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ONPEAENIEHUE

femonutuko-ypemudecknn cuHgpom (FYC) asnsercs
OAHOM M3 BeaylWmx NPUYUH Pa3BUTMSA OCTPOro NOBPEXK-
nenusa nodvek (OMM) y peten [1]. TYC xapaKTepusyetcs
Tpuagon nNpuU3HaKoB C pasBuTMeM Kymo6c-HeraTMBHOWM
MWKpPOaHrMonaTM4eckom remonnTnuyeckon aHemmm (MATA),
Tpom6ouuToneHnn u OlM. YKa3aHHble MPU3HaKU ABASA-
I0TCA  COCTaBAAWUMKU  KJIMHUKO-MOPGDONOrMYEeCKOro
cuHApoMa — TPOMBOTMYECKON MUKpoaHruonatuun (TMA),
NPOSABASAIOWENCSH OKK/IO3MOHHBIM NOpPaXeHWeM CoCcyaoB
MUKPOLMPKYNATOPHOIO pycna, BO3HUKWWM BCNeAcTBUE
nospexaeHua aHpotenusa. Mpu sHAOTENUMANbHOM AuC-
GYHKLMM NPOUCXOAUT aKTMBauus TpoMbGouuToB C 06pa-
30BaHMEM TPOM6GOB, 4YTO NPUBOAMT K MeXaHUMYECKOMY

NOBPEKAEHNIO IPUTPOLIUTOB U K TPOMOUPOBAHUIO NpoCBe-
Ta COCyAOB C rnocnejyolen UWLEMUEN opraHa, B MeEPBYIO
oyepeab noyek [1-3]. B ocHoBe TMA nexaT noBpexaeHune
N AMCOYHKLMA IHAOTENUS, BbI3BAHHbIE PA3IMYHBIMU NPUYK-
HaMu, 4TO U 0ByCNOBNMBAET pa3dHoobpasne ee dopm [1, 4].

Knaccuoukaumns I'YC cnoxHa, NOCKONbKY KNUMHUYeCcKas
KapTuHa 3aboneBaHUi MOMXET NPosABAATLCA B LWWPOKOM
[iManasoHe KJIMHUYECKUX CLieHapHeB.

BonbwunHcTBO cnydaeB (4o 90%) 'YC Bo3HMKaOT
B peaynbrate MHOUUMPOBAHUA OGaKTEPUAMU, MPOAYLIU-
PYIOLWMMKU LUMTa-TOKCHUH (Stx): 3aHTeporemopparuyeckomn
Escherichia coli (STEC) wnu Shigella dysenteriae 1-ro
Tuna [5]. OaHHaa dopma TMA Ha3biBaetTcqd TUMNUYHBbIM
'YC/STEC-I'YC. STEC-T'YC aBnsieTcs ogHUM M3 Haubonee
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KJIMHUYECKUE PEKOMEHAALIUU

pacnpocTpaHeHHbIXx 3ab6oneBaHni, TPEBYIOLNX IKCTPEHHOWM
3amecTuTenbHon noyeyHon Tepanuu (3MT) y ageten [2, 6].
JletanbHOCTb Npu TMNMYHOM 'YC BO BCeM MuUpe B nepuog
ocTpon ¢as3bl gocturaet 2—-5% [7].

OcTanbHble 10% cny4vaeB 'YC TpaaAMLMOHHO 6binKn crpyn-
nupoBaHbl Kak atunmyHbin [YC (al'YC). OgHako no mepe
TOr0 KaK Halle noHumaHwe natoreHesda [YC yny4ywumnocb
3a nocnegHune 20 neT, cTano scHo, 4to al'YC — 3T0 He 0/iHO,
a MHOXECTBO pa3fiMyHbiXx 3a60NeBaHUM CO CXOXMMU KU-
HUYECKUMU Npu3Hakamu. B 6onblumHcTBe cnyvyaeB alYC —
ynbTpapenkoe (opdaHHOe) 3ab6oneBaHue nporpeccupyioLLe-
ro TeyeHusa BcneacTBue cucteMHon TMA, o6ycnoBfieHHOM
XPOHUYECKON HEKOHTPONMPYEMON aKTuBaLuen anbTepHa-
TMBHOIO NyTW KOMMNNemeHTa [1, 5, 8]. al'YC xapaKTepuayeTtcs
peumaMBUpyoOWMM TeYEHUEM Ha NPOTAXKEHUN BCEWN XUBHM
W NpeactaBnseT coboi NOTEHUMANbHO KU3HEYrpoxatollee
CcoCTOosiHME. YcTaHOBNEHO, 4YTO npu ae6ioTe al'YC B AeTCKOM
BO3pacTe TepMuHalbHasf CTagus XPOHUYECKON 60SIE3HU
noyek (XbIM) — XbBIN 5 — pa3BuBaeTCcs pexe, HO CMEPTHOCTb
y AeTen Bbllle, 4eM Y B3pochbix [1, 5].

B gaHHOM cTaTbe 6yaeT MATM peydb O TaKTUKe BeaeHus
negnaTpuyeckmx naumneHtoB ¢ al'YC.

