCYUNTUHADHBIX — NOOXOOAX.
Mescoucyunnunapnas nomows, 8KIOYAIOWAS 8pAYA NO JleYeOHOU u3KyIvbmype, 8pava
no MeOUYuHCKol peadburumayuy, epava-guzuomepanesma, 6paia-cepuampd, 6payd-
Hegponoza u Opyaux HeobX00UMbIX CNEYUATUCTNO8, MOdcem Oblmb Ooee IhhexmueHoll,
yem CMaHOapmuwvil, opueHmuposaruwviil moavko Ha XbBII nooxoo. Ilpuenewenue nuy,
001A0aOWUX 3HAHUAMU 8 00AACMU YX00d 34 NONCUTLIMU JHOObMU  (Medcecmpbl,
coyuanvhvie paboOmHUKY U CREYUAIUCbl N0 U3UOMepanesmuyecKkum npoyeoypam), a
MaKdice UCHONb308AHUE NPOCMBIX  BCHNOMOSAMENbHLIX  YCMPOUCME  (nepessa3ouble
NANouKU, poxicKu 0as 00y8u ¢ OIUHHOU PYUKOU, 2YOKU C ONUHHOU PYUKOU, KPHOUKU OJisl
ny2oeuy, cuoeuvs 01 Oyuld U KOMOObl «mMpu 68 0OHOMY) Y8eludusaem 6eposmHoCmb

docmudicenus yeneti peabunumayuu [164].

5. IIpodpunakTuka u AMCNIAHCEPHOE HADII0IeHNEe, MEeIUIIUHCKHE IOKA3AHUS U

NMPOTHUBOIIOKA3aHMA K IIPUMECHCHHUIO METOA0B IlpO(l)I/IJIaKTI/IKI/I

Memoow nepsuunoti npogunakmuku al YC ne paspabomanvl. YV nayuenmos c yoice

YyCcmaHOo6/1€HHbIM ouazHo3oM U nojgyuyarnwyum namoceHemudecKyro - mepanuro Cﬂe()yem
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peanuzosams pso mMep, HANPAasIeHHbIX HA NPe0OMEPaujeHUe HeXHCelamebHblX A6leHULl mepanuu,
Komopule usnoxcenvl 6 pazoene 3.6. Ilpunumas 60 eHumanue poib GHEWHUX DAKmMopos (8
nepeyio  ouepeodvb, UHGeKyuu, a maxxHce Cmpecc, MmMpasmbl, GHYMPUBEHHOE B8eOeHUe
KOHMPACMHBIX CPeOCm8, OCNONCHEHUs OepeMeHHOCmuU) 8 passumuu ocmpo2o snuzooa TMA y

npeopacnONONCEHHbIX TUY, 803MOJHCHA npounakmuka peyuoueos al 'V C.

e Mpnl pexkoMeHIyeM 00yd4arh MAlUMEHTOB, MEPEHECIIMX OCTPHIH SMU30]l KOMIUIEMEHT-
orocpenoBaHHO TMA ¢ O4EBUIHBIM WM BEPOSITHBIM TPHUITEPHBIM (PaKTOPOM, TOMY,
KaK CHU3UTh PUCK €T0 Pa3BUTHS IJIs IPEAYIPEKICHHS peruanBa 3adoneBanus [39].
YpoBenb  yOeaureabHocTH  pexkoMeHgaumii C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

e Mpbl pekoMeHAyeM OCYIIECTBIATh IWHAMUYECKOE HAOMIOJEHUE BCEX TAIMECHTOB,
nepeHecumx al'VC, He3aBUCUMO OT TOro, MOJYYarT JU OHU WIM HET KOMIUIEMEHT-
OJIOKHPYIOUTYIO TEPANHi0 IKYIM3yMaOoM™** wim paByau3yMaOoM i CBOCBPEMEHHOTO
BBISIBJICHUSI U JICUCHUSI BEPOATHBIX PEIUIUBOB Oone3nu [2,69,91,138].

YpoBenb yOeaurtenbHocTH  pexkoMenaaumii C  (YpoBeHb  /I0CTOBEPHOCTH
JI0Ka3aTeJILCTB — 5)

KommenTapuu: ¢ meuenue nepsvix 4-6 mecayes nayueHmos neob6xo0umo o6cuedosams
Kadicovie 2-4 nedenu. B nocnedyiowem nayuenma ciedyem HaOMo0ams exiceKeapmaibHo

6 meuenue nepguvix 3 1em, 6 nocieocmsuu — 1 pas 6 6 mec.

e Mpbl pexkoMeHAyeM HWHAMBUAYAJIM3UPOBAHHOE JMHAMHYECKOE HAOIIOACHHE BCEX
nanueHToB, mnepeHecmux al’YC, ¢ wu3MepeHHWeM apTepuasbHOrO JaBJICHHS Ha
nepupepuyeckux aprepusx (MpH HANWYMM TIOKAa3aHUH — TPOBEICHHE CYTOYHOTO
MOHUTOpPHUPOBAHUA apPTCPUATIBHOT'O ,Z[aBJICHI/ISI), HUCCIICAOBAaHUCM YPOBHA KpCaTUHHHA B
KpPOBH C MOCJEAYIOUINM PACYETOM CKOPOCTH KIyOOUKOBOW (DUIIBTPALIUHU, UCCIIETOBAHUEM
YpOBHS aJbOyMUHA B KpOBH, ONpefesieHueM Oellka B MoYe, OIpe/IesieHHEM KOJINYecTBa
Oenmka B CYTOYHOW MOYE, MHUKPOCKOIHMYECKOTO HCCIEAOBAHUS OCaJKa MOYH, OOIIEro
(KTMHUYECKOTO) aHaliW3a KPOBU JUISI KOHTPOJSI PEIHUIMBOB OOJIE3HHM U  OIEHKU
BBIPOXXCHHOCTU TUCHYHKITMH TIouek [2,69].

YpoBenb yOeaureqabHocTH  pexkoMeHgauumii C  (YypoBeHb  J0CTOBEPHOCTH

J0Ka3aTeJIbCTB — 5)

e Mpb pexkomeHayemM BceM mnanueHTkaM, nepeHecmnuM al'YC M miaHupyrommm

OepeMEeHHOCTh, JI1 MperpaBUAAPHON TMOATOTOBKH NPEJOCTaBUTh HH(OPMALUIO O
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BO3MOXXHBIX ~pHUCKaxX peuuIMBa U HEOJArompusiTHOM HCX0A€ OEpeMEeHHOCTH,
chopMUPOBaTh MHIWBUIYaTbHBINA TUIAH BEIEHUS OCPEeMEHHOCTH C MOMEHTA 3adaTus 10
poJllopa3pelieHns, BKJIoUas paHHUN nocsiepooBbii nepuon [114,115,116].

