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Pesrome

Bsedenne. Arunmunpiii remosnTuko-ypemuueckuii cuaapom (aI'YC) — cucremnoe 3aboaeBanme
M3 IPYIIIBI TPOMOOTHYECKIX MUKPOAHTHONATHI C IIPOrPECCUPYIOIIUM T€UEHHEM U HeOAATONPHUATHBIM
IIPOTHO30M, B OCHOBE KOTOPOI'O A€KUT HEKOHTPOAUPYEMasA aKTHBAIUA AABTEPHATUBHOIO IIyTH KOMIIAE-
MEHTa HACAGACTBEHHOU MAH IPHOOPETEHHOI IIPUPOABI, IIPUBOAAIIAA K T€HEPAAU30OBAHHOMY TPOM0O0006-
Pa30BaHHIO B COCYAAX MHUKPOLIIPKYAATOPHOIO PyCAQ.

I]eas — IPeAOCTABUTH AKTYaABHBIE KAMHUYECKIE PEKOMEHAALIMH 110 OKA3aHIIO MEAUITNHCKOM ITOMOIIIH
B3pocabiM mampesTam ¢ al'yYC.

Ocnosnuvie céedenus. Dxcnepramn HarponaapHoit acconmanmy HeppoAOroB pa3paboTaHbl aKTyaAbHBIE
KAMHIYECKIE PEKOMEHAAITUY 110 OKAa3aHUIO MEAMIIMHCKOI oMoy B3pocAsiM nmamuenTam ¢ al'YC. B pe-
KOMEHAAIIAX IIOAPOOHO PACCMOTPEHBI BOIIPOCHI STHOAOT UM, IIATOT€HE32, SITUAEMUOAOTUN ¥ KAMHHYECKHX
nposaeAeHuii 3a6oaepanuAa. Ocoboe BHUMAHHE YAGACHO AUATHOCTHKE, AU( (P epeHIaAbHO AUATHOCTUKE
u AedyeHuro al'YC, 0CHOBaHHBIM HA IPHHIUIIAX AOKA3aTEABHON MEAULIMHBL.

Abstract

Introduction. Atypical hemolytic-uremic syndrome (aHUS) is a systemic disease from the group of
thrombotic microangiopathies with a progressive course and unfavorable prognosis, which is based on the
uncontrolled activation of the alternative complement pathway of hereditary or acquired nature, leading
to generalized thrombosis in the microvasculature.

The goal is to provide current clinical guidelines for the care of adult patients with aHUS.

Basic information. Experts from the National Association of Nephrologists have developed current
clinical guidelines for the provision of medical care to adult patients with aHUS. The recommendations
discuss in detail the issues of etiology, pathogenesis, epidemiology and clinical manifestations of the
disease. Particular attention is paid to the diagnosis, differential diagnosis and treatment of aHUS, based
on the principles of evidence-based medicine.

Key words: atypical hemolytic-uremic syndrome, complement system, thrombotic microangiopathy, molecular genetic study,
chronic kidney disease, eculiznmab
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Cnmncok cokpalyeHui

al'VC — aTunugHeil reMOAUTHKO-YPEMHICCKIH
CUHAPOM

ATIK  — aAbTEpHATHBHBII ITyTh AKTUBAIIAI
KOMITAEMEHTA

ATHI — arTurpom6bms 111

ADPC  — artHdOCHOAUNIAHBIE CHHAPOM

b-I'VC-1'VC-acconuupoBaHHEII ¢ OepeMEHHOCTBIO

I'VC - reMoAnTHKO-ypEMIIECKUIT CHHAPOM

ABC  — AMCCEMHHIMPOBAHHOE BHYTPHCOCYAHCTOE
CBEPTHIBAHUE

AAI" — AaxTaTAErHApOTrEHa3a

MAT'A — MIKPOQHTHOIIATHYECKAS TEMOAHTHYECKASA
aHeMusa

MAK (C5b-9) — MeMOpaHOATAKYFOLIHIT KOMIIACKC
OIIIl — ocTpoe HOBPEKACHHE ITOYEK
IO —maasmoobmen

TepmuHbI M onpepeneHus

ATHnNMYHBIN T€MOAUTHKO-YPEMHUYECKUIl CUH-
ApoM (al'YC) — cucremuoe 3a00A€BAHNE U3 TPYIIIIEL
TPOMOOTHYECKIX MUKPOAHTHOIIATHIA C IIPOTPECCUPYIO-
IIIMM TEYEHHEM U HEOAATOIPHATHBIM IIPOrHO30M, B OC-
HOBE KOTOPOI'O ACKHT HEKOHTPOAUPYEMAs aKTUBALIHA
AABTEPHATUBHOTO ITyTH KOMIIACMEHTA HACACACTBEHHO
HAU IPHOOPETEHHON IPHPOABL, IIPHBOAAIIIAS K TCHEPa-
AM30BAHHOMY TPOMOOOOPA30BAHUIO B COCYAAX MUKPO-
LIIPKYATOPHOTO PYCAAQ.

KomraemeHT-0II0CpeAOBAHHAA TPOMOOTHYECKAA
MHUKPOAHIHOIIATUA — TPOMOOTHYECKAS MUKPOAHITIO-
I1aTHA, BEI3BAHHAS THIICPAKTUBALIHCH AABTCPHATUBHOIO
IIyTH KOMIIAGMEHTA BCACACTBHE HAPYIIICHIA PEIYAALINH,
00YCAOBAEHHOM MYTAIIHAMI IEHOB OEAKOB-PETYAATOPOB
HAU ayToaHTHTEAAMH K hakTOpy KoMmaemenTa H — oc-
HOBHOMY PEIYAATOPHOMY IIPOTEUHY aABTEPHATUBHOIO
mytu komaemenTa. Cunonnm: al'VC.

KommaeMeHT-0AOKHpYyrOIIas Tepanmsa — Teparus,
HAITPABACHHAS HA ITOAABACHHE aKTHBHOCTH CHCTEMBI
KOMITACMEHTA U CIIOCOOCTBYIOIIIAS TEM CAMBIM IIPEKPA-
IIIEHHUIO IIPOIIECCOB MUKPOIHPKYAATOPHOTO TPOMOO-
00OpasoBaHus.

MuUKpPOaHIMOIIATIYECKHIA T€MOAU3 — BHY TPUCOCY-
AUCTBIH HemMMYHHBIH (KyMOC-HeraTHBHELH) MeXaHIdC-
CKUIH I€MOAU3 B PE3YABTATE IIOBPEKACHUA SPHTPOLILTOB
IIPU IIIPKYAAIIAU B CYKEHHBIX 32 CUCT OKKAFO3HH TPOM-
GaMH COCYAAX MUKPOIIUPKYAATOPHOTO PYCAQ.

TpomboTHUeCKas MUKPOAHIHOIIATHAA — KAUHIKO-
MOP(OAOTIIECKHIT CHHAPOM, XapaKTEPU3YFOIIIHI OCO-
OBIIT THIT IOPAKEHUA COCYAOB MHKPOLIUPKYAATOPHOIO
pycAa, B OCHOBE KOTOPOTO ACKUT ITOBPEKACHUE SHAO-
TEAHA C TIOCAEAYIOIIIM TPOMOOOOPA3OBAHUEM.
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C3I1 - cBexe3saMOPOIKCHHAS TIAA3MA

CKB - cucremnas kpacHas BOAYAHKA

TB  —rtpombunoBOE Bpems

TMA - tpoMOOTHYECKAS MUKPOAHTHOIIATHA

TTII - rtpomboTHYIECKasd TPOMOOIHTOIIEHIYECKAS
ypirypa

YYP- ypoBeHb yOeAUTEABHOCTU PEKOMEHAALIAI

VAA - ypoBeHb AOCTOBEPHOCTH AOKA3ATEABCTB)

XBIT — xponmdeckas GOAE3HD IOYICK

HHC - menTpasbHas HEpBHAA CHCTEMA

CFH — dakrop H xommaemenTa

CKD-EPI — dpopmyaa aaf pacgera cKOpocTH
KAYDOUYKOBOH (pUABTpAIIII
(CKD-Epidemiology Collaboration 2009)

STEC-I'YC — Tunu<Heiii reMOAUTHKO-
YPEMUYIECKHI CHHAPOM

Tpomboruueckas TpomMObomuUTONEHUYECKAA
HypIypa — cuctemMHas (popma TPOMOOTHIECKOH MUKPO-
AHTHOIIATHH, OOYCAOBACHHAS CBEPXKPYITHBIMU MYABTH-
mepamu pakropa dpon Buarebpanaa BcaeacTBHE ITpH-
00OpEeTEHHOro (ayTOAHTUTEAL) UAH HACACACTBEHHOIO
(myrarmn rera) Aecbrrimra ADAMTS13.

DKyAn3ymalb — Iperapatr IpyIIbl KOMIACMEHT-HH-
THOMPYIOIINX aHTHTEA, IIPEACTABAAIONIHI COOON pe-
KOMOHMHAHTHOE IYMAHU3HPOBAHHOE MOHOKAOHAABHOE
arrareAo Kaacca Ig G k C5 KOMITOHEHTY KOMIIAGMEHTA.
[Ipemapar 6a0kupyer paciiensenue C5 ma Ca u C5b,
IPEIATCTBYA TEM CAMBIM OOPA30BAHIIO MEMOPaHO-aTa-
KYIOITIETO KOMITACKCA H IIOAABAAA IIPOBOCIIAAHTEABHOE,
IPOTPOMOOTHYECKOE 1 AUTHYECKOE ACHCTBIA KOMITAC-
MEHT2, YTO IPEAOTBPAIIACT HOBPEKACHIE SHAOTCANS
U IIPEKPAIIAET ITPOIIECCH MUKPOIIPKYASTOPHOTIO TPOM-
6000pasoBaHus.

ADAMTSI13 — meraarompoTeasa, pacIeASrOas
CBEPXKPYIIHBIE MYABTHMEpPH dakTopa don Buaae-
OpaHAa, AHATHOCTUIECKHI MapKep TPOMOOTHYECKOH
TPOMOOITUTOIIEHUYECKOI HIYPITYPHL.

STEC-T'YC — una(eKInOHHO-0IIOCPEAOBAHHEII
TEMOAHTHKO-YPEMHYECKHII CHHAPOM, PA3BUBATOITHIICA
BCACACTBHC HH(PUIUPOBAHUSA [ITHTA-TOKCHH IIPOAYIIH-
PYIOIITHMI OAKTEPUAMI: SHTEPOreMOPPATHUCCKON HAH
suTepoarrperatusaoii E.coli man Shigella dysenteriae
I tumma. CHHOHMM: THIIIYHEI TEMOAHTHKO-yPEMIYe-
CKIII CHHAPOM.

CFH (dakrop H kommaemenTa) — OCHOBHOM peryas-
TOPHBIH (HAKTOP AABTEPHATUBHOTO IIYTH KOMIIACMEHTA,
KOHTPOAHPYIOIIHUH €r0 aKTUBHOCTb.
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1. Kpartkaa undopmanus 1o 3a60A€BaHHAO0
HAH COCTOAHHIO (Ipymiie 3a00ACBaHUH HAN
COCTOSHMIN)

1.1 Onpedenenue 3a6ore8anus uin cocmosnus
(epynnos 3abosesanuii uan cocmosnui)

ATHINYIHBIN TEMOAHTHKO-YPEMHYCCKUAN CHHAPOM
(al'VC) — at0 cucremuOe 3a00ACBAHIE U3 TPYIIIIBL TPOM-
6ortnaeckux mukpoanrunonaruii (TMA) ¢ nmporpeccn-
PYIOIIUM TEYCHHEM U HEOAATOIPHATHBIM IIPOTHO30M,
B OCHOBE KOTOPOI'O AEKHT HEKOHTPOAUPYEMAs aKTHUBA-
1A aAbrepHaTHBHOrO 1myTn Kommaementa (AIIK) na-
CACACTBCHHOM HAH IIPUOOPETEHHON IIPHPOADI, IIPU-
BOASIIIAA K TEHEPAAN30BAHHOMY TPOMOOOOPA3OBAHIIO
B COCYAAX MHKPOLIHPKYAATOPHOIO pycaa [1, 2].

TMA — reTeporeHHas IpyIia CHHAPOMOB/ 3a60AeBa-
HIH, IMEFOITTIX CXOAHBIIT KAI/IHI/IKO—MOquOAOFI/I‘leCKI/If/‘I
enoru [1-3]. Kananaeckn TMA npossasercs Tpom-
OONUTONEHHEH TOTPEOACHNS, MUKPOAHTHOIATIIECKOH
IEMOAHTHYIECKON aHEeMUEH (MEXaHWYECKUI I'eMOAH3),
AMXOPAAKOH M HINEMHYECKUM IOPaKEHUEM Pa3ANd-
HBIX OPIaHOB, TAABHBIM 0OPAa30M, IIOUEK U IIEHTPAABHOI
mepsroii cucremsl (LIHC). I'ucrorormgeckas kapruna
ocrpoit TMA mpeAcraBAeHa OTEKOM SHAOTEAHAABHBIX
KACTOK C UX OTCAOHKOH OT 0a3aABHOH MEMOPAHEL, pac-
IIIIPEHHEM CYOSHAOTEAMAABHOTO IIPOCTPAHCTBA C Ha-
KOIIAGHHEM B HEM aMOP(HOIO MEMOPAHOIIOAOOHOTO
MaTepuard U OOPa3OBAHUEM TPOMOOB, COACPIKAIIUX
TPOMOOIIHTH U (DUOPUH, I HEPEAKO BBI3BIBAIOIINX
IIOAHYEO OKKAIO3HIO IIPOCBETA COCYAQ.

1.2 Omuorozus u namozenes 3aboreeanus uin
cocmosnus (epynnvt 3a00.1e6anuii uan cocmosnui)

al'VC o0ycAOBAGH IeHETHIECKUMU HAPYIIIEHIAMI

MAH, PEKe, A TOMMMYHHBIMU PEAKITHAME, ITPHBOAAIAME

K ITATOAOTHH CHCTEMBI KOMITAEMEHTA, YTO ITOCAYKIAO

OCHOBAHHEM AASl TIOABACHHSA TEPMUHA KKOMITAEMCHT-

onocpeposarHad TMA», KOTOPBIH CETOAHA ABAACTCA CH-

nHounmoM tepmuHa «al'VC». B GoabrmacTBE cAydacs
al'VC accormpoBaH ¢ reHeTUIECKH OOYCAOBACHHBIMI
asedexramn peryaarnuu AITK, pesyaptatom dero sBaf-
eTcsl €ro XpOHHYECKAA HEKOHTPOAMPYEMas aKTHBAIINSA

[1, 4]. Kpome Toro, mourn y 20% marmenToB, penmy-

IIIECTBEHHO ACTEH, BEIABAAIOT AYTOAHTHTEAR K (DAKTOPY

H xommaementa (CFH) — ocHOBHOMY peryafropHOMY

nporenny AIK, naandne KOTOPBIX IIPHBOAHT K TEM 7Ke

IIOCACACTBHAM, YTO H €rO MYTAIIHH. «AHTUTEABHBIID

al'VC ckaonen k gacromy permansuposanuto [1, 5, 6].

V narentos ¢ al'VC MoryT ObITh HAEHTHMDHITIPOBAHE!

CACAYIOIITHE AC(DEKTEI, IIPUBOAAIIINE K H30BITOUHOM aK-

tusarmn ALK [5-8]:

— MyTanuu reHoB PEryAsTOPHBIX OEAKOB KOMIIAE-
MeHTa, Hapymaromue ux (yakiun (loss-of-func-
tion): CFH (daxrop H), CFI (dakrop I), MCP
(MemOpanubil kodakropusii nporeun), THBD
(rpombomMoAyAnH). CpeAn BCex MyTAIINIA, ACCOIHNI-

posauubix ¢ passuraeM al VC, myranuu rema CFH

obHapyxKuBaroT HarOoAee 4acto (0koAo 30% cay-

YaeB).

— Myranuu resos daxropa B (CEFB) u C3 komionenTa
KOMIIAEMEHTA, 0DECIIEUMBAFOIIIIIE 3HAYHTEABHOE Ha-
pacraHue nx akTHBHOCTH (gain-of-function).

— Anrtnreaa k CFH n acconnupoBanHas ¢ HUMH Ac-
Aerus B rerax CHFH-cssamuerx 6eakos — CFHR1,
CFHR3 uan CFHR4 [7, 9].

Hecmotps Ha coBepriieHCTBOBaHIE METOAOB TEHETH-
YECKOTO UCCACAOBAHUSA, HACHTU(UIIIPOBATH MyTALINI
yaaercd aumb y 50-70% maruentos ¢ al'YC [6]. Ilpn
3TOM OTCYTCTBHE CEMEHHON UCTOPHUH HE UCKAFOYAET
BO3MOKHOCTH T€HETHYECKON IIPHPOABI 3a00AEBAHNA,
IIOCKOABKY IIEHETPAHTHOCTD I€HOB COCTABASIET AHIID
50%.