3TUOJIOFUSAA U NATOFEHE3

'YC npeactaBnseT co60n cepbe3Hylo TepaneBTUYECKYIO
npo6bnemMy B neguaTpmm U OETCKOM Hedponoruu, SBAAACh
0AHOM U3 Beaylwmx npuynH OMMN ¢ noTeHuManbHOW TpaHC-
dpopmaumen B XbIN 5 B pa3nuyHble CPOKKU OT Havana 3abo-
neBaHus. HecmoTpsa Ha TO 4TO Haubonee pacnpocTpaHeHa
STEC-accoumnpoBaHHasa ¢popma 'YC ¢ TUNUYHLIM Anapen-
HbIM NpoApPOMOM, TpebyeTcs TulaTeNbHOE NOATBEPHKAEHNE
MHOEKLIMOHHON 3TUONOMMK ANA TOro, YTO6bl CBOEBPEMEHHO
ncknounte alyYC m 'YC, cBA3aHHbI# C MHEBMOKOKKOBOM
MHbEKLMeRn.

ATUNKYHbIN [YC — ynbTpapenkoe XpOHUYECKOE CUCTEM-
Hoe 3a60/1eBaHME reHETUYECKOW NPUPOAbLI C NPOrpeccupyto-

WMM Te4eHMemM U HebGnaronpUsaTHbIM NPOrHO30M, B OCHOBE
KOTOPOrO NIEXUT XPOHUYECKAa HEKOHTpPOMpyeMas akTuaa-
LMS anbTepHAaTUBHOMO NyTH KOMMNEMEHTa, BeayLias K KOM-
nnemeHT-onocpeaosaHHon TMA[1, 5, 8, 9].

Cuctema KomnnemeHTa npeacrtaBnsieTr co60M CMOXKHYI0
ceTb U3 6onee 4em 40 6eKOB, KOTOpas COCTaBASET OCHOB-
HY0 YacTb BPOXAEHHOW MMMYHHOM CMCTEMbI U CNOCOBCTBY-
€T KOHTPO/I0 aAanTUBHOIO MMMYHHOMO oTBeTa. KoMnnemeHT
aKTMBMPYeTCs TPeMS pasHbiMKU NYTAMM; OOLLEN TOYKOW,
Ha KOTOPOM CXOAATCA BCE TPWU MyTH, ABNSETCS pacluenne-
Hne C3 KOMNOHeHTa KoMnneMeHTa. HapylweHus, nexauume
B OcHoBe pa3suTua al'YC, KacaloTca anbTepHaTUBHOMO MyTH
aKTMBauuu.

B otnivMyve OT nepBbiX ABYX MNyTEW, aKTUMBaLMSA KOTO-
pbiX Ha4YMHaEeTCs Mnocie CBA3bIBAHUS C UMMYHHbIMU KOM-
niekcamu UaM MUKpPOOpraHM3Mamu, anbTepHaTUBHbBIN NyTb
HaXoAMTCS B COCTOSIHUM MOCTOSHHOM aKTUBaLMWU, UCXOAHbIN
YypOBEHb KOTOPOW HM3OK (TaK Ha3blBaeMbl MEXaHW3M X0N0-
CTOro X04a), 4To o6ecneynBaeTcs CrOHTaHHbIM TMAPOAN30M
C3 KomnoHeHTa KomnnemeHTta. O6pasyloumincs npu 3Tom
dparmeHT C3b MOXKET cBA3bIBATbCA KaK C MaToreHamu, Tak
M C COBCTBEHHbIMM KNEeTKaMKn opraHnama. Ha 4yxepogHon
(Hanpumep, 6aKTepuanbHoM) noBepxHocTM C3b cBA3biBa-
etca ¢ ¢pakTopom B (CFB), B pesynbrate yero o6pasyercs
C3-koHBepTa3a (Komnnekc C3bBb). NocnegHas mHorokpar-
HO ycunuBaeT pacluennerHve C3 3a cyeT popMUPOBaHUS TaK
Ha3blBaeMon netnn amnandukaumu. MNMpu npucoeanHeHUK
K C3-KoHBepTa3e AoNnoNHUTENbHbIX dparmeHToB C3b ob6pa-
3yetcs C5-koHBepTasa (C3bBb(C3b)) — 3aH3MMaTUHECKuI
KoOMMneKe, pacwennsowmnin C5 KOMMNOHEHT KOMMNJEMEHTa.
Mpu pacwenneHnn C5 ob6pasyetca dparmeHT Chb, 3any-
CcKalolwmi c6opKy MembpaHoaTaKkytowero kKomniexkca C5b-9
(MAK), KOTOpbIV BbI3bIBA€ET IM3UC 6AaKTEPHAbHbIX KNETOK.

lMoBEPXHOCTb KNETOK X03AMHa B HOpMe 3aliuuieHa
OT IOKanbHOM amnandukaumnmn n aenosunumm C3b. 3Ty 3awum-
Ty obecneymBaeT »KECTKMM KOHTPOAb CO CTOPOHbI psaja
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perynaTopHbix GaKTOpoB KOMMEMEHTa, NpeAcTaBAeHHbIX
KaK naa3MeHHbIMKW, TaK U MeMbpaHOCBSA3aHHbIMK GenKa-
MW, GUKCUMPOBAHHLIMM Ha MOBEPXHOCTU 3IHAOTENMANbHbIX
KNeToK. OCHOBHbIMM MAa3MeHHbIMU NPOTEMHAMM, Perynu-
PYOLWUMKN anbTEPHATUBHbLIN NYTb aKTMBALMKW KOMMNEMEHTA,
cnyxat ¢akTtopbl H (CFH) u | (CFl), Mem6paHOCBS3aHHbI-
MW — MeMO6paHHbIA KodaKTopHbIA npoTenH (MCP) u Tpom-
6omoaynuH (THBD).