YpoBenb  yOeauTebHOCTH  pekoMeHaanmuii B (ypoBeHb  J10CTOBEpHOCTH
JI0Ka3aTeJILCTB — 3)

Kommenrapum: 6epemennviv, panee nepenecuium al YC, Heob6x00umo mujamenbHo
MOHUMOPUPOBAMb  APMEPUATbHOE O0d6leHUue, 6 NEePeoM U GMOPOM MPUMECmPAx
eecmayuy  credyem exncemMecauHo BbINONHAMb O00wull (KIUHUYECKUl) aHanu3 Kpoeu
PAassepHymulil ¢ 0083aMeNbHbIM UCCLeO08AHUEM YPOBHL MPOMOOYUMO8 8 KpOosU, 00ujuti
(KIUHUYECKUL) aHanu3 MOYU, UCCIe008AHUE YPOBHS KPeamUuHUHA 8 Kpogu, onpedeieHue
akmusHocmu acnapmamamurompacgepasvi, aranunamumparcgepasel, JIII' 6 Kposu.
Paz 6 mpumecmp neobxooumo evinoansme npoby Pebepea (Hccrnedosanue pynxkyuu
He@poHO8 NO KIUpPEeHCY KpeamuHuHa) Ol onpeoeienuss CKOpocmu KiybouKogoul
purempayuu,  Muxkpobuonocuueckoe  (KyIbmypaibHoe) —ucciedosamue  Mouyu  Ha
bakmepuanvHble namozenvl. B mpemvem mpumecmpe obwue (KiuHuyeckue) aHauuzvl
KpOBU U MOUU, UCCIe008AHUE YPOBHS KPeAMUHUHA 8 KPO8U U OnpeoeieHue aKkmusHoCmu
acnapmamamuHompaucgepasvl U - AIAHUHAMUHOMPAHCepazvl 8 Kposu credyem
8bINOHAMb pa3 8 2 Hedenu, MUKpoOuoiocuyeckoe (KyibmypaibHoe) Ucciedo8anue Modu
Ha 6axmepuanvhvlie namozenvl — edxcemecauno. C 12 medenu bepemeHHOCmU NOKA3AHA
npogunraxmuxa NpesKNIAMACUU HERHPHHEOOCPICH N npenapamamu
ayemuncaiuyunoson kKuciomol**. B cayuae npomeumypuu >1 2/cym nokazaxo
Ha3HaueHue HUKOMONEKYJAPHLIX 2eNapuHo8 (2pynna zenapuna). B ciyyae evisgneHus
uHpexyuyu Mouesbl8o0AWUX Nymel HeoOXOOUMO CB0eBPEeMEHHOe HAYAN0 A0eK8amHOuU
AHMUOAKMEPUATILHOU Mepanuu 8 COOMeemcmsauU ¢ 4y8CmeumeibHOCmbio 8030y0uUmers.
Bce ykaszanmvie mepanesmuueckue mepvi HaAnpasieHvl HA HEOONYWEHUE AKVUIEPCKUX

OCJZOD/C‘HeHMI;l, COBOKYNHOCMb KOMOpblX Modtcem npueecmu K pa3eumuio axKyulepckoco

al'VC.

6. Opranuzanusi OKa3aHus MeJUIMHCKON MOMOIIIH
®opMa — IKCTPEHHASI, HEOTJIOKHAS; YCJIOBUS — CTAIIHOHAP
[Tokazanus ISt SKCTPEHHON TOCITUTAIM3AINY B MEAUIIMHCKYIO OpPTraHU3aIINIOo:
1) pa3BUTHE TSKENBIX OPraHO- U KU3HEYTPOKAIOIIKX MposiBiieHni 3aboneBanus — OIIII ¢
MOTPEOHOCTHI0O B MPOBEJCHUU 3aMECTHTEIIBHOMW IOYEeYHON Tepamuu (TeMoIuaius),
OCTPOM CEpACYHOM M JBIXATEJIbHOM HEIOCTATOYHOCTH, TSXKEIOr0 TMOPAKECHUS

xkenynouHo-kumeynoro, [HC, oprana 3peHus, T€MOJUTUYECKOM  aHEMUH,
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reMOpparu4eckoro CHHApPOMA C LEJIbI0 MEPBUYHOM IHAarHOCTHKH, IUIa3MOTEpanuud WU
KOMIUIEMEHT-0JIOKUPYIOIIEH Tepanuu;

2) HEO0OXOIUMOCTh SKCTPEHHOTO Havalla KOMIUIEMEHT-OOKUPYIOIIEH Tepaniul y MarueHTOB
¢ peuuauBom octpori TMA.

@®opmMma - IJIaHOBAasI; YCJIOBHUS - CTAIIMOHAP, THEBHOI CTAllHOHAP
[TokazaHus ISt TIAHOBOM TOCTIMTATN3AIMN B MEIUIIMHCKYIO OPTaHU3AIHIO:

1) uHUIMAIHS KOMIUIEMEHT-0JIOKHPYIOICH Tepaniy IPU HeKU3HEYTPOKAIOIIUX BapUaHTaX
TeyeHHUs 3a00/1€BaHUS;

2) HEOOXOUMOCTh YTOUYHEHHUsI TPUYHHBI HEIPPEKTUBHOCTH KOMILIEMEHT-OJIOKHPYIOMIEH
Teparuu MPH HeIKUZHEYTPOKAIOIIEM TCUSHUH 3a00ICBaHMS;

3) HEOOXOAMMOCTh BBIMTOJHEHUS OMOTICUH TIOYUKH;

4) mpoBeleHUE  IJIAHOBOTO  IMOBTOPHOTO  BBEJIEHUS  KOMJIEMEHT-OJOKHPYIOIIETO
JIEKapCTBEHHOTO TpemnapaTa (CeeKTUBHBIE MMMYHOICTIPECCAHThI) (AKyIM3ymada™™* wim
paByiu3yMada) B OTCYTCTBHUE KU3HEYTPOXKAIOIINX MPOSBICHHIA 3a00JIeBaHNUS.
[TokazaHus K BBITUCKE MAIIMEHTA U3 MEIUITUHCKOW OpraHU3aIiu:

1) croiikoe ymydIleHHE COCTOSHUS, KOTJa MalMeHT MOXKeT 0e3 ymepda s 310pOBbS
MPOJOKUTD JIeUeHUE B aMOyJIaTOPHO-MIOJIMKIMHUYECKOM YUPEKICHUN WU JIOMAIIHUX
YCIIOBUSX;

2) npu HeoOXOIUMOCTH TIEPEBO/IA MAlMEHTa B IPYTYI0 OPTaHU3AINIO 3PABOOXPAHCHUS;

3) rpy0oe HapyIIeHHe TOCTUTAITBFHOTO PEKIMA;

4) Mo MUCHPMEHHOMY TPEOOBAHHIO TAIMEHTA JIMOO €ro 3aKOHHOTO MPEJCTAaBUTENS, €CIU
BBITICKA HE YTPOXKACT KU3HH MAIIMEHTA U HE OMacHa ISl OKpYKarmux. B aToM cinyyae
BBITICKA MOKET OBITh MPOU3BEACHA TOJIBKO C Pa3pellieHus IIaBHOTO Bpada OOJbHUIIBI

WJIM €T0 3aMECTHTEIIA T10 JIeueOHOM padoTe.