Wwmerommuecs y marmentos ¢ al'VC Myrannn mpu-
BOAAT K HAPYIICHUIO 3AIITE SHAOTCAHAABHBIX KACTOK
OT AKTUBAIIII KOMIIACMEHTA BCACACTBUE ACDHUIIITA HAH,
varrie, PYHKIIMOHAABHBIX HAPYIIICHHH OCAKOB-PETyAS-
Topos. B Hopme peryasropsr akrusroct AITK n dhak-
TOpHI, yeuausarorue ero akrusaocts (CEFB u C3),
HAXOAATCA B CTPOro COAAAHCHPOBAHHOM COCTOSHHIL
I'eneTnaeckmii Ae(PEKT PEIYAATOPHEIX IIPOTEHMHOB —
CFH, CFI, MCP u THBD — BrI3BIBacT cHMKEHME UX
dyurmonarpHOM akTusHOCTH. HampoTus, myrarun
B rerax CFB u C3 ycuauBaror ux akTuBHOCTB. Aucpe-
IVAAIEA KOMIIAEMEHTA BEAET K HEIPEKPAIIAFOIIEMYCA
pacruernaeanio koMmrorenTa C5 Ha MOIIHBLH ITPOBOCIIA-
aureApHbii anaduaakcus C5a u C5b, koTOpHIit HHAIN-
npyeT 0O6pa3oBaHIe MEMOPAHOATAKYFOIIIETO KOMITAEKCA
C5b-9, 06AaAQFOITIETO TIPOTPOMOOTHYECKIM 1 ITHTOAH-
THYECKHM AeHcTBHEM. TakimM 00pasom, y ImarneHTos
¢ al'VC HEKOHTPOAHPYEMYIO AKTHBALIMIO KOMITACMEHTA
BBI3BIBAIOT AHOO CHIKeHHAs (yHKIHA PaKTOpOB, pe-
ryaupyromux Acricrsue AITK, aubo ycuaenue axrus-
HOCTH (PAKTOPOB, AKTHBHUPYIOIIHX €ro. B obomx cay4asax
pasBHUBAETCA AUCOAAAHC MEKAY (DAKTOPAMU KOHTPOAA
U AKTHBAIIHMH B CTOPOHY IPEOOAAAAHHSA ITOCACAHUX
[7, 10]. PesyapraTom n3berrounoit aktusarma AlTK
HA IOBEPXHOCTH 9HAOTCAHAABHBIX KACTOK ABAACTCH
Hapacrarolee 00pazoBaHue MeMOPAHO-aTaKYIOIIErO
KOMIIAEKCA, BBI3BIBAIOIIEE MX ITOBPEKACHHE C OOHA-
’KEHIEM CYO9HAOTEAHMAABHOTO MATpHKCa, TpaHCcdhOp-
Marmei arpoMOOTHYECKOTO (DEHOTHIIA B IIPOTPOMOO-
THYECKUH U IPOBOCIAAUTEABHBIN M ITOCACAYIOIIIM
obpasosaruem Tpom6oB [1, 2, 10]. AomoAHUTEABHBII
BKAGA B IIPOIECC TPOMOOOOPA3OBAHUA Y ITAIHEHTOB
¢ myranuamu CFH Mozker BHOCHTD TakKe akTHBALINSA
KOMITAEMEHTA Ha ITOBEPXHOCTU TPOMOOIIUTOB, IIPHBO-
AAILIIAS K YCUACHUEO HX (DYHKIIHOHAABHOM AKTHBHOCTHL.
[Ipemmyrmectsennoe mopaxenue modex npu al' VvV,
I10-BUAMIMOMY, CBA3AHO C OCOOOI YyBCTBUTEABHOCTBIO
derecTpUPOBAHHOIO FAOMEPYAAPHOIO SHAOTCAHS K IIO-
BPE/KACHHIO, OOYCAOBACHHOMY HAPYILICHHON PEryAs-
nueit kommaemenra [1, 11, 12].

Pasurae al'VC OAHOCTBIO COOTBETCTBYET TEOPUU
ABOMHOIO yAapa. I'emeTmdaeckue aHOMAAHH KOMIIAC-
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MEHTA CACAYET CYNUTATH HE IPHYUHOI, 2 PaKkTOpOM,
npeApacrioAararonium K passutuio TMA. Veranosaeno,
YTO MYTAIIMH TE€HOB KOMITACMEHTA HAM AyTOAHTHTEAR
k CFH, xoropsle paHbIlle pacCMATPUBAAU KAK OCHOB-
Hyto npuuauny al ' VC, AMIIb IPEeAPACITOAATArOT K Pa3-
BuTrio TMA — «1epBbiii yaap». AAfl peaArsarue Toi
IIPEAPACIIOAOKEHHOCTH TPEOYETCA AOIIOAHHTEABHbIE
pakTOpHI — BTOPOI yAAP» — KOTOPBIE MOTYT IIOBAHATH
Ha passurre uan uporpeccupopanue al' VC (3, 13]. Ta-
KIMH (DaKTOPAMHU, BEI3BIBAFOIIUMU AOITOAHHTEABHYIO
AKTHBAITHIO KOMITAGMEHTA Y IIPEAPACITOAOKEHHBIX AU
U IIOTOMY HA3BAHHBIMH KOMIIAEMEHT-aKTUBHPYIOIIAMI
COCTOAHHAMU, CAYKAT MH(EKIINH, B IIEPBYIO OUEPEAD,
ABIXATEABHBIX ITyTEH H KEAYAOYHO-KUIIETHOTIO TPAKTA
(30% caywaes), bepemenrocts (7-17%), TpanciaanTa-
IIUA COAMAHBEIX OPraHOB M KOCTHOTO Mo3ra (y 5%), ay-
TOMMMYHHbIE 3200 AEBAHNS, XHPYPIHYECKIE OIEPAIIII
n 1p. OAHAKO TOYTH Y ITOAOBHHBI marueHToB ¢ al VC

Tpurrepasie PakTOpbl HACHTH(MDHIIPOBATH HE YAACTCH
(2, 14].

1.3 Onudemuonozus 3aboresanus uin cocmosnus
(epynnvt 3aboresanuii uin cocmosnuit)

al'VC — yaprpapeakoe (opdannoe) saboaeBanue,
KOTOPOE BCTPEUAETCsA B AFODOM BO3PACTE, OAHAKO JAIIle
ITOPAKACT ACTEH M MOAOABIX B3pOCABIX. [To AamHBIM
PA3HBIX aBTOPOB, B MUPE 3a00AEBAEMOCTH COCTABAACT
0,23-1,9 HOBEIX cAydaeB Ha 1 MAH HacEeACHUA B IIOLY-
ASIIIAU B IIEAOM, PACIPOCTPAHEHHOCTD — IIPUMEPHO
4.9 ma 1 mal ¢ koAaeOanmsavu ot 2,2 A0 9.4 ma 1 mAn
cpean Aereil u moapoctkos [15,16]. 3aboaeBaemocTs
1 PACIIPOCTPAHEHHOCTD B HAINIEH CTPAHE HEM3BECTHBL
al'VC 0AMHAKOBO YaCTO PA3BUBACTCS Y MYAKINH H HKEH-
. [Tpu marndecrannn B 6oAee crapimem Bospacte
OOAE3Hb HECKOABKO YaITlE TIOPAKACT KEHIIIHH.

1.4 Ocobennocmu koduposanus 3abosesanus uin
cocmosnus (2pynnot 3a001e6anuii uaw cOCmosnui)
no Mescdynapoduoii cmamucmuueckoi Kraccupurxamun
boae3neii u npobem, c6I3AHHBIX CO 300p0BbEM

NO08.2 — 'nomepyAsipHBIE TIOPAKEHHA IIPH OOAE3HAX
KPOBH U NIMMYHHBIX HAPYILICHUAX

D59.3 — I'emoAnTHKO-ypeMIIECKUIT CHHAPOM

M31.1 — TpombOoTHaeCcKas MUKPOAHTHOIATHS

N17.0 — Ocrpas mogednas HEAOCTATOYHOCTD C TyOy-
ASIPHBIM HEKPO30M

N17.1 — Ocrpas mogedHas HEAOCTATOYHOCTD C OCTPHIM
KOPTHKAABHBIM HEKPO3OM

1.5 Kaaccudukanua 3a00AeBaHUA HAH COCTOAHUA
(rpyrsI 3a00A€BaHMUIT MAY COCTOAHMUI)

Hcropuaeckn TMA kaaccudpunnpoain Ha mep-
BIYHBIC U BTOPHYHEIC, IIPHYEM IIEPBOHAYAABHO IIEP-
Bugabie TMA BkArowaanm B ceOf TPOMOOTHYIECKYIO
tpombornmronenudeckyro myprypy (TTII) n remoan-
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tuko-ypemurdeckuii cuaapom (I'VC) [17]. puaunoin
IIOCACAHETO ABAAETCA MH(EKITUA IIMUTA-TOKCHH ITPOAY-
nupyroreit Escheribia coli (STEC), u3-3a dero ceroAms
on noAayuna Hazparne STEC-I'VC. TTII obycaoBaeHa
HIPUOOPETEHHBIM HAU I'€HETUIECKUM ACDHUIINTOM aK-
tusHOCTH Metasronporeassr ADAMTS-13 (menee
10%), pacmienasronesl CBEpXKPYITHBIE MYABTHMEPHI
cpakropa pon BuaseOpanaa, KoTopbIe B yCAOBHAX He-
AOCTATOYHOM aKTHBHOCTH (DEPMEHTA HHAYIIHPYIOT 00-
pasoBaHIe TPOMOOB B COCYAAX MUKPOIIHPKYASTOPHOTO
pycaa [18, 19]. STEC-1'VC — mauboaee gacras dpopma
I'VC, ma poaro koTopoit mpuxoantcs moutn 90% B ero
crpykrype. Okoao 10% mpunasacxur I'VC, me cBsizan-
nomy co STEC-unudexnueii, KOTOPEI i OBIA HA3BAH
al'VC. B 80-x roaax XX Bexa ObIAa yCTAHOBACHA CBA3b
al'VC c HaCAEACTBEHHBIME HAN IIPHOOPETEHHBIMU aHO-
maausamu ATTK, kotopsre Obran obmapy#xensr 8 50-60%
CAYYAEB, YTO IOCAYAKUAO OcHOBaHHeM oTHeCTH K al VC
TOABKO KoMItAeMeHT-orocpeaoBanusiii I'VC. TMA, ac-
COIIMUPOBAHHBIE C OEPEMEHHOCTDIO, AYTOMMMYHHBIMIH
1 OHKOAOTHYECKHMH 3200 AEBAHUAMU, ACKAPCTBEHHBIMI
CPEACTBAMH, 3AOKAYECTBEHHOM APTEPHAABHOM THIIEPTO-
HIFEH, TPAHCIIAAHTAIINENR COAUAHBIX OPIAHOB 1 KOCTHOTO
Mosra coctaBuAu rpymry sropuaasix TMA [17]. B na-
CTOAIIEE BPEMA ITPEAIIPUHIMAIOTCA IOIBITKH OOHOB-
AeHns 910H KAaccndukanmu. B wactHocTn, perrernem
koHdepernnun KDIGO GpA0 IpeAAOKEHO 3aMEHUTH
tepmun «al'VC» tepmunom wreppransiit al'VC», 060-
3HAYasA MM CAY9ad C YETKO YCTAHOBACHHBIMU IeHETHYE-
ckrvn Aepexravu ATTK man arrareaavn k CFH, a Bro-
puansie TMA nveHOBATS B 3aBUCHMOCTH OT BBI3BABIIICH
UX IIPUYUHBL, HAIIPUMeP, «AekapcrBeHHb al Y Cy nan
«acconmupoBaHHbi ¢ Oepemennoctpio al VO [20, 21].
Apyrum mpeasoskernem apagercs pasaeacHue al'VC
Ha KoMItaeMeHT-onocpeAoBanubii I'VC (coberBenHO
al'VC nan nepsuuanerit al'VC) u sroprransiii ['VC, moa
KOTOPBIM IIOHIMAFOTCSH CHTYAIINH, OOO3HAYACMBIC PAHEE
kak Bropuansie TMA [22; 23]. B moaobHEIX cAyuanx
IPEAIIOAATrAETCA BO3MOKHOCTD BTOPUYHON aKTHBAIIIH
KOMITAEMEHTA KaK PE3YABTAT IIOBPEKACHHA SHAOTECANS,
BBI3BAHHOIO PA3AMYHBIMU (DAKTOPAMH H MEXAHH3MAMU
y HAIHEHTA, HE UMEIOIIErO TCHETHIECKIX aHOMAANI
cucremsr komriaemenTa [23]. [Ipeasaraercs Taxxe HOBas
kaaccudukarms TMA, coraacuo kotopoit TMA cae-
AYET PasAEAATh Ha HACACACTBEHHBIC, IIPHOOPETEHHbIE,
ACCOIMMPOBAHHbIE C MHEKIMel i Bropranbre. B coor-
BercTBuH ¢ 9101 Kaaccudurkarueit al'VC, obycaoBaeH-
ueit anTuteaamu k CFH, orHOCHTCA K rpyrmime nepsmd-
sbIx mpuooperernsx TMA, a al'VC, accorumposasHbiit
c rerernaeckumu Aepextamu AITK, BxoauT B rpyrry
IepBUYHBIX HaCACACTBeHHEIX TMA [24, 25]. Takum 00-
PA30M, CETOAHA HE CYITIECTBYET OOIIEITPUHATHIX KAACCH-
puxanmit TMA n al' VC. B cBf3n ¢ 91uM B HACTOAITHX
PEKOMEHAQAIUAX UCITOAB3YETCA KAACCU(DHUKAIINA, B COOT-
BercTBHn ¢ KoTopol al VC (koMImaeMeHT-0IocpeAOBaH-
nag TMA) ornocures k mepsraasiv TMA, Bce octasnb-
HbIe HIepedncAeHnble Boite TMA paccMaTpuBaroTCs Kak
propuunble. al 'V C Take MOAPasAEAACTCA HA CEMEHHYIO
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u criopaargeckyro hopmsl. B crpykrype al VC Ha soa1o
CEMEIHOTO (AMATHOCTHUPYEMOTO IO KpaitHEel Mepe y ABYX
YACHOB CEMBH) IIPUXOAUTCS, ITO PAHBIM AAHHEIM, BCEIO
10-20%, Toraa kax crropaarraeckmii al'VC, mpn koTopom
OTCYTCTBYET CeMeIHbII aHaMHe3, Berpedaetcd y 80-90%
IIANIEHTOB C 9TOH HaToAoruei. Caeayer IOMHUTb, ITO
OTCYTCTBHE 3a00AEBAHUA § POACTBEHHUKOB HE HCKAFO-
9JaeT ero HaCAEACTBEHHBIH xapakrep [1, 15].

1.6 Kamamueckas kapTuHa 3a00A€BaHAA
VAV COCTOAHMA (IPyIIIBI 32a00A€BAHMIT
VAW COCTOSHMUIA)

Kaunmaeckas kaprura al'YC orangaercs 3HAYIH-
TEABHBIM ITOANMOPdI3MOM. OCHOBHBIMH ITPOABACHH-
AMI OOAE3HH ABAAIOTCA TPOMOOIMTOIIEHUSA, MUKPO-
aHruomarndeckas remoantaeckas amemusa (MAI'A)
n ocrpoe nospexaerue rmouek (OIIIT), cocraBadrommme
kaaccudeckyro tpuady TMA [1, 2, 14]. [Touru y moao-
sunbl maruenTos ¢ al'YC 3aboaeBanue pasBuBaeTcsa
IIOCAE BO3ACHCTBUA TPHUITEPOB, HANOOAEE UACTHIMHU
13 KOTOPBIX CAYKAT HH(EKINU: B IEPBYIO OYEPEAD,
ABIXaTeABHBIX 1myTeH (v 18%0 rmanmeHToB) U KeAyAOIHO-
kumevgHoro tpakta (23-30% cayuaes). Hepeako al'VC
PA3BUBACTCA HAH PEIIUAUBUPYET IIOCAE IIEPEHECEHHBIX
BupycHex ma@exui — rpumma HIN1, Berpsuoii ocrer.
BaxupiM (hakTopom, CIIOCOOCTBYIOIIHM PasBHTUIO
uan permansy al VC, aBaderca GepeMeHHOCTD, KOTO-
pas IPEAIIECTBYET 3a00ACBAHHIO § 7-17% manuenTos,
1 TPAHCIAQHTAIUA OpraHos — y 5% marmenTos [1, 15].

B 6oapmmacTBe cAyuaes al VC maumHaerca BHe-
sarHO. Hepeaxo 6oae3np Marndectupyer necrrenudm-
YECKHMH CHMIITOMAMHI — CAADOCTBIO, YTOMAAEMOCTBIO,
OOIIIIM HEAOMOTAHHEM, IPHIIITOIOAOOHBIM CHHAPOMOM.
V B3pocasix maruentos B 20% caydaes oTMedaeTcs
CTEPTOE HAYAAO C MEAACHHBIM IIPOTPECCHPOBAHUEM.
[Tpu 5TOM MOMKET AAUTEABHO, AO HECKOABKHX MECAIIEB,
HEPCHCTHPOBATH AHEMUA ACTKOH CTEIEHH ITPU HE3HAYH-
TEABHOH TPOMOOIIUTOIIEHUH HAU €€ OTCYTCTBUH 1 CO-
xparHON (DyHKIHK 1TO4YeK. Bo3MokHO Takke pasBuTie
«aertoAHo» TMA 6e3 TPOMOOLIUTOIICHIH HAH, PEIKE,
6es MAI'A. B psiae cAydaeB OIECAHO Pa3BHTHE TOABKO
1ovYedHbIX 1pu3HakoB TMA B oTCyTCTBHE rFeMATOAOTH-
YECKUX HAPYIICHHH [20].

V GOABIIHHCTBA MAIINEHTOB KAUHIYECKAS KAPTHHA
IIPEACTABACHA TPOMOOIUTOIICHHEH, HEMMMYHHON
MAT'A n OIIT [1, 2, 15]:

— Tpomboruronenus (meree 150000/ mm? man cainxe-
HHE 9HCAA TPOMOOIINTOB OoAce uem Ha 25% oT mc-
XOAHOTO) Pa3BHBAECTCA BCACACTBHE ITOTPEOACHHA
TPOMOOITUTOB B IIPOIECCAX MUKPOITHPKYAATOPHOIO
TPOMOOOOPA3OBAHMAL.

— MATA (remoraobun menee 100 r/A) — pesyabrar
MEXaHHYIECKOTO I'€MOAU3A BCACACTBHE ITOBPEKAL-
HUA MEMOpPaH SPHTPOLUTOB IIPU KOHTAKTE C TPOM-
OaMU B CY:KEHHBIX COCYAaX MaAoro kaamopa. Ha-
AMYHE TEMOAN32 ITOATBEPIKAACT HU3KHUN YPOBEHD
raIrTorAOONHA 1 BHICOKHI — AAKTATACTHAPOICHA3HI

(AATD) B KpoBH, 2 MEKPOQHTHOIIATHYCCKYIO IIPUPOAY
reMOAM3a — OTpHUIaTeAbHas peakiud KymOca u ma-
AMYHE IIH30LHUTOB (IIHCTOLITOB) B Maske mepude-
PHYECKOH KPOBHI

— Ilopaxenue movex B GOABIIHHCTBE CAYYAEB MAHU-
decrupyer OINI ¢ Harmgarem oAnro/ AHYPUU MAU
Oe3 Hee. Y IAIMEHTOB C COXPAHEHHBIM AHYPE30M
OTMEYACTCH IPOTCHHYPUSA PASHON BBIPAKCHHOCTH.
[Ipu mocrereHHOM Pa3BUTHH 3a00ACBAHUA MOMKET
pasBuTbCA HedpoTHIecKnii cHHAPOM. Bosmorxkma
remarypus. OIIIT He Bceraa ObIBaeT IEPBBIM IIPO-
ABACHHEM DOAE3HI: OKOAO 17%0 IMALIMEHTOB ACMOH-
CTPHUPYIOT AHIIb YMEPEHHBI MOYEBOM CHHAPOM
6e3 mapymenua PyHKIuHE Ho9ek. B peaxux caygasx
al'VC mozkeT ACOFOTHPOBATH H30AMPOBAHHOI IIPO-
TEHHYPHUCH U YMEPECHHEIM IIOBBIIIICHIEM KPEATHHITHA
KPOBH, KOTOPOE He HapacTaeT. boabmmumcTBO B3pOc-
Abix marmerTos ¢ al'VC n OII1 B momerT rocrm-
TAAU3ALUH HYKAAFOTCA B IIPOBEACHIU IEMOAHAAHU3A.
TepMunaAbHAA ITOYEYHAA HEAOCTATOYHOCTD IIPU
al'VC pasBuBaercs HE3aBHCHMO OT XapaxkTepa Ma-
HudecTaruyn OOAE3HH, HEPEAKO B HCXOAE IIEPBOTO
srmzopa TMA [1, 2, 15].