CFH — ocHOBHOW perynatopHbii daKTop anbTepHaTUB-
HOro NYTW aKTMBaLMK KomnaemeHTa. OH 6noKkupyeT obpa-
30BaHue C3-KoHBepTas3bl U HaNpsMyto YCKOPSIET ee pacnag.
Kpome Toro, daktop H aBnsetcs kodpaktopom CFl B nHaK-
TuBaumu C3b, KOTOpas NPMBOAUT K 06pa30BaHMUI0 HEAKTUB-
Horo ¢parmeHTa iC3b, He cnoco6GHOro cBs3biBaThCs ¢ haK-
TopoMm B ans o6pasoBaHua C3-koHBepTasbl. Monekyna
CFH unmeet aBe ob6nacTtn cBasbiBaHMa C3b. MMepBas noka-
nusyetcs B N-KOHUEBOW YacTu, rae cesasbiBaHue C3b pery-
nMpyeT amnanduKauuio anbTepHaTUBHOINO MNyTM KOMMe-
MeHTa B nna3me. BTopas o6nactb CBA3bIBAHUSA Hax0AUTCS
B C-KOHLIEBOW 4YaCcTh MOMEKYNbI, B 3K30Hax 19 n 20, cBA3bI-
BaHWe C KOTOPbIMM HapywaeT cnoco6HocTb C3b duKcmpo-
BaTbCS HA NOBEPXHOCTU IHAOTENMUS, HTO MPUBOAMT K JIOKaNb-
HOWM MHAKTMBALMK anbTepPHaTUBHOIO NyTU. TakMM 06pa3om,
CFH npuHagnexuT Kao4yeBas poib B 3alyuTe 3HLOTENM-
anbHbIX KNETOK OT aKTMBauuKM KomnnemeHTta. Kpome Toro,
YyCTaHOB/IEHO BaxHoe 3HaveHne CFH B perynauumn dyHKUMm
TPOMOOLMTOB 3a CYeT GNOKUPOBAHUS aKTUMBaLMK KOMMe-
MEHTa Ha MX MOBEPXHOCTH, YTO, B CBOIO 04Yepeab, MPUBOANT
K YMeHbleHWIO0 GYHKUMOHANbHOW aKTUBHOCTM M CNoCo6-
CTBYET CHUXKEHUIO PUCKa TPOMBOO6pa30BaHus.

CFl — cepurHoBasi npoTeas3a, Kotopas pacwennaet C3b,
npuBoAS K GOPMUPOBAHMIO HeaKTMBHOro iC3b B NpncyTCTBMM
pPacTBOPUMBIX M/UIM MEMOPAHOCBA3aHHbIX KOPAKTOPOB.

MCP — uHTerpanbHbii TpaHCMeMOpaHHbI 6eN0K, KOTO-
pbI 3KCNpeccupyeTcs Ha MOBEPXHOCTU KETOK, rae CBs-
3biBaeT C3b ¥ aBnsfetca AOMNOMHUTENbHBIM KOaKTOPOM
nns CFl.

THBD — 3HAgoTenuanbHblM MUKONPOTEUH C aHTUKoary-
NIAHTHBIMKW, MPOTUMBOBOCNANNTENBHBIMU U LUTOMNPOTEKTUB-
HbIMW CBOWCTBaMM, KOTOPbIN CAYXWUT TaKKe perynsTopHbiM
6€/IKOM CUCTEMbl KOMMIEMEHTA, BbINONHAS QYHKLMUU MEM-
6paHocBa3aHHoro Kodaktopa CFl. CeaAsbiBaeT C3b, ycKo-
psis ero nHaktuBaumio CFl B npucytcteun CFH.

Taknm 06pa3om, perynsuma anbTtepHaTUBHOIO NyTU KOM-
njaemMeHTa ocylecTBnseTcs YeTblipbms 6enkamu — CFH, CFl,
MCP 1 THBD, B3anmoaencTBmne KOTopbIX MPMBOANT K NPeo6-
pasoBaHuio C3b B HeaKTMBHYlO Mosekyny iC3b, 6n1oKkupys
TeM cambIM K/II0YEBOW MEXaHU3M aKTMBaLMM — o6pas3oBa-
HWe Bce 60/blunX KonmyecTB C3-KoHBepTa3bl C Nocaegyto-
en 6e3yaeprHon npoaykunen MAK.

Mpeanonaraetcs, 4To MMelolmecs y naumeHToB ¢ al'YC
MyTauuK B reHax, KOAUPYIOLWMX perynaTopHble 6enKu, npu-
BOAAT K HapYyLEHUIO 3alMuTbl 3HAOTENMaNbHbIX KIETOK
OT aKTMBaLUMKW CUCTEMbI KOMMAEMeHTa Bcneacteue gedu-
uuTa mam, Yawe, GyHKUMOHaNbHbIX HapyLleHUn 3TUX Mpo-
TeMHOB. B pesynbrate Ha MOBEPXHOCTU KNETOK 3HAOTENMUA
ycunuaetcsa o6pa3oBaHne MAK, Bbi3biBalOLLEE UX MOBPEK-
aeHve c o6GHakeHunem Ccy6aHAOTENMaNnbHOro MaTpMKCa,
TpaHchopmauunen aTpomboTMyeckoro deHoTuna B MNpo-
TPOMOOTUYECKMI M MocneaylwmMMm obpa3oBaHUEM TPOM-
60B. [lononHUTENbHLIN BKaA B npouecc Tpomb6oo6pa3oBa-
HUS y NauneHToB ¢ MyTaumamu CFH MOXeT BHOCUTb TaKKe
aKTMBaLMA KOMMNJEMEHTa Ha MOBEPXHOCTU TPOMOOLMTOB,
npuBoAALWas K YCUNEHMIO UX GYHKLMOHANBHON aKTUBHOCTH
[1,5,8,10-12].