7. JonoHuTEe1bHASA HH(pOpMaLusd (B TOM YHcjie (PaKTOPbI, BJUAIONINE HA

HUCX0/1 3200/1eBAHUSIUIIN COCTOSTHUA)

Hannune myranmii B reHax TOTO WJIM MHOTO (DakTopa KOMIUIEMEHTa HENOCPEACTBEHHO
BIMsET Ha xapakrep TedeHus al ' YC, oOumii u mOYeyHbIH MPOTHO3, a TAKXKE OMPEEIIsieT MPOTHO3
y TAIMEHTOB C TPAHCIUIAHTUPOBAHHOMW MOYKOH (cM. Tabmuity 2). Takum 06pa3om, y MaIMeHTOB C
al'VC mporHo3 BapbupyeT B 3aBUCUMOCTH OT reHoTumna. Tak, mamueHtsl ¢ myTtauusmu CFH
UMEIOT XYM IpOorHo3, a nagueHTsl ¢ myrauusiMu MCP — myummii. CMepTHOCTh BO BpeMs
nepBoro snm3ona Oonesnn ¢ myramusamu CFH cocraBmser 4%. TepMuHANBHOW TOYEYHOU

HEJIOCTAaTOYHOCTH B HMCXOJI€ OCTPOTO AMU304a Cpead BbDKUBIIKMX jgocturator 48%. He
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3a(pUKCUPOBAHO CIIy4aeB CMEPTU B MOMEHT OCTPOTO 3MH30/a O0JE3HU HU Yy OJHOTO IMallMeHTa C
mytauussMu MCP  He3aBucumo oT Bo3pacta. TepMuHanbHass IOY€YHasT HEAOCTATOYHOCTH
pasBunachk y 25% manueHToB ¢ 3tuMu Mytanusmu [1,35,42,69]. [lpu ecTeCTBEHHOM TEYEHHH
al'YC 3a0oneBanue OTIMYaeTCsl HEOJIAronpUATHBIM MPOTHO30M HE3aBHUCHUMO OT TOTO, B KaKHX
PEryISTOpPHBIX OelKaX U KOMIOHEHTAaX KOMIUJIEMEHTa ACHTU(ULIMPOBAHBI MYTAllUU, a TAKKE B
cilydasix, KOTJa BBIABUTh MX HE yHanoch. [IprMeHeHHe KOMILIEMEHT-OJOKUPYIoUIel Tepanuu
KapAMHAJIBHO M3MEHWIO NporHo3 nanueHToB ¢ al'YC. PaHHee — B TeueHue NepBbIX 7 JHEH OT
nebroTa 3a00eBaHUsT — HAYAJIO0 JICYCHHUS IKYIM3ymMaOboM™* Mo3BOJISIET HE TOJBKO KYIMHPOBATH
rematosiorndeckue TmposieieHuss al' YC, HO W BOCCTAaHOBUTH (YHKIIMIO TIOYEK, H30aBUB

MAIMEHTOB OT MOTPEeOHOCTH B AMATM3HOM Tepanuu [35,39,42,69,81,93].

Kpurtepun onieHKn kayecTBa MeIMIMHCKON MOMOIIH

Ne KpuTepnn kauecrsa OneHka BBLINMOJTHEHUS

. [laumenty ¢ cumnroMmokomiiekcoM TMA nuarHo3 al'V( Jla/Het
yCTaHOBJIEH Ttocie uckiaoueHus auario3oB STEC-I'YC u TTII,
a Taxoke BTopuuHblX TMA

2. [[larueHTy ¢ mpeamnosiaraéMbIM UM YCTaHOBJIEHHBIM JUAarHo30M| Ha/Het
al YC 1i1s BBIABIECHHSA IIATOJIOTHYECKOW AKTUBAIIUA CUCTEMBI
KOMIJIEMEHTA BBIIIOJHEHO, KaK MHUHUMYM, HCCJIEI0BAHHE
ypoBHs C3 ¢pakuuu KOMIUIEMEHTa, uccienoBanue ypoBHs C4
(bpakIy KOMIJIEMEHTA B CHIBOPOTKE KPOBU

3. [Tatmenty ¢ mpeanosaraemMbiM auarHo3oM al'YC BBIOJHEHO Jla/Het
ornpenenenue coxepxkanust anturen kK ¢akropy H (CFH) nns
VCKJTFOUCHMS W MTOATBEPKICHUS ayTOMMMYHHOTI'O
(arTuTenpHOro) Bapuanrta al YC

4. [[lanmeHTy C KJIMHUYECKH YCTAaHOBJIEHHBIM auarHozom al'yC
BBITIOJIHEHO TE€HETUYECKOE MHCCIICIOBAHUE JJisi OIpeAesIeHUs Jla/Her
FEHEeTUYECKOTO BapuaHTa OOJe3HH, NPOrHO3a M TaKTUKH
BEJICHUS B OTJAJICHHOM MEPUOJIE

S. [Tatmenty ¢ npenmosiaraeMbiM — auarHozoM al'YC  wim Jla/Het
peuIuBOM 3a00JIeBaHUs, €CIIM JUarHo3 ObLI yCTaHOBIIEH
paHee, B KayecTBE Tepalmuu NEPBOM JIMHUU IPOBEACHA)
riasMoTepanusi B BUAE IUIa3MOooOMeHa (WM, B Clydae
HEBO3MOKHOCTM  HeMmeuieHHoro Havaina [IO  wimm  ero
HEIOCTYIIHOCTH, B BHIE TpaHC]Py3ull CBEKE3aMOPOKECHHOH]
[1a3Mbl) ISl CHIDKEHHSI BBIPAKEHHOCTH >KM3HEYIPOXKAIOIIUX|
KITMHUYECKHUX MPOSIBICHUI 00JIe3HH