— V boapmuncrsa nanuenTos ¢ al'VC passusaerce
apTepHaAbHAA THIIEPTOHNA BCACACTBHE IIEPETPY3KU
0OBEMOM B CAY9aE OAUTO/ aHYPUH 1/ HAH THUIIEpPE-
HUHEMIH BCACACTBHE HIIICMUHN TKAHH IIOYCK, 00y-
caoBaernoit TMA.

— al'VC mpeacrasasier coboii cucremuyio TMA, mpu
KOTOPOI ITOPaKaroTC HE TOABKO ITOYUKH, HO H APY-
IUe JKH3HCHHO BAKHBIC OPIaHbI — TOAOBHOI MO3I,
CepAlle, ACTKUe, ITHINEBAPUTEAbHBIH TPAKT, OPraH
3peHns, koxa n Ap. [4, 27-30]. DxcrpapeHasb-
Hele nposBacHud umeror He meree gem 20-30%
IIAIIECHTOB, IIPHYEM ABE TPETU U3 HUX — DOAEE OA-
HOTO OPraHHOTO IOPAKCHES, KPOME IIOUCK.

— boasrmucTBo marmenTos ¢ al VC nveer MacCHBHBIC
neprdepUIECKIe OTEKH BIIAOTH AO AHACAPKH H IT0-
AOCTHBIE OTEKU, OCHOBHOI IIPHYUHON KOTOPBIX fB-
asiercs BosAericTBue anadpurorokenros C3a n Cha,
obpasyrormuxcst B xoAe akrusarua AITK o ycuan-
BAIOINUX COCYAUCTYIO IIPOHUIIAEMOCTD Yepe3 OCBO-
bomaenne ructammna [31].

— Ilourn y morosunsr manuentos ¢ al'VC umeercs
nopaxenne [IHC pasHoii crerrenn BRIpaKEeHHOCTH
(COHAHBOCTB, PA3APAKUTEABHOCTD, CYAOPOLH, HAPY-
IIICHUS 3PEHMA, TEMUIIAPE3 HAH ITEMHITACIUA, CTYIIOP,
Koma). B pAAe cAydaeB BO3MOKHO pasBUTHE OTEKA
TOAOBHOTO MO3Ia, OOYCAOBACHHOTO IIOBBIIICHHOM
COCYAHCTOI IIPOHUIIAEMOCTBIO [32].

— V 40% marmernTos ¢ al'VC passusaercas TMA muo-
KapAa, IPOSBASIOIIAACT AUAATAIIHOHHON KapPAH-
OMHOIATHEH C CHMIITOMAMHU OCTPOI CEPACTHOM
HEAOCTATOYHOCTH, OCTPBIM HH(MAPKTOM MHOKAPAZ,
TAKEABIMU HAPYITIEHHA PUTMA U IIPOBOAMMOCTH, KO-
TOpBIE MOT'YT IPUBECTH K BHe3amHOH cvmeptn [29,30].

— Aerounas TMA MOKeT CTaTh IPUYNHON Pa3BUTUA
reMOPPATHYECKOTO AABBEOAHTA HAU OCTPOTO pe-
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CHUpaTOPHOro AucTpecc-cuaapoma. Hapacrarormas
U3-32 9THUX IIPUIHH ABIXATEABHAA HEAOCTATOYHOCTD
MOZKET IOTPeOOBATh BEHTHASAIIMOHHON IIOAACPIKKIL.
V manmentos ¢ al'VC BO3MOKHO pasBuUTHE ABYCTO-
POHHIX MH(MHUABTPATOB B ACTKHX, 3aTPYAHAFOIINX
BepuUKAIIIIO AHarHo3a u Tpedyromux Auddepen-
LIIPOBKH C BACKYAUTAMU U HH(EKI[IOHHOI ITATOAO-
rued [27].

— Ilopaxenme KKT ormewaror mpumepro y 30%
marmenTos ¢ al VC. Hauboaee gacto HabOATOA2CTCS
LIOPAXKEHUE KUIIIEYHUKA (AHAPES, TOIIHOTA, PBOTA),
XOTSl BO3MOKHO Pa3BUTHE AOAOMUHAABHOIO DOAE-
BOTO CHHAPOMA. BO3MOKHO pasBuTHE OCTPOTO MaH-
KPEATHTA C XaPAKTEPHBIMU KAUHITICCKIME IIPU3HA-
KAMH BITAOTB AO ITAaHKpeOoHekpo3a. Ommcano ocrpoe
pasButHe caxapHOro amadera. Mmemudgeckue He-
KPO3HI ITeYeHN HADAIOAAIOTCA PeAko [27, 28, 33].

— V B3POCABIX ITAIINEHTOB B PEAKUX CAYIAAX PA3BHUBA-
ercA MOPAKEHUE KOKU B BHAC OOIIHPHBIX OYATOB
HEKPO3a, HAM AUTHTAABHASA UIIIEMITICCKAS TAHTPEHA,
IIPUBOASAIIAA K AMITYTAITHH ITAABIIEB PYK 1 Hor [27].

— Ilpmmepno y 5% marmenToB, garme BCEro mpu aky-
mepckoM al ' VC, pasBuBaeTcs HIOAMOPraHHAA HEAO-
CTATOYHOCTb BCACACTBHE reHeparusanun TMA 1 Bo-
BAEUEHHA COCYAOB MUKPOIIHPKYAATOPHOIO PyCA2
’KU3HEHHO BAKHBIX OpraHoB |1, 34].

2. Amarsocruka 3a60A€BaHUA UAU COCTOAHUA
(rpymsl 3a00A€BaHUI MAU COCTOSAHUIM),
MEAULIMHCKIE IIOKA3aHUA U MPOTUBOIIOKA3AHUA
K IIPUMEHEHUI0 METOAOB AUATHOCTHKH

Ao nacmosmezo spemeriu cneyugpuyeckue ouazrocmudeckue
mapkepwr al Y C omeymemsyrom. Auaeros al Y C — smo dua-
ert03 uekarovenus. On_yemanasausaenicsa nocae UckANYeHus
Opyex, Kax nepeuunbIx, max u émopuursix, gopm TNA.
B csasut ¢ smmum upessvryating sanera dugpgeperyuansiian ona-
SHOCHIUK A MY 0CHOBHBIMU popMamut nepeurol TVLA —
TITI, STEC-IYC u al YC. Y s3pocavix nayuennios
1He00X00UMO 172aKINce UCKAIOUUING SHAUUINCABHOE YUCAO 3a00-
AEBaANUTL U COCIIOANUT, NPU KOMMOPEIX 603MONCHO Passunmiue
emaopuunvix TIMA, 6 nepsyrn ouepeds, ceasanvrx ¢ bepemen-
HOCHIBIO U POOAMIL, CUCIIEMHBIMU 3000.1€6aHUAMMU. (CUCIIeMIaA
kpacran éonvarnxa (CKB), anmugocporunudnsiii curndpom
(ADC), cxaepodepiis), 310Kauecrmeensimu 1o6006pasosa-
Huam, BUY-ungexyued, cenciicorm, 3a0xavecmserinot apne-
puanvroi eunepmorued, aexapemseriion mepanuet, curopo-
MOM QUCCEMUNUPOBAI020 BHYIIPUCOCYOUCHIOZ0 COCPINbIBANUA
(ABC-cundpomom). Taxum obpasom, duazrocmuxy al YC
MOINCHO Npedcmasums Kax 08)xX)postessitl npoyecc, nputem
QuazHocmuuecKue uecaed08anusn 060ux YposHel 0AHcHb! 0cy-
wecmeAANbEA He 106Ae008arensHo, a 00Hospemeno. I epestii

yposerty npednastaver 011 sepugurayuu curdpoma TNA,
6m0potl — 044 8epuduKayun Ho30a02u4eck020 duacosa |1,
2,14, 15, 35, 36].

Aneopummer desicmsuii npu nodosperuu na TNLA u dua-

entocmuxy al Y C npedemasaenst 6 pasoeqe «I Ipunoocerne by,

nd (IMA) un.2 (al YC).
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2.1 2Kanrobwvt u anammes

e MBI peKOMEHAYEM IIPH OCMOTPE HAIIHECHTOB C IIOAO-
sperneM Ha al'VC oOpaTuTe BHIMAHIE HA CACAYIO-
ITIME KAAOOBL: ITePHPEPUIECKUE OTEKH, YMEHBITIEHIE
00bEMA OTACASIEMON MOYH, H3MEHEHIIE I[BETA MOYH;
OABIIITKA; TEMOPPATHYECKIE BEICHIIIAHNA Ha KOKE;
€AaDOCTB, BAAOCTD, OBICTPASl YTOMAACMOCTD, OTCYT-
CTBHE aIIIIECTHTA, TOAOBOKPY/KCHIE; TOAOBHBIE DOAH,
HAPYIIEHHE 3PEHUA PA3HOM BRIPAKEHHOCTH (BIIAOTD
AO IIOAHOW CACIIOTBIL); TOLIHOTA, PBOTA, DOAH B 3KU-
BOTE, 9aCTBIH KUAKHUH cTyA [1, 2].

Yposens yoeaurespHOCTH pekomeHAami (YYP)

C (ypoBeHB AOCTOBEPHOCTH AOKA3aTEABCTB

(YAA) - 5)

Kommenrapun: swao6s: nayuennos ¢ al YC necney-
ugpuursr. B debrome sabonesarie moscen npomexants co crep-
MBIMU KAUNUECKUMY NPOAEACHUAMY [2].

2.2 Dusuraavroe obcredosanne

oMbl peKOMEHAYEM IIPH OCMOTPE HAIIHEHTOB C ITOAO-
spernem Ha al VC OIleHITh HAANYHE: MOBBIIICHHON
TEMIIEPATYPHI TEAd; H3MEHEHHA KOKHBIX IIOKPOBOB
(bAaeAHOCTD, KEATYXA, TeMOpparun); mepudeprde-
CKHX OTEKOB; BA@KHBIX XPHIIOB IIPH AyCKYABTAIHN
AETKUX; PACIIHPEHHUA TPAHHIL CEPAIIA; TIOBBIIIEHHOTIO
APTEPUAABHOIO AABACHIA; TAXHKAPAIH HAH HAPYIIIC-
HUH purMa cepana [1, 2].

YYP C (YAA - 5)
2.3 Aabopamopusie duaznocmuneckue uccredo8anus

B cassu ¢ omeymemsuem cneyugpuueckux: sabopanmopix
Maprepos ouacros al Y C moscen Gvime yemarosaen 1moaK0
nocae muyanensiiozo 06ce006anua nayuena, Komopoe no-
360111 UCKAI0UUIL N10061¢ OpY2ile NEPSUUILbLE U 6720pUY B
TMA [3, 15, 24, 35, 37-50).

*  MbI pekOMEHAYEM BCEM IAIIMEHTAM C IIOAO3PEHUEM
Ha TMA BBITOAHATH Pa3BEPHYTHINA OOIIHIA (KAMHH-
YCCKHUIT) AHAAM3 KPOBH C OIPEACACHHEM KOAMYC-
CTBA TPOMOOIIUTOB M IIPOLEHTA IIHU30IHTOB, OHO-
XHMIYCCKIH OOIIETepaIeBTHYCCKII aHAAN3 KPOBI
c onpeaeAeHreM KpeaTnHuHa, akTuBHOCTH AAT
U HCCAEAOBAHUEM YPOBHA OUAUPYOHHA CBOOOAHOTO
(HEKOHBIOTHPOBAHHOIO), HEIIPAMOI aHTUTAODYAH-
HOBBIH TecT (TectT KymbGca) u mpsaMoit aHTHTAOOY-
AUMHOBBIH TecT (pAmad poda Kymbea) [1, 13-15,
35, 37-39].

YYP C (YAA - 5)

Kommewnrapun: B eryuae NLALA Ges nmpomboyumone-
Hit 0 nOmpebaeH U IPOMOOYUII08 MOINCHO CYOUNID 10 CHUNCE-
Ut ux wucaa >25% om basansrozo YposHa (ecau ussecier).
Y nayuenmos ¢ anemueii o naauuuuy MAL'A ceudemens-
cm8yem noswimenneii yposens AAL u/ wau wusoyumosa
(wusoyumer>1%) [1, 13-15, 35, 37-39].

e Ml peKOMEHAYEM y HAIMEHTOB C IOAO3PEHHEM
na TMA B cayuae nopmaabroit aktusaHOCTH AAI
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B KPOBH IIPOBOAHUTH HCCACAOBAHUE YPOBHSA TAIITO-
rAOOMHA KPOBH KaK OOAEE 4yBCTBUTEABHOTO MApKepa
remoAnsa, gem AAL [37].

YYP C (YAA-5)

Kommewnrapun: npu nodosperuu 1a TNLA Heobxodumo
onpedesertue 6cex: ykasarirerx Maprepos eemontsa (AAL, wu-
30U, 2anmoe06u), NOCKOALKY 8 07ICYIICHIBUE USMEHEH U
001020 U3 HUX U HEBLINOSHENHBIX UCCAC006aNUAX 06)X Op)-
auxc duaznos TVMLA yemarosum nesosmoncro (1oxcroonpu-
yamenvustii pesyavmam!) [37]. Tlpu nodosperun na TNA
He00X00UMO 1maKice 8611n0AHAN pearyuro Kymbea o ue-
KAI0YeHUA UMMYHHOU Npupods: cemoausa. Y nayuennos
¢ MALA u mpomboyumonerueii OLLLT uan unsie npustaru
nopasicerua noex u/ wan cumnmome nopasicerus 0pyeux op-
2ar08 cayseam ocosaruem a8 ouacrocmury TNA.

*  MbI peKOMEHAYEM IAIIIEHTAM C CHMIITOMOKOMIIACK-
com TMA ycranasamsats Amaraos al'VC, Toapko
nckArounB Anargossl STEC-I'VC u TTTI, a Taxxke
sroprunsix TMA [1, 15].

YYP B (YAA -3)

MBI peKOMEHAYEM BCEM ITAIINEHTAM C IIOAO3PEHUEM
ma al'VC u npusnakamu nopaxenus 2KKT, oco-
OernHO nMeromnnm auapero, nckarogats STEC-IVC;
BBIITOAHATH AAOOPATOPHBIC NCCACAOBAHHSA CACAYET
B IIEPBBIE CYTKM IOCIINTAAM3AIINN AO HAYAAd AHTH-
OakrepuaApHOI Teparun |2, 39, 51].

YYP B (YAA-1)

KommenTapum: nockoasky oxoso 30% nayuenmos
¢ al' Y C 6 debrome bonesiu umerom cumnmomer noparcerus
IKKT, neobxooum cxpunune na STEC-I'YC. Tlocaednud
0CHOBaH Ha HOeHmudurayuy 6030y0umes (noceg Kasa) uau
onpedenernuu muea-moxcuria menodom IILIP 6 cmyae uau
pexmanvrom MasKe, 8 cv180p0nIKe KPOSU — litea-1m10Kcua uau
AHIIUMIEN K AURONOAUCAXAPUDY Hab01ee PacHPOcIpatielHozo
6 danrom peenore cepormuna E. Coli (6 Poccuu— O157:H7)
/2, 35, 39, 51].

e MEI peKOMEHAYEM BCEM IIAIIIEHTAM C IIOAO3PEHUEM
Ha al'VC ompeaeaeHne akTUBHOCTH METAAAOIPO-
tenHassl ADAMTS-13 B maasMe AAfL HCKAIOYCHISA
TTII (2, 37, 39, 52, 53].

YYP C (YAA-5)

Kommenapum: onpedeserie axmusrocnu ADANMITS-
13 nossoasem vemro dugppeperyuposame TTT1 u al VC.
Arxnusrocne ADAMITS-13 cocmasasem 50-150% 6 3a-
sucuMocy om memoda onpedeaenun. Eé depuyunm co cnu-
scerem <10% cayscum Ouazrocmuneckum Mmaprepom
TTTIL. I'lpu axmusrnocmu gepmenma <10% onpedensnm
anmu-ADAMTS-13-uneubupyromue anmumena. Vix na-
Jauue — mapkep uduonamudecxor (aymoummynrion) TTII,
omecymemeue — nacaedcmesennod. I Tpu arbeex opyeusx: TNLA,
sxarvaq u al YC, axmusnocme ADAMTS-13 scezda
boavute 10% [2, 35, 37, 39, 52, 53]. I1pu ucxarovenuu
smopuunsrx TMA ADAMTS-13 >10% nossonnem dua-
ertocmuposan al Y C. Axmusrocms ADAMTS-13 caedyem
onpedessny 00 Havana nAAMONIEPani.

o Ml pEKOMEHAYEM B CAyHYaE HEAOCTYITHOCTH OIIpe-
aeaernd akrusHOCT ADAMTS-13 B m1Aa3Me kKpoBH
AN HEBO3MOKHOCTH OBICTPOTO €TI0 BBIIIOAHEHHSA

y marenToB ¢ TMA o TSKeCThIO COCTOAHHA, 00-
YCAOBAUBAIOIIETO YIPO3Y KU3HU HAU BBICOKHI
PHCK THKEABIX IIOYCYHBIX U/HMAN BHEIOYCIHBIX
OCAOKHEHHH, HCIOAB30BATH IIPABUAO, B COOT-
BETCTBHI C KOTOPBIM 3HAYEHHA KPEATHHHHA KPOBU
>150 mrmoAb/A (1,7 MI/AA) B COYETAHNE € YHCAOM
poMGornToB >30000/1 MKA IIPAKTHYECKH HCKAFO-
uarot Anaraos TTTI [54-57].