Hapsigy ¢ Hanbonee 4acTo BCTpeyvaloWmMMnUcsa myTauu-
MU reHOB 6eNKOB-Perynsitopos, NPUBOAALMMU K Hapy-

WEHNO UX OYHKLMKM MO KOHTPOMO aKTUBHOCTM anbTepHa-
TMBHOro Nyt KomnaemeHTa (loss-of-function), onucaHbl
TaKxe MyTauuu reHos, kogupytowmx CFB n C3 KomnoHeHTa
KomniemeHTa, obecneynBalolme 3Ha4yMTeNbHOE Hapac-
TaHue aKTMBHOCTM (gain-of-function) 3a cyeT cTabunusa-
umn C3-KoHBEpPTasbl U €e PE3UCTEHTHOCTU K MHaAKTMBaLUK
COOTBETCTBEHHO, YTO BbI3biBAET M36bITOYHYIO aKTMBaLMIO
cucTeMbl KomnnemeHTa. lNpenmywecTBEHHOE MopaxeHue
noyek npu alyYC, no-sMaumomy, o6yc/ioBieHO OCOGEHHOM
YyBCTBUTENBbHOCTbIO GEHECTPUPOBAHHOMO M1OMEPYISPHOrO
3HAOTENUS K NOBPEXKAEHMNI0, 06YCNOBAEHHOMY HapyLWeEHHOM
perynauven komnnemenTa [1, 5, 9-11].

MoneKynsipHasa guarHoctuka al'YC cnoxHa v BKaoYaeT
B cebs B HacTosllee BpemMs He MeHee 9 pa3nu4yHbIX reHOB
(CFH, CD46/MCP, CFI, C3, CFB, THBD, CFHR1-5 w DGKE),
NOWCK TranfioTUNOB C BbICOKMM puckoMm (CFH-CFHR3
n MCPggaac) n onpegeneHue KonmyecTsa Konuim BapuaLmm,
rMOPUAHbLIE TEHbI U APYTMe CNOXKHbIE FTEHOMHbIE NepPecTPom-
KW B reHoMHon o6nactn CFH/CFHRs [10, 13].

al'YC accouuupyetcss ¢ MyTtaumamm CFH y 20-30%
nauneHtoB, MCP — y = 8-10% n CFl — y = 6%. MyTauumu
reHa ¢aktopa B (CFB) BcTpevatotca B 104% cny4aes,
B TO BpeM$ Kak MyTauuu reHa C3 dpakumm KomniemeHTa
naeHTnounumpytotTea y 6-10% nauymeHToB. Peaknmu aBns-
I0TCS MyTauuMu reHa tpomb6omoaynuHa (THBD) — 3-5%.
Okono 12% nauuneHtoB ¢ alYC umeloT MyTauuum ABYyX
n 6onee reHoB cucTteMbl KomnaemeHTa. leH CFH cyuwe-
CTByeT B KnacTepe (KflacTep perynstopoB aKTuBauuu
KOMMNaeMeHTa) BMecTe C MATbIO BbICOKOrOMOMOrMYHbIMU
reHamu, Kogupyllwmmmn 6enKku, ceasaHHble ¢ paktopom H
(CFHR1-5) [12]. B HacTosiLlee BpeMs U3BECTHO, 4YTO MyTa-
LMK, AeneLUnn U reHOMHble NepecTPOMKKM pacnpocTpaHeHsl
B 39TOM o6nactu. HYactoTa BCTpeYaemMOoOCTHU FreHOB, KOAWUPY-
owmx 6enkn CFHR1-5, coctaBnser 3-10%. bonee yem
y 10% nauuneHToB ¢ al'YC, npenmMyLlecTBEHHO y OeTew,
BbIIBNAOT ayToaHTuTena K CFH — ocHoBHOMY peryns-
TOPHOMY NPOTEUHY aNbTEPHATUBHOIO NYyTU KOMMAEMEHTA,
HanuMyme KOTOPbIX MPUBOAUT K TEM e NOCneacTBUAM,
4TO U MyTauMK ero reHa. «AHTUTEeNbHbIN» al'YC CKNOHEeH
K YacTomy peuunamBupoBaHutio. B 30-48% cnyyaeB al'YC
B HacToslllee BPEMS He HaxoAUT AOMKHOro o6bACHEHMS
C NO3WUMA MONEKYNnsapHoW reHeTukn [14-17]. OmHako
AaHHasa rpynna nauneHToB AEMOHCTPUPYET aHanorn4yHyto
TAXEeCTb 3a6oNeBaHUs C pPeLUaUBMUPYIOWMM XapaKTepPoM
TeyeHus, KaKk u npu al'YC ¢ reHeTUYeCKU NOATBEPKAEHHON
npupoaon 3aboneBaHus.