6. [[Tarmenty ¢ ayroummyHHbIM al'VYC, nuarHOCTUPOBAHHOM Ha Ha/Her
OCHOBaHWU HAa OCHOBAHUHU OOHApy)XeHHUsl aHTUTeN K (hakropy H|
anrH-CEH-anFdfes NpoBeIcHA Tepalusl CBEKE3aMOPOKEHHOU
1a3Moii B KOMOHMHAIMM C  TJIFOKOKOPTUKOMAAMH WM
MMMYHOIETIPECCAHTAMM MMALIUEHTAM

7. [launeHTy ¢ noaTBepKIeHHBIM  auarHozom al'YC ¢ Ha/Het

OTCYTCTBUEM OTBETa Ha IUIA3MOTEPANUI0 HOeHe—S—HPOHEAYD
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HofHOO6PeMiHoro—HO WM ManueHTaM, JeMOHCTPHPYIOIIUM]
J1a3M03aBUCHMOCTb, JUIS TOCTIDKCHNSI PEMUCCHH M YITyUIICHHS
nporHo3a 3a0oJieBaHMs MPEKpallleHa IUIa3MoTepanus U HavaTa)
[aTOTCHETHYECKass  KOMIUIEMEHT-OJIOKHpYIOIIas — Tepamusy]
PKYIH3yMaOoM™** Hii paBynn3ymMadoM

. [[MarmenTy ¢ moaTBepxkaeHHbIM al YC Ha3zHadyeH HKynmu3ymad**

WM paBYJIM3yMad B eFaHAPTHbEX AO3HPOBKaXHe 3aBHEHHHN]
OF —Maceb—FeFa B COOTBETCTBHM C HMHCTPYKUHUEH IO

[PUMEHEHHIO JIEKAPCTBEHHOI'O IIpernapaTra [Uuisl CHUKEHUS]
BHIPAKCHHOCTH KJIMHUYECKUX TPOSIBICHUNH OOJNEe3HH, PHUCKA
CMEPTH U YyJAy4YLIEHUS] TOYEYHBIX HCXOJOB HAOESTHKEHHH

berraFeHeHHst

Jla/Het

. [Taumenty ¢ al'YC 3a 2 Hemenu [0 IEPBOrO BBEACHUS

bKyIu3yMaba** wim paBynu3zymada Ipou3Be/ieHa BaKIIMHAIIWS
npotuB Neisseria meningitidis BakmMHON g TPOQPHUIAKTHKY]
MEHUHTOKOKKOBBIX HHpeknuii ceporpymmn A, C, W, Y,
MOJIMCAXapUAHOM, KOHbIOTHPOBAHHOM ™ *

Ha/Het

10

[Tammenty ¢ al'YC, nMmeroneMy nokaszaHue K CpOYHOMY Hauamy)
IIeUyeHUsT SKyIu3yMaboM** wmnm paBynu3zymaboM**, koTopoe)
MCKJIFOYAeT BO3MOXKHOCTh TPEANICCTBYIOIICH — BaKI[MHALINY]
[POTUB MEHUHT OKOKKA, TPOBEZICHa aHTHOMOTUKONPOPHUIAKTHKA
npenapaTtamMy, TPOHUKAOIIUMHI 4Yepe3 TeMaTOdHIePaTnIecKu]
Oappep  (MEHULMJUIMHBI ~ IIUPOKOTO  CIEKTpa  JeHcTBuS,
11e(haTOCIOPUHBI TPETHETO TOKOJICHUS, IUTIPOGhIOKCAITH**)

Jla/Het

11

TTarmenTke ¢ cuMOToMOKOMIIEKCOM TMA M mojao3peHreM Ha|

b-I'YC B teuenne 24 yacoB II0CJE IpephIBaHusl OepeMEHHOCTH

I POoAOPA3PCIICHUA Ha4dara mjaasMoTeparnus JIIs]

MPEIOTBPALICHHS] [TPOTrPECCUPOBAaHUs OOJNIE3HU U Pa3BUTUS €€
PKU3HEYTPOXKAIOIMIUX OCIOKHEHUN

Ha/Het

12

[Mamentke ¢ b-I'YC Hauata KOMIUIEMEHT-OJIOKMPYIOIIAS
Tepanus  OKylIu3ymabomM**  wmnmm  paBynmzymabom**  miis
TOCTHUKEHUS pemuccuu pu Hea(exkTrBHOCTY]

MJ1a3MOTEPANUKU, IPOBOJUMON B TEUCHUE HE MEHee 3 THeM

Ha/Het
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3npaBooxpaHeHus T. MockBsl, mpodeccop kadeapbl BHYTPEHHUX OOJIE3HEH ¢ Kypcom
KapauoJoTul W (DYHKIIMOHAIIBHOW AMArHOCTUKH WM. akamemuka B.C. MowceeBa
Menumackoro uactutyta PY/IH nmenn Ilatpuca JIlymymOsI

9. IIpoxonenko Enena MBanoBHa — 1.M.H., npodeccop kadenpsl TPaHCIUIAHTOJIOTHH,
Heponoruu u wWcKyccTBeHHbIX opraHoB, MOHUKU um. M.®. Bragumupckoro,

npeacenarens Accoruaiuu Hedpomoros [IPO Poccun.

KoupnuktT wmHTEpecoB: HM y KOrO0 W3 YICHOB paldouell TPyNIbl Mpu pa3paboTke
HACTOSIIIUX KIMHUYECKUX PEKOMEHIANWi HEe BO3HUKIO KOH(IIMKTa WHTEPECOB, a HMMEHHO
NIEPCOHATBHON 3aMHTEPECOBAHHOCTH B MOJYYSHHUU JIMYHO JHOO0 Yepe3 MpeCTaBUTENsI KOMITAaHHH
MaTepUaIbHOU BBITOBI HIIU HHOTO MPEUMYIIECTBA, KOTOPOE MOBIHUSUIIO OBl MIIM MOTJIO TOBJIUATH

Ha HaJyIeXKallee UCTIIOHEHNE MU IPO(EeCCHOHATBHBIX 0053aHHOCTEH.
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Ipunoxenne A2. MeronoJsiorusi pa3padoTKu KJIMHAYECKHX PeKOMEHalui

Vkazanus , IpEaACTaBJICHHBIC B HaCTOsSIINX PEKOMCHOAIMAX, OCHOBAHbI Ha

CHUCTEMAaTUYECKOM 0030pe JUTepaTyphbl, BHIIOJHEHHOM 4ieHaMHu pabouei rpynnbl. s

u3ydeHusi ObUTM O0TOOpaHbl BCE CTaThM, OMyOMuMKOBaHHbIe 10 2021 r. DKCHepThl BBIMOIHUIH

O630p O9THUX JAaHHBIX U OTACIBHBIX cTaTed ¢ MaKCUMaJIbHBIM YPOBHEM OOKA3aTCIBHOCTHU.