YYP B (YAA - 3)

e MeI peKOMEHAYEM BCEM ITAITUEHTAM C IIPEAITOAATAE-
MbeiM Ararao3om al'VC mpoBoAnTs 0bcAeAoBaHME,
HAIIPABACHHOE HA HCKAIOYEHHE HAHOOAEE IaCTO
BCTPEYAFOINUXCA B KAMHUYECKOH ITPAKTHKE BTOPHY-
wbix TMA (tabania 1) [38-50].

YYP C (YAA -5)

Ta6bnuya 1

Hawn6onee yacTtbie BTopuyHblie TMA 1 noaxogpl
K X NcKnouenunio [38-50]

3aboneBaHusA

Mopaxopbl K NCKOUYEHNI0
1 COCTOAHNA

BbepemeHHoOCTb
1 ee OCNIOXKHEHNA:
HELLP-cnHgpom,

CpoK rectauuu, Tect Ha 6epeMeHHOCTb
B MaJSIOM CPOKe, GepMeHTbI NMeyeHu

npesknamncms
CncremHan AHTUHYKNeapHbIn pakTop Ha HEp-2
KpacHas BoMYaHKa, KneTKax, NaHenb aHTUALEPHbIX aHTUTeN,
cKnepogepmus, aHTuTena K AsycnupansHon HK,

aHTndochonMNUIHLIN
CUHAPOM

aHTUTeNa K KapAoUMUHY, BOTYAHOUHbIN
AHTUKOArynaHT aHTu-B2-MM1-aHTuTeNa

BUY-nHdekyua MonoxwuTtenbHble pe3ynbTaTbl UMMYHHO-

6noTTVHra Ha BUY-nHdekumio

3nokavyecTBeHHas AHaMHe3 apTepuranbHON rMNepToHNK,
apTepuanbHas XapaKTepHble M3MEHEHA MMa3Horo fHa Npu
rMnepToHus odTanbMOCKoNuK, aneKTpokaparorpadum,

axoKapauorpadum

3110KayeCcTBeHHble OHKOMapKepr, OHKOMOUCK

HOBOOGpPa3oBaHuA C UCNONb30BaHNEM Pa3NYHbIX
BU3yasIM3MPYIOLLMX METOAOB

TMA, AHaMHe3 nekapCTBEHHON Tepanuu:

accounmpoBaHHas AHTMOMOTKKM, NPOTMBOOMYXOJEBbIE

C nekapcTBamm cpepcTBa (Mpenapatbl MAATUHDI,
nHrnéutopbl VEGF), Hrmbutopsl
KanbLMHEBPVHa, NpenapaTtbl UHTepdepoHa,
aHTMarperaHTbl TKIOMMANHOBOIO PAAa,
opanbHble KOHTPaLenTUBbI 1 Np.

TpaHcnnaHTaumna CooTBeTCTBYIOLMIN aHaMHe3

KOCTHOro mos3ra
N CONNAHbIX OpraHoB

¢ MEI PeKOMEHAYEM BBIIIOAHATH KOMIIACKC HCCACAOBA-
uuit A anarsoctukn ABC-cnHApoMa BeeM mariu-
erram ¢ moposperuem Ha al'VC, 0cOOEHHO B CAY-

YafX PasBUTUA IOAMOPIAHHOW HEAOCTATOYHOCTH,

Aas uckarouerns ABC-cuuapoma (2, 39, 41, 58, 59].

YYP C (YAA -5)

KommenTapum: s omauyne om al YC, npu ABC-
CUHOPOME MUKDONIPOMOO0GDA306arIe 00Yc108.16HO aKnIUsa-
yuetl nAGIMENHO20 36¢Ha KOAZ)AAYUL ¢ NOCAeIY10tel] 670U Y-
Hotl axmusayuerl PUOPUHONU3A, a He NOPaNceHUeM IHOOMeN U,
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NPUBOOANUM K armusayul 1 nompeoaeHu mpomooyunios
[58]. Az ouaerocmuxu ABC-cundpoma noxasato onpede-
JeHe 6 KPoSU axmusuposariioeo Yacmuuozo mpomeonia-

CIIUNO0B020 6peMeNt, NPOMPOMOUHOBOL0 U 11POMOUI0E020

spemer, uccaedosarie yposHa dubpurozera, onpedeserie

axmusrocmu armumpomburna I (AT 1) u xonyenmpa-
yuu A-oumepa uau pacmeopumeix GubpuHMoHoMepHsLx

Komnaexcos. B boavauncmse cayuaes al YC noxasamenu

Koazyaozpammer e usmenens: [2, 39, 41, 58, 59]. Oo-

axo al YC moncen ocaosmcrumoca ABC-curndpomon, umo

Hatidem ompancene 8 YONUHEHUI BPEMEHHLIX NAPAMENIPOS

COCPMILIBatIUA KDOBU, CHUNCEHUU KOHYeHmPayul Gubpurozera

u ATIIL, yeeanuerun codepycarnun A-dumepa. Couematie

al YC ¢ ABC-cundpomom 603smoncHo u3-3a 17161020 63atMo-
0eticrBuUA CUCIIEM 2eMOCINA3a U KOMNACMENNd, CHOCOOHBIX

83aUMHO aKmusuposams 00Ha opyeyr [60)].

e MeI peKOMEHAYEM CKPUHHHT Ha BhIABACHHE Aeek-
TOB CHCTEMBI KOMIIAEMEHTA, OIIPEACAAEMBIX HA OC-
HOBaHUH nccAeAoBarns yposHeit C3 u C4 komrro-
HEHTOB KOMIIAEMEHTA B CHIBOPOTKE KPOBH, BCEM
IAITHEHTAM C IIpeArroAaraeMeiM Auaraosom al' Ve
[1, 38, 39, 41, 42].

YYP C (YAA-5)

Kommenrapum: sasicivii donoanumensiviin meno-
dom 6 ouacrocmuxe al Y C asamena onpedenerue cooepocarius
6 KPOU KOMIOHEHINO8 KOMINACMEHIIA 1 PaKimiopos, pezyau-
DPywmux axmusnocms ALK [1, 38, 39, 41, 42]. B py-
PUNIHOT KAUHUYECKON NPaKmuKe cezo0s 00Cmynio Ay
onpedeneriue 6 kposu C3 u C4 Komnorern06 Komnaemennia.
Cruncertue cooepocanus C3 npu nopmansriom yposre C4,

yKasvisaromee Ha axmusayur ALK, ommedaemen He boqee

uem y 50% nayuenmos ¢ al YC u mooncem cayscunms 0o-

NOAHUIMENBHBIM aPYMENNoM 6 104s3) duaziosa [61-65].
Hopyanvneiii noxasamens C3 ne uckawuaem ouaznosa
al VC.

o MBI peKOMEHAYEM OIIPEACACHIE COACP/KAHIS AHTH-
teA k CFH (amtu-CFH-amtureaa) Bcem marmeH-
TaM ¢ TpeAnoaaraeMeiM Amaraosom al'VC aas mc-
KAIOYCHUSA WA ITOATBEPIKACHHSA AyTOUMMYHHOTO
(anturespHoro) Bapuanta al' VC, 3a0upas Kposb
AASl IX OIIPEACACHHS AO HAYAAA IAA3MOTCPAIIHIH
[1, 39, 42].

YYP A (YAA-2)

Kommewnrapuw: aymoanmumena k CEH obnapysrcu-
satonm y 5-20% nayuenmos ¢ al ' YC, 6 mom wucne uy 63poc-
avix [5, 7, 61, 66, 67]. Aedicmsue anmu-CEH-anmumen,
ceasarnvex ¢ depuyumom CEFH-ceasannvix beaxos 1 u 3
(CEHRT u CEHR3), sosnuxaronyum scaedcmsue mymayuti
COOMIBENICIIBY 10U UX 26106, NPUBOOUNI K U3OBINOUHOL AKINUGA-
yuu ALK, Y 90% nayuernnos ¢ anmu-CEH-anmumenamu
noarocmeoro omeymemeyronm CEFHRT u CEFHR3 wus-3a z0-
Mosuzomoll deseyun 6 cenax smux beaxos. Ceoegpemeririoe
swrasaene armu-CEH-anmumen umeem saoicnoe snavenue
0414 66100pa MaKmuKy aeerus.

e Mmr pexomenayem ycraHaansath amaraos OIIT
y manuenToB ¢ mpearrosaraembiv al'VC na ocHoBa-
nun oobrenpurATex kpurepues OIIT [68].

VYP C (YAA - 5)
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2.4 Hucmpymenmanvnsie duaznocmuseckue
uccaedo8anus

Chneyugpuuecxas uncmpymenmansias QuazHocmura 044
al Y C ne npedycmonpera.

* MBEI peKOMEHAYEM TAIINEHTAM C 9KCTPAPEHAABHEIMI
npospAeHnsmMy al'VC AOIIOAHHTEABHOE OOCAECAOBA-
HIHE C HCIIOAB30BAHNEM BH3YAAH3HPYIOIINX METOAOB
MCCACAOBAHUSA TI0 TIOKA3AHHAM, OITPEACAACMBIM Ha-
AMYHEM KATHHKO-A2DOPATOPHBIX IIPH3HAKOB IIOPa-
KEHUA TOIO HAU HHOIO Oprasa [2].

YYP C (YAA -5)
2.5 Huwvie dnaznocmuseckue ucciedo8anus

e Meur pexomenayem maruentam ¢ al'VC aas moa-
TBeprkAcHNA ArarHo3a TMA B COMHHTEABHBIX U HE-
ACHBIX CAYYafX BBIIOAHATH OMOIICHIO ITOYKH IIOA
KOHTPOAEM YABTPa3BYKOBOTO HCCAECAOBAHUSA C I1a-
TOTHCTOAOTHIECKHM HCCAEAOBAHUEM OHOIICHIHOIO
matepuaaa [26, 45, 49, 69, 70].

YYP C (YAA-4)

KommenTapum: Guoncus nouxu e asagenia 0673a-
meavtioll 014 ouaztocmuxy al YC, nockoavky us-3a mpom-
Goyumonenun conpancena ¢ 661C0KUM PUCKOM Kposomrederiii
/35, 69]. Kpome mozo, negppoduoncus mosmem cmams cn-
Myom donoanumensvron axmusayuy ATIK, umo mosncem
cnocobemeosanm eerepausayuy TNMA ¢ passumuem sxe-
mpaperanvioeo nopaserus. Pemernne o nposederuu buoncun
NOYUKH U €20 CPOKaX. ) Kanedo2o KOHKPenI1020 nayuenmia cmpozo
unousudyanviio. buoncus nouxu ne noxasana nayuenmam
¢ cemetinoni popmoti al Y C u peyuousamu ocmpon TMA,
NOCKOABKY 8 I cAydanx duaznos ouesuder [69]. Ooraxo
OHa MONCENI HOMOYL 6 6ePUPUKaY U OUAzHO3A 6 (DY UUX
eaywanx [26, 45, 49, 69, 70]:

— Heobxodumocms onpedenernun npuuuns: OLILT npu co-
Muenuy 6 duazrose al Y C;

— Omcymemesue noanozo 1abopanopiozo cuMmmoMoKoM-
naexca TMA;

— Maccusrasn npomeunypus y nayuenmos ¢ NLALA u mpom-
boyumoneruenl

— I'lodosperue na smopuunie gpopmer TMA;

— L Ipeononazaeman xporuyeckan TNLA.

e MBI peKOMEHAYEM BHITOAHATH MOAEKYAAPHO-TCHE-
THYECKOE NCCAeAOBaHHE MyTanuii daxropos H, I,
B, C3, tpombomoayauna, MCP martzerTaM ¢ KAn-
HHUYECKH ycTaHOBACHHBIM AnarHosoM al'VC (mocae
uckarouenua STEC-I'VC u TTII) u xynuposanus
1epBoro octporo snmuzoaa TMA, mpu cemeiHbIx
dopmax al VC, npn penmauBax 3a00A€BaHMA, I1a-
rueHTKaM ¢ akymepckum al'VC, manmenTam, KOTo-
PBIM ITAQHUPYETCSA TPAHCIIAAHTAIIHSA IIOYKH, 4 TAK/KE
marmenTam ¢ al'VC, pasuBrmmMca de novo mocae
TparcnAanTauu [42, 59, 69].

YYP C (YAA-5)

Kommewnrapum: cenenuueckoe ucesedosarie cucimems
KOMBACMENINA He ABNACIICA HEOOXO00UMBIM 015 NOCHHAHOEKH
Ouazrosa al Y'C, ne uzpaem poau 6 pemenun 6onpoca o max-
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Tabnuuya 2

MporHo3 npu al'YC B 3aBUCMMOCTM OT BUfa MyTaLuin
B reHax KomnjaemeHTa

Puck cmeptnn Puick Puck
v TIH cvepTM uamn - pe Ba
B MOMEHT p peunan
I Puck TMH yepe3s  nocne
eH ocTporo
peunpusa 3-5ner TpaHcnnaH-
anusopga unn
OT Havana Tauumn
yepes roa 6
one3Hu NoYKN
ot ge6lota
CFH 50-70% 50% 75% 75-90%
CFl 50% 10-30% 50-60% 45-80%
MCP 0-6% 70-90% 6-38% <20%
c3 60% 50% 75% 40-70%
CFB 50% 3/36e3TMH  75% 100%
THBD 50% 30% 54% 1 naumeHT
Bbiwe
AHTU- e AT A y NauneHToB
CFH-AT 30-40% 40-60% 35-60% A —
YPOBHEM

MNpumeyanue: TMH — TepMmnHanbHasa noyeyHasa HeJOCTaTOYHOCTb.

MUKe ACHEHUA 6 MOMEHI OCIIPO2O INU300a U UMeen? AUty
npozrocmudeckoe snaderine, nocKOAbKY N0CAE MMPAHCHAAN-
mayun noYKu pUck peyudusa 3aboesarnus, onpedensonezo
npoeros, sasucum om uda Mymayuti (mabauya 2) [61,
62, 71, 72]. Llosmomy 6 naan obeaedosanus nayuenma
¢ al YC, naanupyrompeeo mpancnaanmayuo noux, 1eobxo-
QUM 6KA104amy 2eremueckoe uccaedosarue. B smom
cayuae, Kpome onpedenenus maxmuxy 6e0erus nayuenma
nocae onepayit, 0Ho MoAcen? NoMOYs 6 6bibope doHopa, 0co-
OeHHO npu 00cyHOaeMoll PoOcmeeHHol mpancnaanmayuy
/35].

I larens eeros kommaemernma, accoyuuposarvix ¢ al YC,
sxaruaen 6 cebs eenvr paxmopos H (CFH), I (CFI),
B (CFEB), C3, membpantozo xogpaxmoprozo npomeura
(MCP), mpombomodysuna (I'HBD), Geaxos, csazantsix
¢ CFH (CFHRT1-R5), a marce zens: duayuseauyepon-
xunaser ncuaon (DGKE) u ADAMTS13 [35, 41, 42,
59,62, 63, 69]. Caedyem nommunts, umo omcymemsue zere-
muueckux degpexnnro e uckaraen duacrosa al Y C, ocoberio
npu cnopaduyeckoli popime 3ab0.1¢8arHuA.

3. AeueHmne, BKAFOUAA MEANKAMEHTO3HYEO
Y HEMEAUKAMEHTO3HYIO TEPAIINH, AUCTOTEPAIIHIO,
00e300AMBaHNEe, MEAUITMHCKHAE TTIOKA3AHUA
U IIPOTHUBOIIOKA3aHUA K IIPUMEHEHHIO
METOAOB A€UEHHUA

Llenamu mepanuu al YC, nomumo obecneuerius ay4med
BLINCUBACMOCIIU NAYUCTINOE, A6AAIONICA UHLUOUYUA HEKOH-
MPOAUPYEMOU aKmUBay Uy KoMuaeMernma, npexpayerie
MUKDOYUPKYAA10P1020 1mPOMb00GPaso6artiug, Kynuposariue
Kaunuko-1abopamopnsrx npoasaenutt TNLA, coxpare-
He U yayuuenue PyHKyun nopaNcenvX opeanos (6 mom
yucae, npedomepanmyerise passunug mepMunaIbol novey-
HOTL He00CIamouocm, usbasaerie om nOmpedrocnu 6 Oua-
JUSHBIX ME00ax AeUeHUSA, HeOOnyujere nopaceHus opyeux
BHYMIPEHHUX Op2aros, KpoMe noYex), Yayuuienne Kavecnsa

swecusu nayuennos. Aaeopumm sedernus nayuerma ¢ al YC
npedcmasaers 6 «I Ipunosceruu by, n. 3.

3.1 Ilrasmomepanus

o MBI PEKOMEHAYEM IIPOBEACHHE IAA3MOTEPAIIHH
B BuAe mmaasmoodmena (I1O) B kagectse Teparmn
IIEPBOT AMHIH BCEM ITAITHEHTAM C IIPEATIOAATACMBIM
amarnosom al'VC nam permansoMm 3a00AeBaHuA,
€CAH AHATHO3 OBIA YCTAHOBACH PaHEE, B OKHAAHHIN
pesyapratos obcaeaosanud Ha STEC-I'VC u ompe-
Aeaerns ADAMTS13 AAfl CHIKEHHSA BBIPAKEHHOCTI
KU3HCYTPOKAIOIINX IIPOSABACHIN Ooaesuu 39, 41,
42,59, 69, 73-76].

YYP B (YAA-1)

o IlanmenTam c mpearosaraembiv anaraosom al'VC
MBI PEKOMEHAYEM IIAA3MOTEPAIINIO B BUAE TPAHC-
ysnii ceezxesamopozkernoit maazmel (C3I1) Toabko
pu HepoctynHOCTH [1O HAM HEBO3MOKHOCTH He-
MeAAeHHOTO ero Havaaa [39, 41, 42, 59, 69, 73, 74,
77,78].