MyTauun B reHax CFH, CFl, THBD n C3 npeo6nagatot
y nauMeHToB Mnaglwe 1 roga, B Bo3pacte 1 roga v ctaplue,
NMOMUMO BbILLEOMNMUCAHHbIX MyTaLWi, BbISBASIOTCA MyTauuu
MCP. Y peteit ¢ maHudecTaumen B BO3pacTHOM WHTEpBa-
ne mexay 7 » 11 rogamu Yaue onpeaensaioTcs aHTuTena
K CFH [16].

CeMenHbIn U cnopaaudecknn al'YC HOCAT cCeMenHbIn
xapakTep (cubcebl, poauTenun, 6abyliKku U AedyWKKU UMetoT
3a6oneBaHue) y = 25% nauueHtoB. Cnopaanyeckue cny-
Yaun al'YC vmeloT nyywunin NporHo3, 4em cemenHble GopMbl.
HeoTAroweHHbln ceMENHbIN aHaMHe3 He WCK/YaeT BO3-
MOXHOCTU TeHeTU4YecKon nepepadn 3abonesaHus. Jlnwb
NoSIOBMHA HOCUTENEN MyTaLWK B CEMbE B TEYEHUE KUBHU
nMmetoT MaHudecTauuio 3abonesanus [14, 18].

B psage cnyyaeB nNpu MONEKYNSAPHO-FEHETUYECKOM
TECTMPOBAHUN BbLIABAAIOTCA MyTauuW FEHOB, He CBA3aH-
HbIX C KOmMnaemeHToM (DGKE — anauunrnmuepuHKuHasa e,
INF2 — nHBepTUpoBaHHbIM dopmMuH-2, PLG — nnasmuHo-
reH), U MyTaLuK B reHax, NpuBoasne K gedeKTHoMy meTa-
6onmM3my KobanamuHa C (MUT, MMAA, MMAB, MMACHC,
MMADHC, MCEE) [13].
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KJIMHUYECKUE PEKOMEHAALIUU

B HacTofiLee BpeMSs YCTaHOB/IEHO, YTO FreHeTU4YecKue
aHoOManuMM KOMMNJeMeHTa, KOTOpble paHbllie paccMaTpwu-
BanM KakK OCHOBHY0 NpuyunHy passutung al'YC, asnaioTca
nMwb daKTopoM, npegpacnofaralownM K BO3HWKHOBE-
Huto TMA. Ina peannsaymun 3ToM NpeapacnoioXeHHOCTH
TpebyloTca AOMNOAHUTENbHbIE GaKTOPbl, KOTOpble MOryT
OKaszaTb BAWSIHWE Ha pas3BUTME WKW NporpeccupoBaHue
alyYC. Takumn daKTopamu, MHULUUPYIOWMMKU AOMNONHMU-
TeNbHYI0 aKTMBaLMIO KOMMAEMEHTa Yy NpPeapacnonoXeH-
HbIX UL ¥ NOTOMY Ha3blBA€MblMU KOMMAEMEHT-aKTUBU-
PYIOLLMMU COCTOSHUAMM, CRYKaT MHOEKLMMN AblIXaTeNbHbIX
nyten (18% cnyyaeB), XeNyAo4YHO-KMLWEYHOro TpaKTa
(KKT) (24%), 6epemeHHOCTb (7%), TpaHCNAaHTaUUsa opra-
HoB (5%) v np. [2, 16, 17, 19]. OgHako noyTtn y 1/3 naum-
eHToB ¢ al'YC TpurrepHbole dakTopbl naeHTUdULMpOBaTb
He yaaeTtcs [20].

SANUAEMHOJIOrUa

AtununyHbin F'YC coctaBnsiet 5-10% ot Bcex cnyvyaeB 'YC
y OeTe 1 B OCHOBHOM SIBNSIETCS CNELCTBMEM HapyLeHUs
perynaumMm cuctembl KomniemeHta. B HacTosiwee Bpewms
nsBectHo o 6onee 1000 naumeHToB ¢ alYC, y KOTOpbIX
BbIIBfIEHbl MyTaLWW FEHOB, KOAMPYKOWMNX GEeNKM Komnne-
mMeHTa [21].

Mo paHHbIM pasnuyHbiX uccnegoBaHun, 3abonesa-
emocTb al'YC B EBpone coctasnsier 0,23-1,9 cnyyaeB
Ha 1 mnH B rog, B ABcTpanun — 0,44 cnydas Ha 1 MSIH B rog.
Cpeau nuu, < 20 net — 0,26-0,75 Ha 1 MnH B roa, ay B3poc-
nbix — 0,42-1,9 cnyyaeB Ha 1 maH Broa [1, 9, 21, 22].

PacnpocTtpaHeHHocTb al'YC kone6netcs oT 2 go 10 Ha
1 MAH YyenoBekK. Y nuu B Bo3pacTe < 20 net — ot 2,21 ao
9,4 Ha 1 MnH YyenoBeK. Cpean nauneHToB Ao 4 neT pacnpo-
CTpaHeHHOCTb 3aboneBaHnsa cocTaBuna 3 Ha 1 MH AeTCKO-
ro HaceneHus, y getev ¢ 5 0o 15 net — 0,3 Ha 1 MJIH IETCKO-
ro Hacenenusa. Cpean B3pocibix B EBpone — 5,75 Ha 1 MAH
HaceneHus, a ABcTpanun / Hoson 3enaHaun — 2,4 Ha
1 mMnH Hacenexus. Camas 6onbluas pedepeHcHas nonyns-
uMa nauveHtoB ¢ alYC 3apeructpupoBaHa B EBpone —
16 427 365, npy 3TOM pacnpoCcTpaHEeHHOCTb 3a601eBaHuUA
coctaBuna 4,96 Ha 1 MNIH OT 06LWEen YNC/IEHHOCTU Hacene-
Hua [1, 9, 21, 23].