HJ’IH OICHKHK Ka4d€CTBa W CHUJIBI PEKOMCHAAIMNKU HCIIOJILE30BaJIM YPOBHHU AOCTOBCPHOCTHU

JIOKa3aTeJIbCTB M YOSAUTEIBHOCTH peKOMeHaanui (Tadm. 1-3).

IleaeBasi ayINTOPHUA JAHHBIX KIMHHYECKHX PEKOMEHIAIIMM:

1. Bpau-nedporor.

2. Bpau-remaroior.

3. Bpau-tepanesr.

4. Bpau-TepareBT y4acTKOBBIM.

5. Bpau o0mieii npakTuku (CEMEHHBIN Bpay).
6. Bpau-akymiep-ruHeKosor.

Tabauna 1.11kana omeHKH ypoBHEH TOCTOBEpHOCTH JoKazaTenbcTB (Y IJ1)mis MmeTonoB

JIMarHOCTUKY (TMarHOCTUYECKUX BMEIIATEIIbCTB)

Yaa

Pacum¢pposka

1

Cucrematnueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM HIIU
CUCTEeMAaTU4YeCKui 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKHX HCCIEIOBAaHUMA C
IPUMEHEHUEM MeTa-aHajIn3a

OTI[CJ'IBHBIC HCCIICA0OBaHNA C KOHTPOJIEM pe(bepeHCHBIM METOAOM HJIW OTACIBHBIC
PAHOAOMHU3UPOBAHHBIC KIIMHUYCCKHUEC HCCICIOBAHUA W CUCTCMATUYCCKHUC O630pLI
I/ICCJIGIIOBaHI/Iﬁ J1I000r0 ,umaﬁHa, 3a UCKIIIOYCHUCM PAHIOMU3UPOBAHHLIX KIIMHUYCCKHUX
HCCJIGIIOBaHHﬁ, C IPUMCHCHUECM MCTa-aHaJIn3a

HccnenoBanust 0e3 TMOCIENOBATEIILHOIO KOHTPOJS pedepeHCHBIM METOAOM MU
UCCIIEIOBaHUSI C pPEPEPEeHCHBIM METOJOM, HE SBISIOIIMMCA HE3aBUCUMBIM OT
HCCIIETyEeMOT0 METOJla WJIM HEepaHAOMU3HPOBAaHHbIE CPAaBHUTEIbHBIC HCCIIECIOBAHUSA, B
TOM YHUCJI€ KOTOPTHBIE UCCIIEOBAHUS

HGCpaBHI/ITGHBHLIe HCCJICAO0BAaHUs, OITMCAHUC KIIMHUYCCKOTO ClIy4dast

HMmeercs nuins 000CHOBaHNE MEXaHU3MA IIGfICTBHSI HJIM MHCHUC SKCIICPTOB

Taboaunma 2. Illkana omeHku ypoBHEH J0CTOBEpHOCTH mokazarenscTB (YIJI) st

METOI0B HpO(l)I/IJ'IaKTI/IKI/I, JICUYCHU, MGI[HHHHCKOﬁ pea6I/IJ'II/ITaHI/II/I, B TOM YHCJIC OCHOBAHHBIX Ha

UCTIOJIb30BAaHUM  NPHUPOJHBIX  JIeUeOHbIX  (aKkTOpoB  (MPOPHUIAKTHUECKUX,  JIEYEOHBIX,

peadbUIUTAIIMIOHHBIX BMEIIATEIIHCTB)

Pacmmmgposka

YA
1

Cuctemarnueckuii 0630p PKU ¢ npuMeHneHneM MeTa-aHajan3a
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2 Otnenvabie PKUM u cuctemaruueckue 0030pbl HCCIeIOBaHUM J000OTO nu3aifHa, 3a
uckmouenneM PKU, ¢ npumeneHnem Mera-aHannsa

W

HepaHIIOMI/I?;I/IpOBaHHLIe CPaBHUTCJIbHBIC UCCIICAOBAHNS, B T.4. KOTOPTHBIC UCCIICAOBAHU A

4 | HecpaBHUTENIbHBIE UCCIIEAOBAHMS, ONMCAHNE KIMHUYECKOTO Cilydas WIM CEPUU CIydaes,
UCCIIEIOBAHMSI «CI1y4ai-KOHTPOJIbY

5 Nmeercss numb 00OCHOBaHHWE MEXaHW3Ma JIEUCTBHS BMEIIATEIHCTBA (JOKIMHUYECKUE
WCCIIEOBAHMS) MJIM MHEHHE SKCIIEPTOB

Tab6auna 3. Illkana omeHku ypoBHeW yOeaurenbHOCTH pekoMenpaumit (YYP) s
METO/0B MPO(PHUIAKTUKH, JTUATHOCTUKH, JICUCHHs, MEIUIUHCKOW peaObuIUTalui, B TOM YHCIIE
OCHOBAaHHBIX Ha WCIIOJIB30BAHUU NPHUPOAHBIX JIe4eOHBIX (aKTOpoB (MPODUIAKTUUECKHX,

JTUAarHOCTHYECKHX, JICYEOHBIX, peaOMINTAIIMOHHBIX BMEIIATEIIHCTB)

YYP Pacuugposka

A CwiibHast pexomeHaamus (Bce paccMaTpuBaeMble KpuTepuu 3(h(EeKTUBHOCTH
(I/ICXOI[I:I) ABIIIOTCA BaXXHbBIMH, BCC HMCCICAOBaAaHHA HMMCIHOT BBICOKOC HWIHN
YIIOBJIIETBOPUTEIHLHOE  METOJOJOTHYECKOE  KAdeCTBO, WX  BBIBOABI IO
HHTCPCCYIOIINM UCXOAaM SABJIAIOTCA COI‘HaCOBaHHBIMI/I)

B VYcnoBHas pexomeHaamus (HE Bce paccMaTpuBaeMble KpuTepun >(PQPEeKTUBHOCTH
(I/ICXOI[I:I) ABIIAIOTCA BaXHBIMH, HC BCC HCCICAOBAHHA HMCIOT BBbICOKOC HIH
YIIOBJIETBOPUTEIHHOE METOIOJIOTUYECKOE KAadeCTBO W/WJIM HMX BBIBOJBI IO
HHTCPCCYIOINM UCXO0OaM HEC ABJIAKOTCS COFHaCOBaHHBIMI/I)

C Crnabast pekoMeHanus (OTCYTCTBHE JI0OKA3aTEIbCTB HAJJIS)KAIIEro KauyecTBa (BCE
paccMaTtpuBaeMble KpUTepHH 3()(HEKTUBHOCTH (MCXOJbI) SIBISIOTCS HEBa)KHBIMU,
BCE HMCCIIEN0BAHUS UMEIOT HU3KOE METOI0JIOTHYECKOE KAaYeCTBO M MX BBLIBOBI 10
I/IHTepeCYIOH_[I/IM HCX0JaM HE SABJIAKOTCA COFHaCOBaHHBIMI/I)