YYP C (YAA-3)

Kommenrapuw: y nayuerinos ¢ nodosperuem wa al YC
IMAPUPUHECKYIO NAAZMOTIEPANIIO CACIVeN! HAUUHANL 6 TIeYe-
nue 4-8 uacos om momenma xoncmamayuu TNMA u nposo-
Qume 00 nodmeepscoerua duaznosa. Ilpednoumumensuvim
aeanemen pescuma 110 [39, 41, 42, 69, 73, 74, 77], xo-
10pBITE NO3BONAEHE YMEHBULUNIL DUCK NEPEDYIKU 00BEMOM,
UII0 0COBEHHO 6aNCHO Y NAYUEHINO06 ¢ 0AULYDPUell, NOPaNceHieM
LIHC u cepoya [69]. I Ipumenernue naasmomepanuu npuseso
K CHUMCCHILIO CMEPIIIHOCIHIY 8 MOMEH! 0cnmipozo snusoda TVLA
npu al YC 1a 50-60%, odnaxo e npedomepangaen peyi-
Qugst saboesaru u npocpeccuposarue XbI 1 ¢ docnmumcernem
mepmuHansiod noveurnod edocmamourocmy (61, 79]. I 1pu-
HUMan 60 6HUMarue noasAeHue npenapana 0411 nanozere-
mmeckod mepanuy al Y C — sxyausymaba — Amepurarcoe
00ugeci160 agepesa UMEHUN0 Kamezopuro mepanesnumeckozo
naasmoobmera 0ax al Y C ¢ 11 (mepanus émopoii auruu)
#a 11 (pose 110 mouro ne yemarnosaena) [42, 80]. Odnaxo
omicymicmse nOAHOM 00CHIYNHOCHIN KOMNACMEHI-0A0KUDY10-
weli mepanun 011 nayuernos ¢ al YC 6 nameli cmparte daen
ocrosarua coxparname 110 xax mepanurw nepeoti auru.

o [lamuenram ¢ mepsbiM amm3oaoM al VC mam ero
PELIAIBOM, HE ITOAYYAFOIIUM 9KyAU3YMaO, MBI pe-
KOMEHAYeM ITpoBOAHNTH Teparmio 1O ¢ obbemom
sxcdysun u samerrenus C311, pasaom 1,5 o6pemanm
LEpKyAnpyromeil maasmsl (60-75 MA IAa3MbI/ Kr)
AASl CHIDKCHHSA BBIPAKCHHOCTH KAMHHYECKIX IIPO-
aBAeHN 6oaesHn [39, 41, 42, 59, 69, 73, 74].

YYP C (YAA-5)

* Mnr pexomenayem 1posoauts Tpancdysun C3I1
u3 pacgera 25-30 MA/Kr/cyT B CAy9ae HEBO3MOIK-
HOCTH HE3aMEAAUTEABHOTO mposeAeHuA 11O Aad
CHIDKCHHSA BBIPAKECHHOCTH KAUHIYECKUX IIPOSBAC-
uuit 6oaesnn (39, 41, 42, 59, 69, 73, 74].

YYP C (YAA -5)

KommenTapum: pumepusmu sgpgpexmustocmu naas-
Momepanuu cAyHcan HopManrusayus wucia mpomooyun1os
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u nopmanusayus AAL. L1podosscumensrocmes severnus

C3I1 ne onpedenena, odnaxo noxasaruem K npexpauserro

NnAASMONEPanityt A6AAe171CA HOPMaabHoe KOAUUECII80 1IPOM-

boyumos u yposerv AL 6 meuerne 2-x oned nodpad /80,

a marce crudmcerie Kpeamuniia Kposu re Meree wem ta 25%

om1 uexo0Ho0zo yposua nocae 5 ceancos 110 [81, 83).

e Mmr pexomenayem mpekpatuth Aederme C3II1
1 HA4YaTh ITATOI€HETHYECKYIO KOMIIAEMEHT-OAO-
KHPYVIOIIYIO TEPAIIHIO 9KYAH3YMAOOM IaIlNEHTAM
¢ moaTBepxAcHHEIM al VC 1 oTcyTcTBHEM OTBETA
Ha IIAA3MOTEPAIIHIO ITOCAE 5 ITPOIIEAYP TOAHOOOD-
emuoro 1O mam marnuenTaM, ACMOHCTPHUPYFOIITUM
ITAQ3MO3aBUCHMOCTD, AAl AOCTHAKEHHA PEMICCHI
u yaygmmenns nporaosa [39, 41,42, 59, 69, 81, 84].
YYP B (YAA-2)

oMbl pexomenayem mrpoBoants Teparuio C3I1 B kom-
OMHAIINHI C TAFOKOKOPTHKOHAAMU HAU HMMYHOAE-
IIPECCAHTAMHU ITalueHTaM ¢ ayroumMmyHHBIM al VG,
AMATHOCTUPYEMBIM HA OCHOBAHUU OOHAPYKCHHA
arru-CFH-amrurea [42, 59, 69, 85, 80].

YYP C (YAA-5)

KommenTapum: seuerue aymourimymrozo al Y C mpe-
Gyem couemanua nAaIMOMEPANIU ¢ 2A10KOKOPIIUKOUOAMH
(I’ KC) usonuposariro uan 6 couemanu ¢ yunocmanmuxamu
[35, 42, 59, 66, 82, 86]. Aobasaenue x naasmomepanuu
I'KC yuxnogpocparuda uan pumyrcumata mosncen: ymers-
wumo puck cvmepmu uau docmumcerius XbIT 4 cmaduu
6 meuertue nepsozo 20da ¢ 59% 0o 24%. I lodoepacusarmas
ummynocynpeccustias mepanug 1’ KC, asamuonpurom uiu
MUKOPDEHONaIOM MOPDemuia 6 0anvieliuem yMervulala
o0HonemHull puck peyudusa ot gpopmer al YC ¢ 21%
0o 8% [86].

3.2 Ilamozenemuueckas komniemenimn-
Oroxupyromas mepanus

oMbl pekOMEHAYEM HA3HAYCHHCE SKYAHU3YMaOa IIaIH-
eHTaM ¢ HOATBepKACHHBIM al VC AAfl CHIKEHISA BBI-
PaKEHHOCTH KAUHHYECKUX IIPOABACHUI OOAC3HI,
PHCKA CMEPTH U YAYIITIEHHA IIOYEUHBIX HCXOA0B [20,
39,41, 42, 69, 78, 84, 87-91].

YYP A (YAA-2)

KommenTapum: 6 ocrose mepanesnueckozo 3gpgpexma
9@./1%.9}]\452551 JAeNHCUI Ppexparyerite MUKDOYUPKYAANOPHO20
1mpoMb00GPasosariig 6caedcimsie G.10Kadbl 1HeKOHIPONUDYeMOl
arxmusayuu ALK TIpy doseospemerirom npumerenus IKy-
AU3YMab npedomepanyaen peyuduss ocmporl KoMnaeMer-
onocpedosarnron TNA [92].

o MBI peKOMEHAYEM ITPOM3BOANTD BAKIIMHAIIHEO IIPO-
T Neisseria meningitidis BakuHOMH AAd Ipodu-
AAKTHKH MCHHHTOKOKKOBEIX HH(DEKITHI CEPOrPyILI
A, C, W, Y, moAncaxapuAHOI, KOHBIOTHPOBAHHOM
Bcex marenTos ¢ al'VC 3a 2 meaeAn AO 1TepBOTO
BBEACHUSA SKyAu3ymMaoa [2, 69, 93].

YYP C (YAA-5)

Kommewnrapun: npu taoxade C5 xomnonenma kom-
NACMEHINA NPENAPariom SKYAUIYMAab Hapyuaencs UMMyH-
1Ll 0116€71 1A HEKOMIOPbIe UHKANC)AUuposariivie baxmeput,
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6 nepsyr ouepeds Ha 0dur u3 6udos INeisseria — Mmeruzo-

Koxk. B ceasu ¢ smum oaq mpogpusaxmuru menurzokokko-

6011 UHGDEK YU 60 6PeMA J1eUeH A IKYAUIYMADOM, NaAYueH106

¢ al Y C reobxodumo ummynusuposams 0o nauaia mepanyu

/2, 69, 93].

e Msr pexomenayem maruenTam ¢ al'VC, umerornum
IIOKA32aHHA K CPOYHOMY HAYAAY ACUCHUS IKYAU3Y-
MaOOM, KOTOPOE HCKAIOYACT BO3MOMKHOCTD IIPCA-
IIIECTBYIOIIEH BAKIIIMHAIIIH IIPOTHB MEHIHIOKOKKA,
IIPOBOANTD AHTHONOTHKOIIPOMDHAAKTHKY ITperapa-
TaMU, IIPOHUKAIOIIIME Yepe3 reMatosnredasmnde-
CKHit Gapbep: HUIPOMDAOKCAIINHOM, TEHAIITAATHOM
HAU AMOKCHIIIAAHHOM, Iedparocopunamu 111 mo-
KOACHHSA C IIEABIO IIPEAOTBPAIICHNA MCHUHTOKOK-
KoBoI nudeknuu |2, 69, 93].

YYP C (YAA -5)

KommenTapum: vreuerne anmubuomuxamu Heobxo-
0UMO Hauunams 00Ho6peMento ¢ 6aKyuayuet u nposoounts
He Meree 2-X 16081t 6 CAYUAAX, el 6aKyUnaluo nposodan
6 Oern nepeotl ungysuu sy auymada. Heobxodumocms npo-
DUAGKNIUUECKO20 HASHAYEHUA AHINUOUONIUKOS 06)CA06.1¢HA
omeymemeuem saxyurivr npomus cepomuna B N. meningitides,
6 C6A3U ¢ HeM nposederie BaKyUayuiL NOIHOHIbIO He UCKAI-
daem paseuniusa Mmerumneuma [69).

e [lammenTtam ¢ al'VC MBI peKOMEHAYEM Ha3HAYAThH
9KyAH3yMa0 B CTAHAAPTHBIX AO3UPOBKAX, HE 3aBU-
CAINUX OT MACCHI TEAA B COOTBETCTBUHU C HHCTPYK-
I 110 TPUMEHEHHIO ACKAPCTBEHHOTO IIPerapaTa
aaf poctrxenns apdpexra aevenns [20, 39, 41, 42,
09, 88, 89, 94].

YYP A (YAA-2)

Kommenrapum: pescun dosuposarius npenapanma npeo-

cmaser 6 mabanye 3.
Ta6bnuua 3

Pexxum po3npoBaHua aKynusymaba y naumeHTos c al'YC

NHAYKUNOHHDBIN MoppepxmnBaiowas
nepuop Tepanus
MaymeHTbl Mo 900 mr 1 pa3 1200 mr yepes Heaento
CcTapue B HeJleNio B TeYeHne  Mocsie 3aBepLUeHnsa Kypca
18 net 4-x Hepenb VHAYKUMK (5-9 Hepena

Tepanun). lanee no 1200 mr
Kaxzable 2 Hefenn

* MBpI HE pEKOMEHAYEM ITOCAE AOCTH/KEHIA PEMICCUI
KOMIIAEMEHT-011ocpeAoBarHol TMA oTMeHy skyAn-
3ymMa0a IaIrueHTaM C BHIABACHHBIME IIPU T€HETHYE-
CKOM HCCACAOBAHHU MyTALMAMU ICHOB (DAKTOPOB
xomraementa CFH, CFL, CFB, C3 [42, 69, 92, 93].
YYP C (YAA-5)

Kommenrapum: 7o docmuncernun pemuccuu al'VC
603MOdCHA 0mMena IKYAUZYMaba, xomA npumepro y 30%
nayuennos nocae npeKparyeriua mepanuil pazsusaenica peyu-
ous TMA, vame 6cezo y nayuenmos, umeromux Mymayiut,
accoyuuposannie ¢ passumuem al Y C. Ilosmomy daa obo-
CHOBANI020 peterus 00 omMere npenapania noKasaro eeme-
mudeckoe ucenedosarie cucmemst komnaemerma [42, 69, 86,
92, 93, 94-96).
oMbl peKOMEHAYEM TIIATEABHOE HAOAFOACHUE ITAITH-

EHTOB B CAYYAfX OTMEHBI 9KYAH3yMaOa C MOHHTO-
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puUpOBaHHEM OOIIEro (KAMHHYIECKOIO) aHAAW34A

MOHYH, OOITIETO (KAMHIYIECKOTO) AHAAU3A KPOBH, HC-

CAEAOBAHHEM YPOBHS KPEATUHIHA 1 OIIPEACACHIEM

AKTUBHOCTHU AAKTATACTHAPOICHA3Hl B KPOBH B TEUE-

Hue He MeHee 12 HeAeAb C IEABEO CBOEBPEMEHHOM

AMATHOCTHKI BO3MOKHOTO permAnBa al' VC u Bo3-

OOHOBAEHHA KOMIIAEMEHT-OAOKHPYIOIICH Teparmu

[69, 92, 95, 96].

YYP C (YAA-5)

e Mer peKOMEHAYEM ITPOBOAUTH ACUYEHUE SKYAH3YMA-
OoM He MeHee 3 MeCAIeB ITOCAE AOCTHKEHHUS pe-
muccnn marenTam ¢ al'VC ¢ OINI, tpebyrormem
IIPOBEACHHA TEMOAHAAH32, ITOOBI OBIAO BO3MOZKHO
OLICHUTH IIOYCYHbII OTBET HA KOMIIACMEHT-OAOKH-
pyrormyro Teparuro [69)].

YYP C (YAA-5)

KommenTapun: xpumepusmu xaurnuyeckoli 3¢ghex-
PRUSHOCHIU IKYAUIYMADA ABAZENICA, NOMUMO HpeKpauyeris
MUKDOAHUONanu4ecKozo eeMoaU3a U HopMaausayul 4ucia
mpomboyums, marxe yayuuerue Gyriyuy noex. Kax npa-
6U10, 26MArnI0N02ULECKIUIL 01I6€N! SHAYUMENBIO ONepecaen?
omeent noweunsitl, 1 nayueHn MoNen? 0cmasantvea OUaaUs-
3aBUCUMBIM 0CIIANIONHO OAUNENBHOE EPEMA NOCAe KYNUPOEa-
tug MALA u mposboyumonenun. B cayuasx samedernrozo
noUeUH020 0mBema NPUHANID pettere 0 NpodoaNCeHUl AUG0
omMene 1mepaniy Modicens oMoy GUONCUS NOUKH.

3.3 Conymcmeyrowas mepanus

e Mpbl HE pEKOMEHAYEM BBIITOAHEHHE TPAHCHY3HH
TpombokonneHTpaTa manueHTaMm ¢ al'VC, He nme-
TOIIUM BBIPAKEHHON TPOMOOIIUTOIEHNN (HCAO
tpombounros HGoaee 20000/ MKA) 1 reMopparnde-
CKHX OCAOKHEHHIT (KPOBOTEUECHHSA) B CBA3H C PUCKOM
yCyIyOACHUA TPOMOOIINTOIIEHNN 1 TEHEPAAUSAIIIN
MHKpOTpoMOOOOpasoBanus |2, 36, 37, 42, 69, 74|.
YYP C (YAA-5)

KommenTapum: mparcgysuu mpomboyunios mozym
yeuaumy npogsaenus TMA y nayuermos ¢ al YC, nposo-
yupya danvreduiee nompeberue mpomMooyunos u, ciedosa-
1eNBHO, NOMEHYUDPYA 1IPOMO00ODPA306aHHE 8 COCYIax MUKDO-
yupryamoprozo pyeaa. I parcgbysun mpormboyunios noxasara
AU NPU Pa3sunini Kposoneueusa i npu ucnoas308anu
UHBASUEHBLX 6MEUUAINIENBLINE ¢ 6bICOKUM PUCKOM KPOBOMIOUH-
socmu |2, 36, 37, 42, 69, 74].

* Mu pexomenayem manuentam ¢ al'VC ¢ rieapro kop-
pekrun skeoit MAT'A (remoraobun meree 75 1/ A)
IIPOBOAHTH TPAHC(Y3UIO IPUTPOLUTAPHOI MACCHI
2, 69].

YYP C (YAA-5)

e MpI peKOMEHAYEM HA3HAYEHUE AHTUTHIIEPTCH3UB-
HBIX IIPEIAPATOB, IPEAYCMOTPEHHBIX PEKOMEH-
AAITIAMH ITO A€YEeHHEIO runepronnu npu XbII,
narerTam ¢ al'VC, nMeronuM apTepuaAbHyro Ii-
nepronuro [97].

YYP C (YAA-5)
KommenTapum: av. pexomendayuu no aeuernuro apmre-
puansnot eunepmonuu npu XbI1.

e Mur pekomenAyeM poBoAnTs Aedenne OI T manu-
earam ¢ al' VC B COOTBETCTBHM € PEKOMEHAAIHAMMI
o aeuennro OITIT [68].

YYP C (YAA -5)

Kommenrapum: avi. pexomerndayuu no OIIL .

o MBI pPEKOMEHAYEM BHIABAATH BO3MOKHBIE TPUITEPHI
3aboAeBanud y Beex marueHToB ¢ al'VC aaf mpoBe-
ACHUS A€UEHHA, HAIIPABACHHOIO HA UX YCTPAHEHHUE
(39, 42,59, 69, 71, 74].

YYP C (YAA -5)

Kommewnrapum: dasice y nayuennos, umenumux zere-
PRUUeCKUTl eqbern CUcmeMpl KOMNACMENHNId, 015 UHUYHAYUN
TNLA mpedyenea sosoedicmsue mpuceepa, uzparmezo pois
«wemopozo yoapa». Haubosee uacmeimu mpuzeeparu 26.14-
HO7ES UHGDEK YUty AKINUEIHOE B0CHANIEHIE, PEHINLEHOKOHNIPACIHI-
Hele npenapanvi, bepeMentocms, Xupypeureckue onepayun
u daowe cimpecc. Awbod udenmugpuyuposariviii mpuzeep mipe-
Gyent Gvicipoeo yemparerus.

3.4 Xupypeureckoe nevenue

K xcupypenuecxory neweruro al' YC ommocumen mparie-
naanmayua (nepecadka) nouKu nayueHmaM, OOCHIHLIUUM 17ep-
Mutiansrotl novedriol redocmamoriocmu (XBI15 cmaduu).

e MbI pEKOMEHAYEM BBIIIOAHATH ITEPECAAKY ITOUKH
narenTam ¢ al'VC, coocTurimmm TepMrHAABHON
rnoueunoil HeaoctatrouHoctn (XBIT 5 craamm)
N HEC UMCHOIITHUM SKCTp’dpeHaAbeIX KAMHHNYECKUX
mpossaeHuit TMA [69].

YYP C (YAA-5)

Kommewnrapum: nayuenmam, docmuzuum mepymu-
HAABHOT NOYEUHOT HEOOCIIANIOUHOCIIN, Nepecadka NOYKH 6bl-
NOANACHICA, €CAl NEPUOD 071 Hadaad OUAAU3A COCINABAACH!
ne meree 6 mecayes [98]. K ocpanuuenusm evinonnenus
nepecadku nouxu nayuermam ¢ al Y C ommocamea kax obuyue
NpOMUEONOKAZaANUA (3N0KAYECIBeNIbIE 1106000PA306aANIUS, AK-
UBHbBIE uﬂgﬁemﬂtu, 7mANCeNBIE XPOHUUECKIe IKCIpapeasib-
Hote 3abonesanus u dp.), max u cneyugpuyeckue oaa al YC:
1POOONINCAIIYAACA AKIIUEAYUA KOMIACMEHINA ¢ BHENOYEY-
HoLMU HPOABACHUAMU U OVICYIICINEUE B0IMONCHOCIIY NPOGDIU-
AGKIMUYECK020 66€0era IKYAUSYMaba nayuenmam epynnet
6b100K020 1 ChedHezo pucka.