B Poccuiickon ®epepanmm TOYHbIX CTaTUCTUHECKUX AaH-
HblX HeT. 3aboneBaemMocTb cocTaBaseT okono 0,8 Ha 1 MAH
[LEeTCKOro Hacenexuss B rog. ExxerogHo guarHocTtupyetcs
0K0/10 26 HoBbIX cny4aeB al'YC. PacnpocTpaHeHHOCTb 3a60-
neBaHus coctaBnaeT 1 cnydan Ha 143 000 geTcKoro Hace-
NeHus.

B 60% cnyyaeB ae6ioT al'YC pa3BMBaeTcs B [JETCKOM
Bo3pacTte. Cpean peten oaMHAKOBO 60MEOT Malb4yMKM
n aeBoYKKU. Kpome TOro, B BOo3pacTte A0 6 mec U ¢ 6 mec
[10 2 neT B paBHOM KoJsindectBe — 28 n 28% cny4aeB COOT-
BeTCTBEHHO. B Bo3pacTte 2-15 net al'YC guarHoctupyeTtcs
y 44% peten. UHbeKuns aBNAeTCS caMbiM 4acTbiM Komnne-
MEHT-aKTUBMPYIOLLMM COCTOSIHWEM B peanu3auuun 3abone-
BaHua. BakuuHauun oTBOAUTCH 2-€ MECTO CPeaM MpPUYKH,
npoBouupytoLLMx pa3BuTtne al'YC (TONbKO y AeTeN, UMEIOLLNX
reHeTuyecku gedekKr) [21-23].

Y B3pochnbIx cpean 6onetomx npeobnagatoT nmua KeH-
CKOro nona, Tak Kak 6epeMeHHOCTb ABASETCS YacTblM TPUr-
repHbiM cobbiTnem. Cpeau nauueHtoB 20-40 net alYC
anarHoctupyetcsa y 48%, 50-60 net —y = 8% u > 60 net —
y=1%[1, 12, 15].

K/JIACCUDUKALIUA

[o HacToslero BpeMEHW BOMPOChLI KhaccudpuKkauuu
'YC ocTatotca npegMeToM Aauckyccuin. lMpepgnaraemble
pa3nuyHble KnaccuduKkauum nnbo He COHOKYCUMPOBaHbI

Ha OCHOBHOW natodun3nonorun 3abonesaHus, MM60 CruLL-
KOM C/I0XHbl.

Cnepyet OTMETUTD, YTO PSS aBTOPOB PEKOMEHAYIOT Ha3bl-
BaTb Bce popmbl TMA, Kpome TPOMOBOTUYECKON TPOMBOLMU-
ToneHnyeckon nypnypsl (TTMN), kak F'YC, npy aToM Bbigenas
STEC-T'YC, nHeBMOKOKK-accouumpoBaHHbi 'YC, UHbeKLUHU-
OHHO 06ycnoBneHHbI 'YC (rpunn A, BUpyC UMMyHOAEeDULIN-
Ta YyenoBeka, uMToMeranoBupyc, Bupyc dnwreiHa — bapp,
napsoBupyc B19, Bupyc BeTpsSiHOM ocnbl, BUPYC KoKcakw,
Bupychbl renatntoB A, B n C, Salmonella typhi, Bartonella,
NenToCcnupo3, PUKKETCMO3, Manapus, nuxopagka [eHre),
atunuyuHbin TYC, BTOpHUYHbIN TYC 1 T'YC, 06ycnoBneHHbIn
nedbeKTHbIM MeTabonMamoMm KobanamuHa [24]. Apyrue
uccnepoBaTenu npegnaratoT BblAeNATb HacNeACTBEHHYIO
n npuobpeTeHHyto TMA, KOTopble MOTyT UMETb NEPEKPECTHI.
Tak, ana pas3sutng HacnegcreeHHon TMA moryT noTtpe6o-
BaTbCs TpUIrrepbl, a npuobpeteHHas TMA MOXeT UMeTb
reHeTUYECKYI0 OCHOBY. TaKXe peKkomeHayeTcs Knaccuodu-
umpoBatb TMA B 3aBUCMMOCTH OT OTBETA Ha Tepanuio [25].

MpuHUMasa BO BHUMaHWE, 4TO MatomMopdonorn4yeckomn
ocHoBoW no6on popmbl 'YC aBnaetca TMA, B 2020 r. 6bina
npeanoxeHa aTMonorvyeckas ee knaccuodunkauus [10].

1. NepBuyHbie popmbl TMA
TTN:

° BpOXAeHHas;

°  MpuoBpeTEHHas.

ryc:

° npuobpeTeHHble GOopMbl — UMHDEKLMOHHO 0BYCNOBJIEH-

Hble (STEC-T'YC, Streptococcus pneumoniae, Shigella

U T.4.), aHTu-CFH-anTuTena (alYC);
® HacneacTBeHHble GOpMbl — MyTalMKU FEHOB KoMMne-

mMeHTa (al'YC).