Iopsiiok 00HOBIEHUS KIMHUYECKHX PEeKOMEH 1A,

MexaHu3M  OOHOBJICHMS  KIMHUYECKUX  pPEKOMEHAALUMK  TMpeaycMaTpuBaeT  HX
CHCTEMaTHUYECKYIO aKTYaJIM3aIMI0 — HE PEeXe YeM OJUH pa3 B TPH rojia, a TAKXKe MPH MOSBICHUN
HOBBIX JIaHHBIX C TO3WIMH JOKa3aTeIbHOW MEIUIHMHBI MO BOMPOCAM IMArHOCTUKH, JICUCHHS,
OpopMIAKTUKA ¥ peadWiIMTali KOHKPETHBIX 3a00JIeBaHUM, HaIMYMM OOOCHOBAaHHBIX

JIOTIOJTHEHUI/3aMeYaHui K paHee yTBepxkaeHHbIM KP, Ho He yaie 1 pa3a B 6 MecsIieB.
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IIpunoxenune A3. CipaBo4yHble MaTepHAJIbI, BKIKYas COOTBETCTBHUE
NMOKAa3aHUI K NPUMEHEHHUIO U IPOTHBONMOKA3AHUH, ClIOCO00B NPUMEHEHHS U
103 JIeKAPCTBEHHBIX NPeNnapaToB, HHCTPYKIHUHU 110 IPMMEHEeHHI0

JEKApPCTBCHHOI'0O Ipenmapara

1. Cnoco0 npuMeHeHHs JIeKAPCTBEHHOI'0 NIpenapara 3Kyau3ymao**
BbomtocHbIlt crmoco® BBeACHHS Tpemapara CTporo 3ampemieH. I[IpumeHeHue mnpemnapara
BO3MOYHO TOJIBKO ITyTEM BHYTPUBEHHON MH(Y3UN B COOTBETCTBUU C OIIMCAHUEM HUXKE.
[IpuroroBiieHHBIN pacTBOp IMpenapara He0OXOAUMO BBOJUTH IOCPEICTBOM BHYTPHUBEHHOM
UHQY3UU JTUTETBHOCTBIO 25-45 MuHYT (35+10 MUHYT) Y B3pOCIBIX NAIIUEHTOB.
Jlis BHYTPHUBEHHOTO BBEJEHHs IPUTOTOBJICHHOIO pacTBOpa Ipenapara HEO0OXOAMMO
UCIIOJIb30BaTh CIEMaIbHbIe MH(QY3UOHHBIE CUCTEMBI C KOHTPOJIUPYEMOM nocTtaBkoi. Bo
BpeMs BBEICHUSI HET HEOOXOIMMOCTH 3aIlMIIATh IPUTOTOBICHHBIN pacTBOp IMpernapara oT
CBETa.
WH}y310oHHBII pacTBOP AOKEH UCIIOIB30BAThCA Cpasy MOCIIE MPUTOTOBICHUS.
Hewncnonb30BaHHBIN pacTBOP MOMJICKUT YTUIIA3ALIHH.
[locne oxoH4yaHMs BBEJCHMS Npenapata HAOMIOACHHWE 32 MALUEHTOM JOJDKHO
poAoJKaThes B TedeHue | yaca. Ecnu HexenaTenbHbIE SIBICHHUS Pa3BUBAIOTCS BO BPEMs
BBEJICHUS IIpenapara, CKOpOCTbh MHPY3UU MOXKET ObITh yMEHbIIEHA BIUIOTH 10 IOJIHOM
OCTaHOBKHM BBEJECHHMS II0 YCMOTPEHHIO Bpada. lIpm yMeHbIIEHMH CKOPOCTH BBEICHUS
oOriee BpeMsi HH(Y3UU HE JOJDKHO MPEBBIIIATh 2 Yaca Ui B3pOCIbIX MAIUSHTOB.
Pexomenoayuu no npuzomosnenuio pacmeopa u npoeeodeHuIo un@yuu

He cMemmBarh mpenapaT IpH BHYTPHBEHHOM BBEACHHHU C APYIHM IPEIapaToM B OJHOM

mpuile Wi dgiaxkoue!

Hcnonp3ys cTepuiabHBINA LIMPUI] C UTTIONW (HE MpUIIararTcs), He0OXOAUMO 0TOOpaTh BCe
colep)kuMoe (priakoHa C MpenapaTroM W MEePEeHECTH PEKOMEHIYeMYIO J03Y BO (IaKOH C
OJIHUM W3 CIEAYIOUIMX pacTBOpoB aisi uHbeKuui: 0,9% pactBop HaTpus xmopuupa™*,
0,45% pactBop HaTpus xjopuza wid 5% pacTBOp MAEKCTPO3BI** g MOTydeHUs
UH(Y3MOHHOTO pacTBOpA ¢ KOHLEHTparmen 5,0 Mr/mi.

O0beM MPUTOTOBIEHHOTO WH(Y3MOHHOTO pacTBOpa, COJAEpIKAIEro IMpemapaT B
KOHIIeHTpanuu 5,0 Mr/mi, moipkeH coctaBiaTh: 60 mu (s mo3sr 300 mr), 120 M (st
10361 600 mr), 180 mut (mts 10361 900 mr) u 240 mut (muis 10361 1200 mr).

ITpuroTOBICHHBIN I/IHd)VSHOHHBIfI PacTBOpP AOJIZKCH OBITh IPpO3pavyHbIM U 6€CHBGTHBIM.

Temmneparypa pacTBopa it HHPY3MOHHOTO BBEIECHHS JOJDKHA cocTaBisTh 20-250C.
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Jemansno ungopmayus  npeocmagiena 6 UHCHMPYKYUU NHO  NPUMEHEHUIO
Jnekapcmeennozo npenapama (cm. T'ocyoapcmeennwiii  peecmp 1€KapcmeéeHHbIX

cpeocme, http://grls.rosminzdrav.ru).

2. Cnocod npuMeHeHus1 JIeKapCTBEHHOTI0 Mpenapara paByJau3syma
[Ipenapar pomkeH OBITh MOATOTOBICH K TNPUMEHEHUIO KBaIM(PUUIUPOBAHHBIM
MEIUIIUHCKUM PaOOTHUKOM C COOJIIOJJCHUEM TEXHUKHU aCENTHKH.

BusyalbHO MpOBEPSIIOT pacTBOp Mpenapara Ha HAJIWYME MEXAHUYECKHUX BKIIFOUEHUM M
WU3MEHEHUE 1BETA.