* Mgl peKOMEHAYEM BEIIIOAHHTH OLEHKY PHCKA PEITH-
AuBa 3a00AeBaHus (Tadanna 4) mocae orepanuy,
BKAFOUAIOIIYIO, IOMUIMO CTAHAAPTHOTO OOCAEAOBA-
HUS, TEHETHYECKOE MCCACAOBAHHE C IIEABIO HACH-
TH(UKALIIE MyTAIIUH, acconunpoBaHubx ¢ al'VC
(MOAEKYAAPHO-TEHETHUECKOE HCCACAOBAHUE MYyTa-
nuit: dpaxropos H, I, B, C3, pombomoayanm, MCP)
1 OIIPEACACHHUE B AUHAMUKE COACP/KAHHA aHTUTEA
kK CFH — npn antureasrom al'VC nepea Brarode-
HHEM B «/\ICT OKHAQHUM TPAHCIAAHTAIINH ITOYKH
nanuenta ¢ al'VC [66, 72].

YYP C (YAA-4)

Kommenrapum: cmenens pucka peyuousa (ssicoxut,
cpeonutl uau HuKULL) nocae nepecadku NoYKU Y nayuernos
¢ al' YC dononcra onpedeasmoea xax na ocrosanuu pesyns-
HaNIa 2eHENIUMECKO20 THECHIUPOBANIA, 1aK U ¢ YHenOoM KAU-
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Hitueckozo mevenus sabonesarnus, wacmonrt peyuousos TV A
u cemetinoeo anammesa (mabauya 4). Xomsa 6 yesom puck
ONPe0eNSeNICA NPEUMYUYECIIBEN IO IIUNOM MYl Utl, Yac/IUYHO
014 308UCUIN U 011 OPY2UX NEPUIPANCHAAHINAYUOHHBIX PaK-
TOPOB: TANCCN020 UHEMUYECKU-PENEPPDYIUOHHO20 1OBDEKH -
denus mparicnaanmania, 8vicoKUX KoHyeHmpayut 6 Kposi
peyunuerma unenbumIOpos Kaavyuespuid, ocmpozo ommop-
IHEHUA IIPAHCNAAHIIANIA, 0COOCHHO 2YMOPASTBHOE, BUPYCHBIX
ungpexyui [20, 83).

Tabnuuya 4

OueHka pucka peuuausa al'YC nocne TpaHCnnaHTaLmm NOYKmn

Puck passutusa
®dakTop pucka

peungmsa

Bbicokun MyTauun CFH, CFB, C3, CFH/CFHR1-5, peunanBbl
alryC B aHamHe3e, cemeiiHaa popma alryC

CpepHui MN3onnposaHHble myTtauum CFl,
MyTaLum € Her3y4YeHHbIMK dpdeKTamu,
HenaeHTNGULMPOBaHHbIE MyTaLuK,
nepcucTupyoLme Huskme TTpbl aHTU-CFH-
aHTuTen

Husknn MN3onnposaHHble myTaumu MCP, HyneBsble TUTPbI

aHTU-CFH-aHTUTeN B TeUeHMEe ANTENIbHOTO
BpeMeHU

e MbI peKOMEHAYEM BBIIIOAHATH ITEPECAAKY ITOUKH
Ha oHe NPOPHUAAKTUIECKOrO IPUMEHEHUS K-
An3yMaba IMAINEHTAM C YCTAHOBACHHBIM AHATHO30M
al'VC, umerormm CpeAH il U BRICOKHI PUCK PEITU-
AUBA B IIOCTTPAHCIIAAHTAIIHOHHOM IIEPHOAE, ITOOBI
IPEAOTBPATHTD PEITUAHB 3a00AeBaHmA [99)].

YYP B (YAA -2)

KommenTapun: npoguaaxmuyeckoe npurererive Ix)-
auzyMaba 8 epynnax pucka peyuousa al YC Gosee sgpgex-
musHo, wem Jaederue passusuiecocs peyuousa [99]. Ilpeono-
SaA2aAI0N, Y10 ONUNICABHOCHIL NPUMEHEHUA IKYAUIYMaba noce
nepecaoku NoUKU Moscern? Onpeoessnbea i Ha 0CHOBAMUI PUCKA
peyuousa [20, 83, 98] (mabauya 5).

Ta6bnuuya 5

LNuTenbHOCTb IeYeHUs 3KyM3ymabom nocsie TpaHCnIaHTauum
MOYKM B 3aBMCMMOCTU OT pucKa peuupausa al'yC

Puck passutusa
LnuTenbHOCTb Tepanum 3Kynn3ymabom

peungmsa

Bbicokun BBefeHue skynn3ymaba nokasaHo B TeueHne
BCero cpoka GyHKLMOHNPOBaHVA TpaHCMIaHTaTa

CpepHun Yepes 12 mecALeB nocne rnepecagkn noyku
MOXeT ObITb NpeAnpPrHATa KOHTPOMpyemas
nonbITKa OTMEHbI B OTCYTCTBIUE flaXke
CYOKIIMHNYECKUX peLmanBoB

Husknn lMocne nepecagku NOYKM NaLMeHTam MOXHO

He NPOBOANTb CMeLuanbHON NPOPUNAKTUKN
3KynM3ymabom

Hauano aevenun sxyausymabom do mparcniaarmayun
710 chasHeHU0 €O CIRapioM mepaniil nocie onepayui accoyu-
posaro ¢ yayumerinem PYHKyUY peHansozo mparcnianmanta
U cHumerueM pucka nompedrocmu 8 cemoduanuse [100)].
Pescurt mepanuu npu mpancnaanmayuu nouxu npedcmas-

sen 6 mabauye 6 [98).
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Ta6bnuua 6

Cxema NpoduIakTUYECKoro NpMMeHeHNA 3Kynnsymaba
npuv TpaHCNAaHTaLMM NOYKM naymeHTam c al'yC

OeHb 0
900 mr

HeHb 1
900 mr

HeHb 8
900 mr

[eHb 22
1200 mr

Y omdensnvrx nayuenmos ¢ svicoxum puckom peyudusa
1] U1 OCN0NCHEHHBIM 7ICUEHIEM TI0CACONEPAYHOHIO0 NEPUIOa
Mooicen? Gbinmy Uenoav306aria 01ee UHINEHCUSHAA CXeMd 666-
derus IKyau3ymaba (mabauya 7). B cayuae Heobxooumocnu
1po6eOeHUs N0 HCUSHEHHBIM NOKAZAMUAM NAAZMONIEPANUY
Ha gote mapeenot mepanuu IKYAUIYMabom caedyen 660-
Qums 0onoaHumenblbIE 00351 NPENAPANIA 6 COOMEENICIIEUL
¢ urempykyued no ezo npumerenuro [98).
Ta6bnuua 7
NHTeHcnpnumpoBaHHaA cxeMa NpoduNakTUYeCcKoro npumeHeHna
aKynusymaba npu TpaHcNaHTaLMy Nouky nauneHtam c alyC
OeHb 0 OeHb 1
900 mr 900 mr

[eHb 8
900 mr

HeHb 15
900 mr

[eHb 22
900 mr

LeHb 36
1200 mr

e Msur pexomenayem maruentam ¢ al'VC, B mopsaxe
IIOATOTOBKH K IIEPECAAKE ITOYKH U IIPOMDHUAAKTH-
YECKOMY IPHMCHCHUIO 5KyAn3yMaba, eCAH OHU
He OBIAN BAKIIMHHPOBAHBI PAaHEE, BAKI[MHAIIIIO
IIPOTUB MEHUHTOKOKKOBOI, ITHEBMOKOKKOBOII H Te-
MOUAPHON HH(EKINN THIIA b AAS MEHIMI3AITHI
prcka naeknnoHHbIX ocAokuaeHnit [101].

YYP C (YAA-5)

KommenTapum: scex nayuernos, noayuannux iKy-
AU3YMab, CAe0Ven npUsHUEanIs NPOMUE MeHUHZOKOKKOBOU -
dexyunt, a KaHoUOanIo08 Ha MPaAHCHAAHIAYUI NOUKY — enfe
U NPOIIUG NHEEMOKOKKOBOH U 2eMOQPUNBHOU UHPeKYU, IHoe-
JAamenstio 00 tadasa mepanut. Baxyunayurw yeaecooGpasto
nposecii 0o sxaroyerun 6 « lucm omcudaruay. Y nayuennios
¢ al'YC caedyem maroce npumename obufue pexomendayuu
710 npogusarnuKe UHGEKYUIl y peyunuern08 coru0HuX op-
eanos [102, 103]. Kpome mozo, npaxmuyeckue pexomerda-
Yy 10 NEPEUUHON U 61mOPUUHOT PODUAAKINIUKE UHDEKYUL
Y 83pocavix u demedt ¢ al YV C onybauxosars: 6 sude doxy-
Menma «Pesonroyus Mewcoucyunaunaprnozo cosema sxenep-
7106 110 NPOPUAGKIIUKE IANCEALIX UHDEKYUIL ) NaAYUerII0s
C 2CHEIMUYECKUMY HAPYULEHUAMY PeSYAAYU CUCIHIEMBL KOM-
naeMenma, noAydarnuux nmepanio IK)Au3yMabom» [104].
Iocne mpancnaanmayuy saxyunayus awbsivu sHussivi
BaKyuHaM abeor10mHo npomHUeonoKasarid.

e MEI He PEKOMECHAYEM IIPU IEPECAAKE IIOUKHU IIa-
nuentaMm ¢ al'VC ucroAp3oBarb Opraiel OT AOHO-
pOB «C paCH_H/IpﬁHHbIMI/I KPI/ITepHHMH», BBIIIOAHATDH
OIIEPAIUIO IIPH BBICOKOM IIPOLICHTE IIPEACYILE-
creyromux antH-HLA anTHTeA y morenmmaspHOro
perumuenTa nan ABO-HecoBMecTHMOCTH AOHOPA
U PELUIINEHTA B IEAAX IPO(MHUAAKTHKY PEIITAUBA
al'VC B mepecaxennoii mouke [69, 81].

YYP C (YAA -5)

Kommenrapum: pexomvendayusn obyciosaena 6vico-
Kxum puckom peyudusa al Y'C npu mancesom umesmuyecku-
penep@ysuoniom nospeicoerin noUeUHoz0 mparcnaanmand
U Ha Dore anmumeso-0nochpedosantozo ommopHceiA.



Knunmnueckue PEKOMEHAALIMM NO BEAEHNIO B3POCbIX NALMEHTOB C ATUNUYHBIM FEMONIUTUKO-YPEMUHECKUM CUHAPDOMOM

e Ml He PEKOMEHAYEM BEIIIOAHEHHE POACTBEHHOM
nepecaakn moukn naruenTam ¢ al'VC 6e3 renern-
YECKOTO HCCACAOBAHUSA CHCTEMEI KOMITACMCHTA KAK
y PEIHUIINEHTA, TAK U y IOTCHI[HAAPHOIO AOHOPA,
B IIEAAX ITPO(UAAKTHKH HOCTTPAHCIIAAHTAITHOHHOIO
permanBa 3a00aeBanus [65, 69, 72, 81].

YYP C (YAA-5)

KommenTapumn: s Gosvuuncmse cayuaes poocmeen-
Has nepecadka nouru nayuerman ¢ al Y C npomusonoxasana
us-3a nparxmuyecky Heusbexmcrozo peyuousa TNLA 6 mparc-
naanmanme. O0Haxo ona 603MoxcHa, ecau ) Kanoudama
Hal MPaHCnAanMayuro npiu 2eHenueckom Uecae008ani 6vl-
ABAAIMICA Mymiayutl, accoynuposarreie ¢ passunimem al YC,
ay nomenyuansviiozo 0omnopa — Hem. Ecan mymayud, om-
sememeernvix 3a passumme al Y C, He obnapymero 1y y do-
Hopa, HUy peyunuernia, uan 00HapyHeHs 6apuanimsl 2eHo8
¢ HEACHBIM KAUHUMECKUM SHaAYeHteM, POOcmeeran mpanc-
nAaHmayus He noxasand.

¢ MeI peKOMEHAYEM BEIOHPATH HHAYKIIMOHHYIO H ITOA-
AEPKUBAOIIYIO UMMYHOACIIPECCUBHYIO TEPAITNIO
B COOTBETCTBUH C U3BECTHBIMH (PAKTOPAMH PHCKA
OTTOPIKEHUA TPAHCIIAAHTATA AASl PELIUITHECHTOB IT0-
YEIHOTO TPaHCHAaHTATa, cTpasaromux al'VC, us-
Geras IIPH 9TOM BBICOKUX KOHIICHTPALINE HHIHTOUTO-
OB KAABITMHEBPHHA B KPOBH, C IIEABIO HE AOITYCTHTD
PasBUTHA ACKAPCTBEHHO-HHAYLIHpOoBaHHON TMA
TpaHcAaanTaTa [69, 81, 98].

YYP C (YAA-5)

Kommenrapum: y nayuernmos ¢ al YC scenamenvia
UHOYKYUOHHAA 1ePanus anmusuMPoyumapHsiMu anmi-
menamu 0/18 CYUecBenie CHUNCCHUS PUCKA 01mopacers
mparcniarnania. Hpmeﬁeﬂue YuKA0cnopura u makpoau-
Myca Moswent Geinms mpuzeepom passunmua TNLA mparenaan-
mama, Ho 8 HacnioAujee 8pemMa i npenapanivl 0cimaromnia
0CHOBOI UMMYHOCYRDPeccUtl, 7eM GoJ1ee U0 UCnOAb30Batie
CXeM UMMYHOCYNPeccutt Oes 1Hux e npusoount K sHauumomy
cruceruro pucka peyuousa al Y C nocae mparcnaanmayuu
[105]. Y peyunuermos ¢ duazrosom al Y C caedyens usbecans
UPeIMEPHO BbICOKUX KOHYeHNIPay il uﬂmﬁuﬂwpos Kabyu-
Hesplta 6 Kposu: KoHyeHmpayusn makposumMyca e 00491cHa
npeswvrauans 12 e/ yma, yuxaocnopura — 200 e/ (CO).
Xoma uneubumopsr ' TOR e caedyem sxarouams 6 cxemy
NOCIIIMPAHCHAAHIIAYUOHHON UMMYHOCYIDECCU NayUeHNaM
¢al Y'C, noconvry oru mo2ynm, 3a cuen: armunposugeparnus-
H020 U MPOKOAZ)AAHINHOZ0 IPPEKINI08, HAPY AN B0CCINAOE-
Jerute nospescerrozo sudomenus [106, 107 ], ux mpumererue
8¢ JH0e BOIMONCHO ) O1MOCNBHBIX NAYUEHIIOB TP HANUUUU NO-
Kasarutl u npu 0emansHotl OYeHKe coomHOULEHIA NOAb3d] PUCK.

e MBbI peKOMEHAYEM TINATEABHBI MOHHTOPUHI KAH-
HHKO-A200PATOPHBIX IIOKA32TEACH, CIIOCOOCTBYIO-
mux BeIABAeHNIO TMA, 1 BEIDOAHEHNE OMOICUN
TPAHCIIAAHTATA IIPU erO AUC(YHKIIII AQKE B OTCYT-
creue ipusnakoB MAI'A marmenTtam ¢ al'VYC mocae
IIEPECAAKI IIOYKU AASL CBOCBPEMEHHOI AHATHOCTHKI
TMA rpancraanTata [69, 81, 98].

YYP C (YAA-5)

Kommenrapum: wonumopune sabopanmopreix noxa-
sameneti TMA nocae nepecadxu nouxu caedyem nposoduntv

1 pas 6 nedear 6 meuenue nepsoco mecaya, 1 pas 6 2 ie-
deau 6 meyerue nocaedyromux 2-4 mecayes u daqee 1 pas
6 mecay. Boaee wacmetii monumopunz 1eobxodum npu uw-
mepryppenmbx uHPeKyuax, passumuu OUc@yHKyuy no-
ueyrozo mpancnaanmana i nocae 0mMersl IKYAUYMaoa.
B cayuae usonuposarnrozo nosviaerus yposua xpeanmumnura
Co160pOMIKU AUO0 Henoa1020 cuMnmomokomnaexca TMA
oba3a1MEMbHA MOPDOS02UYECKAA BEPUDUKAYUA NPULUHD! O
DyHKyuu mparcniarmanid, NOCKOAbKY He UCKAIOUAENIEA pas-
sume TNMA, aoxarusosarnodi moavio 6 mparcniarmane
[108, 109].

e MbI peKOMEHAYEM B Ka4eCTBE TEPAITHH IIEPBOM
AVHHUF IPAMEHATD 9KYAH3YMa0 B CAYYaE PELIUAHBA
al'VC mocae nepecaaku nouxn [69, 81, 98].

YYP C (YAA -5)

KommewnTapuu: npu 603HuxHosenuy nocie nepecadu
nouxu peyuousa al Y'C unu passumun al Y'C de novo sxyu-
3yMab oKasanca 6b100K03IPPeKMUBHBIM, 0000erH0 NPU pariem
ayane mepanuy [110, 111]. Odnoxpanmmoe ssederue Iy au-
3yMaba onx aeuenua peyudusa al Y C nocae mparncnianmayun
He nodoepacusaenca. 1 Ipodoancunenstocns npumenenus xom-
n/zeMeHm—ﬁ/mKup)/fozqeﬂ mepanuy ) nayuer106, nepeHectnx
peyudus al Y C nocae T1 L, mouro e yemarosaera, Ho marxie
nayuenyzvl UMern? 8bICOKULL PUCK 1106720pHOZ0 pez/udmm 6 ¢1)-
Yae ommenvl IK)AUIYMada.