2. Bropuunbie dopmbl TMA, accoyunpoBaHHble C:
® ayTOMMMYHHbIMK 3a60NEeBaHUAMY;
°*  MHPeKuUamMu;
® BGEpPeMEHHOCTbIO;
® TpaHCnAaHTauuewn ConnaHbIX OpraHoB;
® TpaHCnAaHTaunen reMonoaTUYECKUX CTBONOBbIX KIETOK;
°  METUIMaNOHOBOW aUUaEMUEN;
® 3/10Ka4yeCTBEHHbIMM HOBOOGPA30BaHUAMM;
® 3/10Ka4eCTBEHHOW rmnepTeH3nen;
® JleKkapcTBamMu (LMKIOCMOPUH, TaKPOIMMYC, CUPOSIUMYC,

3BEPONUMYC, reMuUnTabuH, MUTOMULMH, 6eBaLu3yman,

CYHUTUHNO, 6opTEe30MKUOB, KapdUN3oMnb, aganumyman,

Konuaorpen, CMMBacTaTUH, 3CTPOreHbl, NporecTareHsl,

nporecTareHbl U 3CTPOreHbl B KOMOGMHALMK U 4p.).

TpaguunoHHo al'YC TaKXe noapasfensioT Ha cemMen-
HbIX U cnopaanyveckuin. B ctpykType al'YC Ha gonto cemein-
HOro (AMarHOCTUPYEMOro MO KpawHew Mepe y 2 4ieHoB
ceMbM) NPUXoanTCs, No pasHbiM AaHHbIM, Bcero 10-20%,
Toraa Kak cnopaguyeckui al'yYC, npu KOTOPOM OTCYyTCTBYET
ceMelnHbin aHaMHe3, BcTpedaeTtcad y 80-90% nauueH-
TOB C 3TOoM natonornei. B ocHoBHOM al'YC Hacneayetcs
no ayTOCOMHO-AOMUHaAHTHOMY TUNy ¢ 50% neHeTpaHTHO-
CTbl0, 3HAYUTENIbHO peXe — Mo ayTOCOMHO-PELLECCUBHO-
My/nonureHHomy Tuny [13]. Cneayet NOMHWUTb, 4YTO OTCYT-
cTBMe 3aboneBaHna y POACTBEHHMKOB HE UCK/OYaeT ero
HacneACcTBEHHOroO xapaKTepa, MOCKOAbKY 340PO0BbI€ YNeHbI
cembMn nauneHTa ¢ alYC Moryt oKkasaTbCsl HOCUTENAMU
naToreHHbIX MyTaLum.

K/IMHUYECKASA KAPTUHA

Ona passutua alYC Heo6x0aMmMO B3auMMoaencTBue
reHeTU4YEeCKNX aHoOMalui B cucTeMe KommnneMeHTta ¢ dak-
TOpaMu BHELIHEW Cpefbl, KOTOPble UrPatoT POb TPUITEPOB,
NPOBOLMPYIOLLMX AOMNOHUTENbHYIO aKTUBALMIO KOMMNJIEMEH-
Ta y NpeapacnonoXeHHbIX nuL,.



KnuHnyeckaa kaptuHa al'YC xapaKTepu3yeTcs 3Hauu-
TeNbHbIM NOAMMOPPU3MOM CUMNTOMOB. OHAKO OCHOBHbI-
MU NPOSBAEHUAMU GONE3HU ABASAIOTCA TPOMOOLMTOMNEHUS,
MATA u OIMM, cocTtaBnsawwmne KnaccuyecKkyio Tpuagy TMA.
He wnckniovaetcs (B 20% cnydvaeB) cTeptoe Hadano alYC
C MefNeHHbIM nporpeccupoBaHuem. MNpu aTom Ha npoTH-
KEHUN HECKONBbKUX HeLeNb UK Jarke MecsaleB oTMeYatoTcs
CNnabo BbIpaXKeHHas aHeMuWs, TPaH3UTOpPHas TPOMOGOLMTO-
neHna u coxpaHHas GyHKLMA NoYeK. BOZMOXKHO TaKKe pas-
BUTHE «HenonHon» TMA C¢ OoTCyTCTBMEM TPOMOOLMTOMEHNUU
(13-40%) nnu, pexe, MATA (6%) [24]. B psae cnyvaeB onu-
CaHO pa3BUTUE TONbKO No4YeyHbIX Npu3Hakos TMA B oTcyT-
CTBME remMaToIorM4eCK1X HapyLeHnw.