C moMOIIBI0 CTEPUIIBHOTO IINPHIIA W3BJIEKAIOT HEOOXOIMMOE KOJWYECTBO PAacTBOpa W3
¢rakoHa ((h1aKOHOB).

[TepeHOCIT peKOMEHIOBAHHYIO 103y B TAKET JJIs1 HH(Y3Hid.

PazBoasaT mpemapar 1o kKoHeyHOW KoHIeHTparuu 50 mr/mul (HayanbHasi KOHIICHTpAIWS,
pasneneHHas Ha 2), 100aBisis coOoTBeTcTBymomiee konuuectBo 0,9% pacTtBopa HaTpus
xJyopua** B MH(Y3MOHHBIN MAKET B COOTBETCTBUU C UHCTPYKIHSMH.

OCTOpPOKHO TMEpeMEIIUBAIOT  COACPKUMOE HH(Y3MOHHOTO TMaKeTa, COJEp)Kallero
pa3BelleHHBIN Mpenapar, 4YToObl 00eCleynTh TIIATEIbHOE CMEIIMBAHUE JIEKAPCTBEHHOIO
cpezncTBa u pazdasurens. [Ipenapar HeNb3s BCTPSXUBATB.

[lepen BBeneHueM TemmepaTypy pa3BeIEHHOTO pacTBOpa IpernapaTa CleAyeT AOBECTH 10
koMHaTHOU (18—-25 °C) myreM BbIIEpKMBaHUS B MOMEIICHUW B TeueHHe npumepHo 30
MUHYT.

Pa3BenieHHBIN pacTBOp 3allpelICHO HAarpeBaTh B MUKPOBOJIHOBOW II€YM WIHM C ITOMOILBIO
KaKoro-11u00 UCTOYHHKA TEeIUIa, KpoMe Mpeodiaiaronieil KOMHATHOW TeMIIepaTyphl.
YTunu3upyroT HEHUCNOJIb30BaHHYIO YacTh IperapaTra, OCTaBIIYIOCS BO (QIIakoHe,
MTOCKOJIbKY JIEKAPCTBEHHBIHN MpenapaTr He CONEPKUT KOHCEPBAHTOB.

[IpuroToBieHHBI PacTBOp CIENYET BBOAUTH HE3AMEIUIMTENBHO IOCIIE MPUTOTOBJICHHUS.
WHdy3uio Hy>KHO BBITOIHATH Yepe3 PUiIbTp ¢ pazmepom mop 0,2 MKM.

Ecnu nexkapCTBEHHOE CpPEACTBO HE MCIHOJIB3YETCsl Cpa3y IOCie pa3BeACHUs, BpeMs
XpaHEHHsI HE JOJDKHO MpeBbImaTh 24 yaca npu Temmneparype 2—8 °C wim 4 yaca npu
KOMHATHOW TeMIIepaType C y4eTOM OXKHJIaeMOro BpeMeH! HH(DY3uH.

3arpenieHo BBOJUTH MpenapaT BHyTPUBEHHO CTPYHHO WK OOJIIOCHO.

PacTBop mpenapara ciaenyeT BBOAUTH TOJIBKO B BU/I€ BHYTPUBEHHON HH(Y3HUH.
Pa3BenennbIii pacTBOp mpemapara ciaeayeT BBOJIUTH IyTEeM BHYTPHBEHHOW WH(OY3UH B

TE€YEHHE MPUMEPHO 45 MUHYT C UCMHOIb30BaHUEM ILIIIPUIIEBOTO Hacoca UK UH(Y3UOHHOTO
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Hacoca. Her HeoOXoAMMOCTH 3alMIaTh pa3BelICHHBIA pacTBOp Iperapara OT CBETa BO
BpeMsI BBEJICHHSI MTAIIUCHTY.

[Toce wuHby3uM mpenapara 3a COCTOSHUEM MAIMEHTa CJEIyeT HaON0aTh B TEUCHHUE
omHoro vaca. Ecmu Bo BpeMsi mH(yY3uu mpemapara BOSHHKACT HEKENATEIbHAS PEaKIus,
CKOpPOCTh MH(PY3UU MOXKHO CHU3ZUTH WU MPEKPATUTH HH(Y3HIO 10 YCMOTPEHUIO Bpaya.
Jemanvno ungpopmayua  npedcmagnena 6 UHCHMPYKYUU NO  NPUMEHEHUIO
Jnekapcmeennozo npenapama (cm. T'ocyoapcmeenuwiii  peecmp 1€KapcmeeHHbIX

cpeocme, http://grils.rosminzdrav.ru).
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Ipuioxkenue b. AropuTmsl 1eHCTBUH Bpaya

1. Auaroputm aeiicTBuii nmpu nogo3pennu Ha TMA

»  Kiomamgeckme nprsEaxa TMA
*  Umeno TpoMOOUHTOE
* Vpogens sCr

Cencac

Her Jdpyrre Ja 3n0KadecTECHHEIE
TpHEOIEE OImyXoTH

JBC

¥ BHU

Her IpogomswTs A0
HOPMATH3alUHH THCIA
TponGonaToE B JLIT

Y

Ja
[ apanmsiz<i% | | apAMTS13>10% |
v
VemaaTs TTpeamonosmrs
IIasMo00MeH alvC R Ha3HaUHTE 3KY.IH3yMad ™™
+IC KaK JHArHOS o HJIH paByJIH3yMa0**
+ ZPHATYRCHMA0®* HCEITIOYeHHA

ITpumeuanue: sCr — ypoBeHb KpeaTHHHHA B KpoBH; I'C — ITIOKOKOPTHKOMIBI, PaByIu3yMad — HE BKIIIOYCH
B IIepeYeHb KU3HEHHO HEOOXOIMMBIX M Ba)KHEHIINX JIEKAPCTBEHHBIX MPENapaToB Il MEIUIMHCKOTO PUMEHEHUS
(Pacnopspxenue IIpaBurenscrBa PO ot 12.10.2019 Ne 2406-p (pen. ot 16.04.2024) «OO6 yTBepxaeHHN INEpeUHs
JKM3HEHHO HEOOXOJMMBIX W BaKHEWIIMX JICKApCTBEHHBIX IIPENapaToB, a TakXKe MNepeyHel JIeKapCTBEHHBIX
MpenaparoB A MEIUIMHCKOIO MPUMEHEHUS U MHUHHMMAJIbHOTO acCOPTHUMEHTAa JIEKapCTBEHHBIX IIPEMaparos,

HEOOXOIUMBIX TS OKa3aHUS METUITMHCKON ITOMOIITHY)
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2. Aaroputm anarHoctuku al'YC
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3. A.]'Il"OpI/ITM B€ACHHUS IalMEeHTa ¢ aTUINUYHBIM TIeMOJUTHKO-YPEMHUYCCKUM

CHHPOMOM

TammesT ¢ cevmrosanm OTT & ThWA

‘ JsarsocTHES ‘

.