3.5 Monumopunz s¢ppexmugnocmu
u be3onacrocmu reuenus

B Goapmuncrse cayuaes npu al' VC mpeaycma-
TPUBACTCA IOKU3HEHHOE IIPUMEHCHHE KOMIIACMCHT-
Oaokupyroreii Teparmun. [ToA0OHBI pexKnm AcdaeHns
abCOAFOTHO HEOOXOAHM ITAITHEHTAM C HACHTUMDHITIPO-
BAHHBIME MYTALUAME I€HOB (PAKTOPOB KOMIIACMEHTA
CFH, CFL, CFB 1 C3, mOCKOABKY OHH COIIPSKEHEI C BBI-
cokuM puckom permausa al VC [42, 69, 92, 93].

e M= HE peKOMEHAYEM A2DOPATOPHOE MOHUTOPHPO-
BAHUC CTCIICHN OAOKAABI KOMIIACMCHTA AAS OLICHKI
3 ek THBHOCTH 9KYAH3YMA0a B XOAC KOMIIACMEHT-
Haokupyroreit Teparnuu marpenta ¢ al'VC [88].
YYP C (YAA -5)

KommenTapum: councmserinvim 00cmynivtm Mapre-
pom 0n7 oyerxu crmenetiu 0.10Kadbt A6472€m16A 06uasn 2eMOAU-
muyeckas akmusocns komnaemerma CH50 [112]. Kax
npasuno, ona ocmaenica nuskol 6 mevenue 12-14 onei, vem
U 00)6106.16H 08YXHEDeALHBIT UHIIEDPBAN 8 NEPHOD 11000ePIcI-
saroupedt mepanu. baokada xomnaemenmia docimueyma, ecau
srauenua CHS50 cocmasagiom <10%. Ilodasasonee Goqo-
HUHCIIBO NAYUEHIN06 DOCIIUAEN] 311020 YPOBILS (PA3) Jice Nocae
neP8otl UHGPY3UU IKYAUIYMAbA, NOINOMY 6 X00€ AHEHUA Hen?
Heobxo0uMochy Monumopuposams CHS0, ecau y nayuerma
60 6peMA nepuoda uHOYKYyuU Hab.a100aenics noA0NcUNeNbHAaA
Ounamuxa noxasamenei TM.A [69)].

o MBI peKOMEHAYEM OIIPEACAUTD OOIIYIO TEMOAHTH-
geckyro crrocobrocts kommaementa (CH50) mpn
OTCYTCTBHU ITOAOKUTCABHON AMHAMUKI FEMATOAO-
THYECKUX IIOKA3ATEACH ITAIINEHTA B IIEPHOA HHAYK-
IIHOHHOM TEPAIHH AAA OIEHKN 3P EKTUBHOCTH
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OAOKAABI KOMIIACMECHTA U AAfl YTOYHCHUSA TIPHIHHEL

HeahHEKTUBHOCTH dKyAn3yMada [69].

YYP C (YAA-5)

KommenTapun: noxasamess CH50 6oaee 10% csu-
denmenvemeyens 06 omcymemsun noAnotl 0.10Kadst KoMnAe-
MetHma, A6AA0ueMA npuduoll 1eppexmusnod nepanu.
Hedocmamounas b6aoxada xomnaemenma ceqsarna ¢ te-
CKONBKUMU. PEOKUMU BPULUHAMU, K KOIIOPYIM O1IHOCAIICA
UHOUBUOYANBHAR HEDOCIIANIOUHOHIb 00361 IKYAUIYMaba, €20
IKCKDeYUs ¢ MOUOU NpH MaccuHol npomeurypus u Hegpo-
muyeckom curdpome. Omeymemeie 6.,10kadsr KoMuaeMeHmA
npu adexsamnoti dose npenaparnia Modxncen Gvin 06)c106.1€10
eeremuyeckum sapuarmom C5, umo obecnewusaen pesu-
cmenmocny K ayausymady [113]. Kpome mozo, s03moncio
NOABAEHIUE 6 X00e 7IEPaniitl anmumen K IKYAU3YMagy, marice
npUB0OAIYUX K €20 He3PPexmusocm.

3.6 Ilpopuraxmura nexcesamenvuoix
A6aenutl mepanuu

e MbI peKOMEHAYEM HPOBOAUTH PEBAKIIHMHAIIHIO
ITAITMEHTA IPOTHB MECHIHTATA BAKITHHON AAf IIPO-
PUAAKTHKE MEHHHTOKOKKOBBIX MHQEKINIT cepo-
rpym A, C, W, Y, OAHCaXapUAHOH, KOHBIOTHPOBAH-
HOW 4epes 2 roAa ITOCAE IEPBOH BAKIIMHAIIUHI IIPH
AAUTEABHON KOMHAeMeHT—6AOKpr}omeI71 TEPAITIHA
AAA TIPOPUAAKTUKYA MEHIHTOKOKKOBOH HHEKITHI
[69].

YYP C (YAA -5)

3.7 Aeuenue al'VC, accoyuuposannozo
¢ bepemenrocmuro

I'Y C-accoyuuposarmeaii ¢ 6epesmerrocnvio (b-1'YC)— amo
al Y C, passusutuiica 6 nepuod om momerma noomsepacoerus
Garma bepemenrocnu do 12 Hedeas nocae podopaspemeriun
unu npepursarius vepemeriocnu [47, 114]. Bosee wer y 50%
nayuermox al YC passusaemea npu nosmopreix bepemen-
Hoemax. B nodasasrouem boavutuncmse cayyaes sabonesarie
sosrtuxaen 6 LI mpusiecrpe u panriem nocaepodosom nepuode.
B-I'VC xapaxmepusyenica azpeccustsiv meueruem i Kpatire
HEONAL0NPUAIIHBIM. NPOLHOIOM: MAIEPUHCKAA CMEPIIHOCHID
docmuzaenm 42% [47, 115]. Yacmoma sviasaerus cenenmu-
Yeckux 0eqpexmos 6 cucmeme KOMNACMENA NPU aKyuep-
ckom al Y'C conocmasuma ¢ marxosoii 6 obupeti nonyaayuu
nayuerimos ¢ al Y C, umo daem ocrosarus paccmanipusaniv
amo saboesariue rie Kax emoputiyro gopmy al Y C, a kax ue-
mmuHHY 10 KoMnaeMenm-onocpedosarnnyr TNMLA, dax xomopoii
bepemeriocms asuaace mpuzeepor [116, 117]. Baownyro pors
6 manugpecmayuu b-1'Y'C uzparom ocaooncnenun bepemer-
HOCHIUL U 0008 — HPEIKAAMMNCUS, KPOBONIEHEHUS, 0neparniusioe
podopaspenteriue, — npedcimasagiomyue co6ot 00noaHUNIEALIIE
KOMRBACMEHII-aKINUBUDY10u1e COCIIOAMUS, PACCMAaNpUusaemsle
Kkax mpuzeepsr ocmpont TMA [118-120]. Taxum obpasom,
seuerue axyutepexozo al YC, besyeaosto, doanerto coomesens-
cme06anm mem sce npunyunam, umo u sederue al Y.

* Mmr pekomMeHAYEM paHHEe (B TeueHue 24 gacos) Ha-

YAAO ITAA3MOTEPAITIH BCEM IAITMEHTKAM C TIOAO3Pe-
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ruem Ha B-T'VC nocae npepeisanms Gepemertocta/

poaopaspemenns [47, 80, 114, 115, 118, 121].

YYP B (YAA -2)

KommenTapum: s cs43u ¢ 0cobo maicesvim, repeoxo
Kamacmpoguueckum mederuem axyuepexozo al Y C, reobxo-
QUMO 1e3aMEONUNMENBIHO HAYUNAMY NAASMOMIEPANIUID, KaAK
monvko Gydem Koncmamuposara TIVLA.

o MB&I peKOMEHAYEM HAYHHATS KOMIIAEMEHT-OAOKHPY-
FOIIYIO TEPAIINIO IIPEIIAPATOM SKYAU3YMAD ITAITHEHT-
kam ¢ b-I'VC npn meadpdextuBroCTn 11A23MOTEPa-
ITHH, IPOBOAMMOI B TEUEHHE HE MEHEE 3 AHEI, AAA
Aoctimkenns pemuccrn [114, 115, 118, 122).

YYP B (YAA -2)

KommenTapum: npomokos sevenus axymepexozo
al Y C ananozuuen npomoxony aeverus nayuernos ¢ al YC
6 omHomeHUY 003 Npenapania, UHMEPEaI06 MeHc0y 66ederil-
amu u npodosscumensiocmu mepanus. B cayvae b-1'YC no-
CACOHAA DONHCHA ONPEOCAAINBEA UHOUBUOYANBHO.

e Mbr peKOMEHAYEM Ha3HAYATH TEPAIINIO AHTHOHO-
THKAMH IITHPOKOTO CIIEKTPA ACHCTBHA AQKE IIPH
OAHOM TOABKO KAMHHYECKOM ITOAO3PEHUH Ha I10-
ABAeHUE HH(EKIIMOHHBIX OCAOKHEHUI HAIINeHT-
kam ¢ b-I'VC, umerormmm BRICOKHIT PHCK pa3sBHTHA
cucremuon nadeknnu [123, 124].

YYP A (YAA-2)

Kommenrapum: passumue TNLA caedyem paccya-
mpusanv Kax Paxmop pucka cucmemmon un@exyut, max
Kak wuleMuyeckoe nospexcerue opearos npedpacnoaazaen
K unguyuposaruto. Bascrwim garxmopom pucka ungexyuu
ABNACHICA ONEPaYUA Kecapesa ceyers, NOCK0AbKY 6 n00a6AA10-
wem DOl UICIIGE CAYHACS NPEIKAAMNCUS, NPeOULeciIs)I0mas
passunmio al YC, cayocunm noxasaruem K onepanusomy po-
dopaspemeriuro. Taxum o6pasom, nasnauerie anmuduonuxos

nayuennikam ¢ al Y C a6.112emca cpedcmsom npoguaaxmuri
cencuca [123, 124].

4. MeAumHCKAsA peabuAUTAIA 1 CAHATOPHO-
KyPOPTHOE ACUCHNE, MCAUIIMHCKIE ITOKA3AHUA
¥ IPOTHBOIIOKA32aHUA K IIPUMEHEHHUIO METOAOB
MEAHUIIIHCKONH PeabuANTALINI, B TOM UHCAE
OCHOBAHHBIX HAa HCIIOAb30BAHIH IIPAPOAHBIX
AedyeOHBIX (PaKTOPOB

Memodwr peabunumayuu nayuernmnos, neperecuiux al YC,
1e paspabomarvt. Y dacimu nayuennos, HecMompa na Kyni-
posartue ceMani0n02udeckux npoae.aenull 3abo.esanus, GynK-
YUA 1OYEK MOCEN? He B0CCIIANO8UNIBEA UAY BOCCHIAHOEUNIbLA
e NOAHOCHILIO, 6 De3)ABINAINIE He20 01U MOZYIL 0CIIAIIbEA
Quanus-sasucumvim, uan 8 uexode OLILT y nux chopyu-
pyemea XBI1 B omux cayuasx caedyem npumensmo me-
0061 peatbuaumayiutt, npedyeMonIperHsIe PeKOMEHOAYUAMY
no XbI L.

eV marmentos ¢ al'VC u nmerormux XBIT mbr pexo-

MEHAYEM IIPOBOAUTH MECAHIIIHCKYIO PEAOMAUTALIUIO

110 ITOKA32aHUAM U B 00beMe, IIPEAYCMOTPEHHOM pe-

koMeHAAIAME 110 XDBIT, AAS yAydIIIeHIA NCXOAOB

6oaesnn [97].

YYP C (YAA-5)
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5. IlpodmaakTrKa 1 AUCITAHCEPHOE HAOAIOACHUE,
MEAMIIMHCKHE IIOKA3aHUA U IIPOTHUBOIIOKA3AHUA
K IIPIMEHEHHUIO METOAOB IPO(PHAAKTUKH

Memoder nepsuurodi npogpusarmuxu al YC e paspabo-
manst. Y nayuennos ¢ YomanosAeHHuIM 0UazHoO30M U 101y-
HaruuM NanIozeHeNIUEcKY10 Epantiio caedyent peantsosants
DA Mep, HanpasaeHHvIx Ha Npedomspayerie Hexeantens-
HoLX ABACHUI mehanu, Komopsie uaonceis: 6 pasdese 3.0.
Tpurnusan so enumare pors sremrux garnopos (8 nepsyr
ouepeds, UHPeKYUll, a IIaKIe CHPECE, IHPABMbl, BHYIPUBEHHDE
66e0eHe PeHINeHOKOHIMPACIIHBIX NPENnapanios, 06A0NCHEHUA
bepemenirocmn) 6 passumun ocmpozo snusoda TNLA y npeo-
pacnonoscenieix Aul, 603M0NcHA HPOPUAAKINUKA PeYUOUE06
al VC.

* Mpr pekoMeHAYEM OOyYaTh IAIMEHTOB, IIEPEHEC-
IIIIX OCTPBIH SIIH30A KOMITAEMEHT-OIIOCPEAOBAH-
ot TMA, Kak I KaKUX CHTYAIIUI CACAyeT H30eraTs,
YTOOBI HE AOIIYCKATH PA3BUTHA IIOBTOPHBIX SIIH30-
AOB 3200AeBanms [39].

YYP C (YAA-5)

e MBI peKOMEHAYEM OCYIIECTBAATD AUHAMHYECKOE
HAOATOACHHE BCEX IanueHToB, neperecrnx al' Ve,
HE3ABHCUMO OT TOTO, IIOAYYAIOT AH OHH HAU HET
KOMITAEMEHT-OAOKHPYIOIIYIO TEPAITHIO IKYAU3YMa-
oom [2, 69].

YYP C (YAA-5)

Kommenrapunu: ¢ meuenue nepserx 4-6 mecayes
nayuennns Heobxo0umo 06caed08ams Kaxcovie 2-4 nedesu.
B nocaedyromens nayuenma caedyem nabandame excexéap-
7Mansio 6 mederie nepevix 3 aent, 6 nocaedcmeun — 1 pas
6 6 Mec.

* MeI peKOMEHAYEM AMHAMIYIECKOE HADAFOACHIE BCEX
nanuenTos, nepenectux al VC, ¢ IeABIO KOHTPOAS
A, CBIBOPOTOYHBIX YPOBHEH KPEATHHUHA U aABOY-
MIHA, CKOPOCTH KAYOOYKOBON (DHABTPALIHI, IIPO-
TEHHYPUH U OCAAKA MOYH, KAMHIYECKOTO aHAAU32A
KpOBH MAITMEHTY |2, 69].

YYP C (YAA-5)

e Mer peKOMEHAYEM BCEM ITAIIMEHTKAM, IIEPEHECIIIIM
al'VC u maaHHpYIOIIHM OEpeMEHHOCTD, B IIAAHE
IIPErPABHAAPHON ITOATOTOBKH IIPEAOCTABUTD HH-
popMaITHIO O BO3MOMKHBIX PHCKAX PEI[HANBA U HE-
OAATOIIPHATHOM UCXOAC OepeMeHHOCTH, ChOPMUPO-
BATh NHAUBUAYAABHBIN IIAAH BEACHHA OCPEMEHHOCTI
C MOMEHTA 3a9aTHA AO POAOPA3PEINECHNUA, BKAFOUAA
PaHHMIIT ToCcAepOAOBHIT TepuoA [114, 115, 116].
YYP C (YAA-5)

KommenTapum: Gepeverirsim iceriuyunam, pariee nepe-
recawum al Y C, neobxodum mugamensiiviii Konmpoas apme-
puansiozo dasaenus, 6 1EPEOM U 6770POM MIPUMECHIPAX 2e-
cmayui Med]em CIHCEMECAUNO, A 8 TMPENILEM THPUMEcIIpe — pa3
6 2 Hedenu 6b1n0AHAMY KAUHUUECKUT anaus Kpost ¢ 0643a-
1CNBHBIM 01PEICACHUEM YUCAA 1POMOOYUII06, 0DMUL arHalu3
Mo, uceneosare Yposia Kpeamununa 6 Kposi, onpedeerie
axmmsrocmu ACT, AAT, AAL. Ewncemecauro caedyern 6vi-
NOAHAMS MUKPOGUO.N021YECKOE UCCAI06at e MOYU Ha baK-
mepuansiste namozenst. C 12 nedesu cecrnayuu noxasaria

NPOPUNAKINUKA NPEIKAAMNCUU ACHUPUIH-CO0EPAHCAUYUMU Npe-
napaman, npu npomeurypuu 21 2/ cym — Hasnavenue Hus-
KoMoaeK)AgpHELX 2enapurios. B ciryuae ungbexyun moueseiso-
Ay nymett HeoOX00UMO C80e6PeMEHH0e Hatal0 adeKsanHoil
anmubaKmepuansHoll mepani 6 COOMEEmeInEUl ¢ Ly6cmei-
mensHocmeio 6036y0unen. Bee yxasannvie mepanesmuyeckue
Mepal Hanpasaeisl a 1edonyuyerie aKyuepeKux ocioncleru,
COBOKYNHOCIIY KOMIODDLX MONCEN! NPUBECHIU K paseumiso axy-
wepexozo al VC.

6. OpraHusanusa oka3aHuA
MEAUIIHHCKOM ITOMOIIII

Q)op/mz - 37ccmpeﬂmvz, HeoOMmA0NHASL;
yerosui — cmaquomzp

[loxasanus AAfL SKCTPEHHON TOCIIUTAAM3AIIIH B Me-
AUIIIHCKYIO OPraHU3aIINIO:

1) pasBuTHE THKEABIX OPraHO- H JKU3HEYIPOKAFOIIUX
nposBAennit 3a0oAesanudA — OIIT ¢ morpebrOCTHIO
B IIPOBEACHHI 3AMECTUTCABHON IIOYCIHON TEPAIIHI
(reMOAMAAH3), OCTPOI CEPACYHOM U ABIXaTEABHOM
HEAOCTATOYHOCTH, TAKEAOTO IOPAKEHUA KEAY-
souno-kumeugroro, [IHC, oprana spemmus, reMmoAn-
THYECKON aHEMUH, FeMOPPATHIECKOrO CHHAPOMA
C IIEABIO IIEPBUYHOMN AHATHOCTHKH, ITAQ3MOTEPAIIII
1 KOMITACMEHT-OAOKUPYIOIIEH TePAITHT;

2) HEOOXOAMMOCTD SKCTPEHHOIO HAYaAd KOMITACMEHT-
OAOKHPYIOILEH TePAIIUH Y ITAIIUEHTOB C PELITAUBOM

ocrpoit TMA.