‘ Jmarsos al ¥C DogTEepsnes ‘

¥

| Jlewerge B cTAmHORApE ‘

AnGyaaTopHos MOHETOPEPOEARHS
OpOECTHEMOEH TEpaNHH, COCTORHET
DAIHeRTa, THHAMHEEH J1350paTopHER
MOEa3ETENEE © HENsi ERAETEHE

ITponooEHTs Te9eHHE B Tepamua

CTALHOHR 3tiheETHERR
pe iy PELEIHEA 3a00NeEAHEA, TPOTPeCCHPOBANET
XBII ¢ mocae VIONmEN ITARHPOEARHENM
SAMECTHTENBHOE MIoTeTHE0HE TEPANHR
¥ AnfynaTopHos MOHETOPHPOEAHES

OPOEOTHMOH TEpAITHE, COCTORHHA
MEIHEHTE, THHAMEEE NTafopaTopHbx
OEA3ATeNsH ¢ Nhi0 ERIAETEHET
PemEIHEA 3a00VEEAREN, PEIIEHEA ECIpoca
0 BOSMONHOCTH NPOESISHHR NEPecalks
DOYEHR

[zMeHeEEE TEKTHEH [TeUCHNA,
peleHE: EONpPOCA ¢ MANHEHTOM
© EHfOpE BEpHAHTA JHATHIHOH
TEpAIHH
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Hpuiaoxenue B. Undopmauus 14 nanueHra

ATUNMYHBIA TEeMOJIUTUKO-ypeMuueckuid cuaapom (al'VC) — 3aboneBaHue U3 TPYIIIBI
TPOMOOTHYECKUX MUKPOAHTHOIIATUN Yallle HaCJIeICTBEHHOM, peke — MPUOOPETEHHOM MPUPO/IBI,
CBA3aHHOE C HEKOHTPOJHPYEeMOW aKTHBAIMeil CHUCTEMbl KOMIUIEMEHTa, YTO MPUBOAMUT K
TpoMO00OOPA30BaHUIO B MEJIKHUX COCY/IaX U COMPOBOXKIACTCS CHIXKCHHEM YHCJIa TPOMOOIIMTOB,
pPa3BUTHEM T'e€MOJUTHYECKONH aHEMHHM M MOPaKEHHUEM >KU3HEHHO Ba)KHBIX OPTraHOB, B MEPBYIO
ouepellb, Mouek. B OoNbUIMHCTBE CilydaeB 3a0o0JieBaHUE DPA3BUBAETCS IOCIE MEPEHECEHHOMN
MHQEKINN [IbIXaTeNbHBIX MYTEH WIM JKENylIO0YHO-KUIIEYHOTO TpaKTa, NMpU OepeMEeHHOCTH,
IpUeME HEKOTOPhIX JIEKapCTBEHHBIX mpemnapartoB. MWHorna pa3BuTui0O OO0JNE3HM MOXKET
IpeIIecTBOBATh TshKeNasi apTepuainbHas runepronus. Kak npasuio, 3a0os1eBaHie pa3BUBAETCS
OypHO M B psle CIy4aeB MOXXET NMPUBECTH K WHBAIMAM3ALMM WIH JaXXe CMEPTU MalMeHTa.
[ToaTomMy oueHb BakHAa CBOEBPEMEHHAs FOCMUTAIM3AIMS B CTAllMOHAp, Ie OyaeT MpOBOIUTHCS
HeoOXouMasi COBpeMEeHHas Tepamnusi U onpezesieHa AajbHellas TakTUKa JICYeHUs, TOCKOJIbKY
rociie KynmupoBaHHs OCTPOro 3MU30/1a O0JI€3HU MAllMEeHT HYXKIAeTCsl B JUINTEIbHOM Ha0II0IeHUN
Bpada-Hedpoaora (mpu HEOOXOJUMOCTH — W JAPYIHMX CIENHUAIMCTOB) H  TMPOBEIACHUU
nojJepKuBaronei repanui. Tak kak 3a0ojieBaHHE MMEET HACIEACTBEHHYIO MPHUPOAY, OUYEHb
BaYXHO MPEIOCTaBUTH JieHalieMy Bpauy HHGOpMAIUIO 0 00JIe3HIX POJICTBEHHUKOB, B TOM YHCIIE
0 3a00JeBaHUAX TOYEK, CIy4asX HH(APKTOB U HHCYJIHTOB, BHE3AlTHOM CMEpPTH B CEMbE,
0COOEHHO Yy JIMIl MOJIOZOTO Bo3pacTa. B ciyyasx HECBOEBPEMEHHO YCTAaHOBJIEHHOTO JMAarHosa,
Hed((PEeKTUBHONW Tepamud BO BpeMs OCTPOTO DHNU30Ja OOJIE3HM MOXKET Pa3BUTHCA
porpeccupyloniasi IMovyeyHass HEIOCTaTOYHOCTb, KOTOpasi TMpUBENET K HEOOXOIUMOCTH
MPOBEJICHUS] 3aMECTUTEJIbHOM MOYEYHOW Tepanud — TeMOoAHaIn3a U nepecaakd Mnodyku. [lpum
MJIAHUPOBAHUM TPAHCIUTAHTAIMH (TIEPECAIKH) TMTOYKH 00s3aTEIbHO BO3HUKAET HEOOXOAMMOCTh B
NPOBEJCHUN TE€HETUYECKOr0  MCCIEAOBaHUA CHCTeMbl KoMmiuieMeHta (MonekynsapHo-
reHeTudeckoe ucciemoBanue myrtammii: ¢pakropo H, I, B, C3, tpombomomymun, MCP). Ero
pe3yabTaThl HY>KHBI, 4TOOBI OIEHUTh pHUCK penuauBa al ' YC B nmepecakeHHOU MOYKe U B CIIyJae,
€CJIM OH BBICOK, MPEANPUHATH HEOOX0 UMbl TPODUITAKTHIECKHE MEPBHI.
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IIpunoxenue I'l - I'N. IlIkaJibl OLleHKH, BONPOCHUKH M IPyTrHe OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA NMALMEHTA, IPUBEICHHbIC B KIIMHUYECKHUX

peKoOMeHIauusX.

Cneuuqbuttecxue WIKAJjibl, 60NPOCHUKU U dpyeue OYEHOUYHbIE UHCMPYMEHMbL COCMOAHUA

nayuenma c al 'VC ne paspabomatul.
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