Dopma — nranosas;
YCA0BUS — CIRAYUOHAD, OHEBHOT CTNAWUOHAD

[Tokasamusa AAS TAQHOBOI TOCITHTAAUBAIIIN B MEAU-
LIIHCKYIO OPraHU3aIIHIO:

1) nHEIMAINIA KOMIIAEMEHT-OAOKHPYIOIIEH TePaIIi
IIpY HEKU3HEYTPOKAIOIINX BAPHAHTAX TEUCHHA 32~
OoAeBanus;

2) HEOOXOAMMOCTD YTOYHEHHA IIPUINHE! HeapeKrTrB-
HOCTH KOMIIAEMEHT-OAOKHPYIOIIEH TePalluy Ipu
HEKH3HEYIPOKAIOIIEM TCICHUH 3a00ACBAHNS,

3) HCOOXOAMMOCTD BEIIIOAHCHMS OHOIICHH IIOYKI,

4) IpoBEAEHNE ITAQHOBOTO TIOBTOPHOTO BBEACHHS 3KY-
AM3yMa0a B OTCYTCTBUE KU3HEYIPOKAFOIINX IIPO-
ABACHHMIT 3200 ACBAHMA.

[ToxasaHus K BBIIINCKE IAITICHTA U3 MCAUIIHHCKON
OpraHU3aLIUH:

1) crolikoe yAydIleHHE COCTOAHUSA, KOTAA ITAITHEHT
MOzKeT Oe3 yirepba AAS 3AOPOBBS IIPOAOANKUTD AC-
YeHHE B aMOYAQTOPHO-IIOAUKAUHITICCKOM YIPEK-
AGHUH HAU AOMAITTHUX YCAOBHIAX;

2) mpu HEOOXOAUMOCTH IIEPEBOAA ITAIIMEHTA B APYIYIO
OPraHM3aINIO 3APABOOXPAHCHHS;

3) rpyboe HapyIeHne TOCIUTAABHOTO PEKIMA;

4) IO MICPMEHHOMY TPEOOBAHMUIO ITAIINEHTA AUDO €ro
3aKOHHOTIO IIPEACTABHTEAA, ECAH BBIITUCKA HE YIPO-
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KAET )KI3HH AITUEHTA 1 HE OITACHA AASL OKPYKAFOIITHIX.
B sTOM cAyuae BBIIIHICKA MOKET OBITH IIPOM3BEACHA
TOABKO C Pa3pEIIEHUSA TAABHOTO Bpada OOAb-
HUIIBl HAH €TO 3aMECTUTEAA 10 AedeOHOM pabore.

7. AomoaHuresbHasA uHGOpPMAIUA
(B TOM uncAe PaKTOPBI, BAHAIOIINE HA HCXOA
3a00A€BaHUA UAU COCTOAHUA)

Haamane myranmii B reHax Toro #An HHOTo dakropa
KOMIIAEGMEHTA HEITOCPEACTBEHHO BAHACT HA XapaKTep
tegerns al'VYC, oOImnii 1 MOYEIHBII IPOTHO3, 4 TAK/KE
OIIPEACAACT IIPOTHO3 y MAI[HCHTOB C TPAHCIAAHTH-
POBAaHHOM OYKOI (M. TabAmiy 2). Takum obOpasom,
y mareHToB ¢ al'VC mporuos sapbupyer B 3aBUCHMO-
cru oT remoruma. Tax, manuentsl ¢ myranuamu CFH
HMEIOT XYAIIUI IIPOTHO3, 4 MAITUEHTHl C MYTAIlHAMI
MCP — ayurnii. CMEpTHOCTB BO BpeMsl IIEPBOTO 3IIH-
30a2 6oaesrn ¢ myraruamu CEFH cocrasaser 4%. Tep-

Bknap, aBTopos:

H.J1. Kosnosckas, B.A. flobporpasos, JT.A. bobposa 1 coasr.

MHUHAABHOM ITOYEYHON HEAOCTATOYHOCTH B HCXOAC
OCTPOTO 3MM30AA CPEAN BEIKUBITHX AOCTHTAIOT 48%.
He sadpukcupoBano cayaaes cMepTH B MOMEHT OCTPOIO
3MM30Aa OOAC3HI HU Y OAHOTO ITAITHEHTA C MYTAITFSAMI
MCP nesasucumo o1 Bo3pacta. TepMuHaAbHAA OYEY-
Hasl HEAOCTATOYHOCTD Pa3BUAACh y 25% mamumenTos
¢ aramvu MyTaramu [1, 35, 42, 69]. Ilpu ecrectBerHOM
teuenun al'VC 3a00AeBanne oTAmdIaeTcsas HEOAATO-
IPUATHBIM IIPOTHO30M HE3ABUCHMO OT TOTO, B KAKHX
PErYAATOPHEIX DEAKAX M KOMIIOHEHTAX KOMIIAEMEHTA
HACHTH(MUIIMPOBAHEL MyTALIUHU, 4 TAKKE B CAVYASX,
KOTAQ BBIABUTDH UX HE YAAAOCH. [Ipumenenne koMmae-
MEHT-OAOKHPYIOIIEH TePAIIHN KAPAHHAABHO H3MCHHAO
rporuos naruenTos ¢ al'YC. Pannee — B Teuenue nep-
BBIX / AHEI OT A€OFOTA 3200AEBAHMUA — HAYAAO ACUEHHUA
SKYAH3YMaOOM ITO3BOASICT HE TOABKO KyIIIPOBATB IeMa-
Toaorudeckue npoasaenns al'VC, Ho 1 BOCCTAaHOBUTD
yHKIIHIO TOYEK, H30ABUB IAIUEHTOB OT IOTPEOHOCTH

B AmAaAU3HOM Teparmu [35, 39, 42, 69, 81, 93].
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KOHGhIMKT MHTEpecoB: HY y KOro U3 YneHoB paboyest rpyrbl npy paspaboTke HACTOSILUMX KIMHUHECKUX DEKOMEeHAAaLMA He BO3HUMKIIO
KOHGbIIMKTa MHTEPECOB, a WUMEHHO MEPCOHanbHONM 3auHTEPECOBAHHOCTU B OMyYEeHUN JIMYHO /b0 Yepes3 npeAcTaBuTerns KoMaaHum

marepuasnbHON BbIrOAbl UM MHOTO MPenMyLLecTsa, KOTOPOe MOBAMSNIO Obl MM MOITIO MOBMSTL Ha HAANEXALUEEe WCTOHEHNe uMu
NPOECCHOHATbHBIX 0BS3aHHOCTEN.
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H.J1. Koanoeckas, B.A. [lobporpasos, /. A. bobposa 1 coasr.

Mpunoxenne A2. Metoponorus paspaboTku KIMHUYECKMX PEKOMEHAALMI

VKa3aHus, IPEACTABACHHBIC B HACTOAIIHIX PEKOMEHAAITHAX, OCHOBAHBI HA CHCTEMATHYECKOM 0030pe AUTEPATYPBHI,
BBIITOAHEHHOM YACHAME pabOdeil rpyrsl. AAf n3ydeHns OBIAN OTOOPAHBI BCE CTAThH, OITyOAHKOBaHHEIE AO 2021 T.
DKCIIEPTHI BEIITOAHUAH 0030p 9THX AAHHBIX H OTACABHBIX CTATEH C MAKCHMAABHBIM YPOBHEM AOKA32TEABHOCTHL.

AAf OIICHKI Ka4eCTBA U CHABI PEKOMEHAALINN HCIIOAB3OBAAH YPOBHI AOCTOBEPHOCTH AOKA3ATEABCTB U YOCAU-
TEABHOCTH PeKOMEHAAIIHIA (TabA. 1-3).

IHeaeBaa ayauTopra AAHHBIX KAMHHYECKIX PEKOMEHAALIHIA:
1. Bpau-medpporor
2. Bpag-remaronor
3. Bpau-teparment
4. Bpau-repanesT yqacTKOBBIIT
5. Bpau oOrmeii npakruky (ceMeHbIA Bpay)
6. Bpaug-akymep-ruaekoaor

Ta6nuua 1| LLiKana oueHKM ypoBHel JOCTOBEPHOCTU AoKa3aTenbcTs (YA/[) 418 METOAOB AMArHOCTVKY (AMArHOCTUYECKNX BMELLATENbCTB)

yaa

PacwundpoBka

1

Cnctematnyeckne 0630pbl VNCCNefoBaHuUm C KOHTpOJiIEM pe(bepeHCHblM METOLOM UM CUCTEMATUYECKIIA O630p
PaHOOMMN3NPOBAHHbIX KIIMHUYECKUX MCCNefoBaHNiA C NnpuMeHeHnem meTa-aHasim3a

OTaenbHble nccnefoBaHNaA C KOHTpoOieM ped)epeHCHblM MeToAO0M UNn oTAeNbHble PaHAOMU3NPOBaHHbIE KITMHNYeCKne
ncanenoBaHMA U cncTteMaTnyeckne O630pbl nccnepoBaHuin nio6oro [13alHa, 3a UCKIIYeHreM PaHAOMM3NPOBAHHDBIX
KINUHNYECKNX NCCNefoBaHUN, C NnPMMeHeHNeM MeTa-aHalin3a

WccnepoBaHus 6e3 nocnefoBaTesibHOro KOHTPOSsA pepepeHCHbIM METOAOM U UCCIIEAOBAHNA C PePEePEHCHBIM METOAOM,
He ABNALWMMCA HE3aBUCUMbIM OT UCCSIEAYEMOro MeToAa UM HePaHAOMU3POBaHHbIE CPaBHUTESbHbIE NCCIIe[0BaHNA,
B TOM YK/CJ1e KOFrOPTHbIe UCCIefoBaHNA

HECpaBHMTeﬂbeIe ncaienoBaHuA, onncaHne KIMHNYeCKoro ciy4as

MimeeTca nuwb 060CHOBaHME MEXaHU3Ma OEeNCTBUA U MHEHNE 3KCnepToB

Ta6nuua 2 | LLIkana oLeHKY ypoBHel [JOCTOBEPHOCTM fjoKasaTenbcTs (YA /1) Ansa METOAOB NPOodUnaKkTuKy,
neyeHus 1 peabunutaumm (NpodunakTMYecKkunx, TedebHolx, peabunuTaLMOHHbIX BMELATEeNbCTB)

yah Pacwwndposka
1 Cuctematnueckuii 063op PKU ¢ nprimeHeHrem meTa-aHanv3a
2 OtgenbHble PKU 1 cnctematnyeckne 063opbl MCCiefoBaHNMiA Nto6oro ArsaiiHa, 3a ucknioyeHvem PKI,
C NPUMeHEeHneM MeTa-aHanmns3a
HepaHZomnsnpoBaHHble CPaBHUTENbHbIE NCCNIEL0BAHUA, B T.4. KOTOPTHbIE NCCNe[0BaHNA
4 HecpaBHuTenbHbIE CCNefOBaHNA, ONUCaHNE KIMHUYECKOTO Cllyyvas Uy Cepumn CiyvaeBs, NCCeOBaHNA «Cy4ai-KOHTPOMb»

NmeeTca nuwb 0o60CcHOBaHVE MeXaHU3Ma ,D,el;ICTBVIﬂ BMeLllaTeNbCTBa (AOKI'IVIHVI‘-IECKVIE I/ICCﬂe,D,OBaHVIﬂ) NN MHEHNE 3KCNepToB

Ta6nuua 3 | LLIkana oueHKr ypoBHel ybenutenbHocTy pekomeHaauuii (YYP) ansa metonos npodunakTuKku, AUarHoCTUKY,
neueHVsa n peabunutauuy (NPOGUNAKTMUECKIX, ANAarHOCTUYECKNX, TIeYe6HbIX, PeabunnTaLMOHHbIX BMELLATENbCTB)

YYP  PacwudppoBka

A CunbHasa pekoMeHAaLma (Bce paccMaTpuBaemble Kputepun 3boeKTMBHOCTY (MCXOAbI) ABNAIOTCA BaKHbIMU, BCE
NccnefoBaHVA NMEIOT BbICOKOE UV Y0BETBOPUTENbHOE METOAONOMMYECKOe KauyecTBO, NX BbIBOAbI MO MHTEPECYOLNM
NCXOAAM ABNAITCA COMNTacoBaHHbIMM)

B YcnoBHas pekomeHaaLms (He Bce paccMaTpriBaeMble KPUTEPUN SPEKTUBHOCTU (MCXOAbI) ABNAIOTCS BaXKHbIMU,
He BCe 1ccneoBaHNA UMEIOT BbICOKOE MV YAOBNETBOPUTENIbHOE METOL0NOMMYECKOe KauecTBO U/WN NX BbIBOAbI
Mo UHTepeCyLNM NCXOAaM He ABNAITCA COMracoBaHHbIMM)

C Cnaban pekomeHAaLmMs (OTCYTCTBUE AOKA3aTENIbCTB Haf1eXallero kayecTsa (Bce paccmaTpriBaemble Kputepumn

3¢d)eKTVIBHOCTVI (VICXO,ElbI) ABNAKTCA HEBAXXHbIMU, BCE NCCNEfOBAHNA UMEIOT HU3KOE METOAONOIMYEeCKOe KayeCTBO N UX
BbIBObl MO MHTEPECYOLWMM NCXO4aM He ABNAIOTCA COrflacoBaHHbIMI)

IToparok 0OHOBACHMA KAMHHYECKUX PEKOMEHAAITHI

MexaHr3M OOHOBACHHSA KAHHIYICCKIX PEKOMECHAALIIH IIPEAYCMATPUBACT HX CHCTEMATHYCCKYIO AKTYAAU3AIIHIO —
HE PEiKE YeM OAUH Pa3 B TPH TOAQ, 4 TAKAKE IIPU HOABACHIU HOBBIX AAHHBIX C ITO3HUIIIH AOKA3ATEABHOMN MEAUIIITHBI
110 BOIIPOCAM AUarHOCTHKH, ACUEHHUA, ITPOPUAAKTHKI U PeaOMAUTAIIII KOHKPETHBIX 3200 AEBAHHIA, HAAIHI 000-
CHOBAHHBIX AOIIOAHCHHMIT/3aMeuannii k panee yrBepacHEbM KP, HO He wame 1 pasa B 6 mecsies.

484 Hedponornan gnanuz - T. 25, N2 4 2023



Knunmnueckue [PEKOMEHAALIMM NO BEAEHNIO B3POCbIX NALMEHTOB C ATUNUYHBIM FEMONIUTUKO-YPEMUHECKUM CUHAPOMOM

Mpunoxenne b. Anroputmbl aencTemit Bpaya

1. AnropuTtm aencTeui npu noaospeHmun Ha TMA

o KnuHunyeckne npusHaku TMA
¢ Yucno TpomboLmTOB
e YpoBeHb sCr

Cencuc
Her Hpyrve Ha _ 3n0oKayecTBEHHbIe OMyxonu »
MPUUUHDI ” IBC =
BIY
\ 4
MnasmoobmeH
OtseT
Ha Tepanuio Het MpoaomKknTL A0 HOpManu3aLum

Y

OTCYTCTBYET UK yncna TpomMoboLUTOB
HEeL0CTaTOYHbIN nnar

Ha
Y \4
ADAMTS 13 <10% ADAMTS 13 >10%
Y Y
Ycunutb nnaamoobmeH MpeanonoxunTts al'yYC
+ [C** KaK MarHos > HazHauutb Skynnsymab **
+ #Putykcumab** UCKNIoYeHnA

Mpumevanne: sCr — ypoBeHb KpeaTnHWHa B KpoBu; I'C — rIIOKOKOPTUKONAbI.

Hedponorua u gnanus - T. 25, N2 4 2023 485



H.J1. Koanoeckas, B.A. [lobporpasos, /. A. bobposa 1 coasr.

2. Anroputm guarHocTtuku al'YCy B3pocnbix nayeHToB

TpomboLMTONEHMs C YNCIOM TPOMOOLMTOB
<150 000/MM3 UNN NX CHUXKEHNE

l

CHW>KeHVe remornobunHa,
LIM30LM1Tbl B Ma3Ke KPOBUY, Het
oTpuLaTeNbHbIN pe3ynbTaT Npobbl Kymoca,
NoBbIWeHHbIV ypoBeHb JIAT,
[Ha AnchyHKLMA opraHoB

Y

Mpodunb
koarynauwun (MB, AYTB,
D-gumep)

Oa

PaccmoTpeHue gpyrux
MPUYMH TPOMBOLUTONEHN

Het

TMA ABC

\ 4

Jleuntb nprynHy

ADAMTS-13 Her

<10%

[MonoxutenbHble
TECTbl HA UUTOTOKCUH
(noceB/Ma3oK Kana,
ceponorua/TMLUP)

MoppepxmBatoLas
Tepanus

STEC-TYC

\

\ 4

Neyenne TTM al'yC/stopuyHbin N'YC

MonoxutenbHble

MapKepbl 3a6oneBaHui, Oa
aCCoLMNPOBAHHbIX

co BTOpuYHbIM ['YC (CKB,

KA®Cun gp.)

JleueHne oCHOBHOIO
3aboneBaHun

Y

Het

Jleyerne al'yYC

4806 Hedponoruan guanuz - T. 25, N2 4 2023



Knunmnueckue [PEKOMEHAALIMM NO BEAEHNIO B3POCbIX NALMEHTOB C ATUNUYHBIM FEMONIUTUKO-YPEMUHECKUM CUHAPOMOM

3. AﬂrOpI/ITM BegeHnA nauyneHTa C aTunn4yHbiM reMoJIMTUKO-ypeMnyeCKum CMHgpPoOMom

MaumneHT ¢ cumntomamm O n TMA

Y

HdnarHoctnka

4

[OwnarHos al'YC noaTBepaeH

\ 4

JleyeHne B CTaunoHape

AmbynaTopHoe MOHUTOPUPOBaHUE
NpoBOAVMON Tepanuu, COCTOAHNA
naumeHTa, AUHaMUKK NabopaTopHbIX

Ha nokasatesew C Lenbio BbiABNEHUA
peunanBa 3aboneBaHus,
nporpeccuposaHua XbI1

C nocneayoWwmm niaHMpoBaHNem
3amMeCcTUTeNbHOM NOYeYHOW Tepanmu

MpoaoKNTL NleyeHne Her

Tepanua s¢pdpekTrBHa
B CTaUMOHape P ¢¢

Y AmbynaTopHoe MOHUTOPUPOBaHNE
NPOBOANMON Tepannu, COCTOAHNSA
nauueHTa, ANHaAMUKM N1abopaToOPHbIX
rokasaTesnei C Lefbto BbiABNEHNA
peunavBa 3a6oneBaHUs, peeHns
BOMPOCa O BO3MOXXHOCTUN NMPOBeAEeHNsA
nepecajKm noyku

M3MeHeHVe TaKTVKI NleyeHns,
peLueHne BONpOCa ¢ NaLmeHTom
0 BblGOpeE BapuaHTa Avann3Hom

Tepanuun

Y
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