B 60nblUMHCTBE c/iy4aeB MopaxKeHne novyek MaHuode-
ctupyeT OMM ¢ HanuyMem Onuro-/aHypum wnu 6e3 Hee.
Mpu coxpaHeHHOM auypes3e oTMeYaeTcs NPOTEUHYPUS, UHO-
r4a maccvBHas, BNAOTb A0 Pa3BUTUA HEDPOTUYECKOTO CHH-
ApoMa, 0COB6EHHO MpWU NOCTEMEHHOM pa3BUTMM 3abonesa-
HUS. BO3MOXHO nosiBneHne rematypuun. Cneayet OoTMETUTD,
yto npwu allYC O MoXeT He 6biTb NEPBbIM NPOSIBJIEHNEM
60ne3Hu. MNMprumepHo 17% nauneHToB AEMOHCTPUPYIOT NLb
YMEPEHHbIM MOYEBOW CUMHAPOM 6€3 HapyweHus yHKUUK
noyeKk. 3aboneBaHne MOXKeT TaKKe AeblTupoBaTb U30MuU-
pOBaHHOM MPOTEUHYPUEN C NpU3HaKamMu HavanbHou XBIl.
MNMonoBuHa peten M GONbLIMHCTBO B3POCAbLIX MaLMEHTOB
¢ al'YC HyxpatoTcs B npoBeaeHnn 3MNT B MOMEHT rocnuta-
nusaunn. XBIN 5 y MHOrMx nauneHToB pa3BMBaeTCa He3a-
BMCUMO OT XxapaKTepa MaHudecTaumm 6onesnu [18, 20, 22,
23, 25].

ApTepuanbHasa runepteH3us (AlN) passuBaeTcs y 60/b-
WMHCTBA MNauMeHTOB BCNEACTBME Meperpysku o6bemMom
NPy HaM4YUK ONNUFO-/aHYyPUN U/ UK TUNEPPEHMHEMUUN N3-3a
ULWEMWN TKaHKU NoYdeK, obycnosneHHon TMA.

[eHepanu3oBaHHbIN xapakTep TMA npu al'YC o6ycnos-
NIMBaeT pasBWUTME 3IKCTPapeHasbHbiX NMPU3HAKOB 60Ne3HMU,
CBAI3aHHbIX C MOPa)EHMeM MWKPOLMPKYNSTOPHOrO pycna
Pas3nnYHbIX OPraHoOB M CUCTEM, B TOM YMC/E FTONOBHOMO MO3-
ra, cepaua, nerkux, KT, opraHa 3peHusi. BHenoye4yHble
nposiBneHns 3abonesaHus HabnwgaoTcs y 20% naumMeHToB,
M3 KOTOPbIX NOYTH ABE TPETU UMEIOT 60/bLIE OLHOIO IKCTPa-
peHanbHoro npmuaHaka [1, 8, 18, 22]. B HeKoTopbIX cnyyYaax
CNOXHO OTIMYUTL MEPBUYHOE MOparKeHWe opraHoB BcClea-
ctBue TMA u BTOpuUYHble ocnoxHeHusa (Al / neperpyska
YUOKOCTbIO / 3NIEKTPOSIUTHBLIE PAaCcCTPONCTBA).

Y 60/bWMHCTBA NALMEHTOB UMEETCS BblpaxeHHbIN OTeY-
HbIA CUHAPOM, OCHOBHbLIMM MPOSIBIEHUAMMW KOTOPOIO CAy»KaT
MaccuBHble nepudepunyeckne oTEKU BMNOTb A0 aHacapKu
W BbINOT B NOMOCTAX (TMAPOTOPAKC, TMAPONEPUKAPA, aCLMT).
MpUYMHON OTEKOB ABNAETCS PE3KO MOBbIWEHHas cocyau-
cTas NPOHULAEMOCTb, MHAyUMpoBaHHaa C3a u CbHa Kom-
NOHEHTaMM KOMMNeMeHTa 4yepe3 0cBob6oXKaeHMe 60MblUMX
KONMYeCTB rMcTamuHa.

MoYTN y NONOBMHbLI NALMEHTOB AMarHoCTUpyeTcs nopa-
eHne LIHC pa3HoM cTeneHu BbIpaXEHHOCTU (COHMMU-
BOCTb, Pa3Apa*MTeNbHOCTb, CYAOPOr1, HapyleHns 3pe-
HUS, reMunapes uan remunnerus, ctynop, koma). B page
cllydaeB BO3MOXHO pa3BUTME OTeKa roJIoBHOro Mo3lra,
06yCn10BNEHHOE MOBbLIWEHHONW COCYAMCTOM MPOHMLLAEeMO-
cTbio [1, 8, 10].

Y 40% nauneHToB pa3suBaeTcd TMA MvoKapaa, OCHOB-
HbIM NMPOSIBEHNEM KOTOPOM MOXET 6biTb AnNataLMoHHas
KapavomuonaTusi ¢ Npu3HakaMu MocTeneHHO HapacTato-
LLEeN UK OCTPOM cepaevyHor HegocTaToYHOCTU. Hebonbloe
yncno (okono 3%) NMauueHToB C MHTPaMUOKapAuanbHOW
TMA geMOHCTpUpyeT pas3BUTUE OCTPOro UHPapKTa MUO-
Kapfaa, KOTOpPbIM MOXET cTaTb NPUYMHOM BHE3AMHOM CMep-
™ [26, 27].

NleroyHast TMA MOXeT cTaTb MPUYNHOM PA3BUTUSA FEMOP-
parnyeckoro anbBeosiMTa MM OCTPOro pecrnuvpaTopHOro
AncTpecc-cnHapoMa B3pochbix. HapacTatowas Bcneactasue
3TUX MPUYUH AbiXxaTeNbHas HeAOoCTaTOYHOCTb B psfige Chy-
yaeB TpebyeT MPUMEHEHUS WMCKYCCTBEHHOW BEHTUAALMMU
nerkux. loctatoqyHo YacTo y nauuneHTtos ¢ al'YC pa3BuBatoT-
€Sl ABYCTOPOHHUE MHPUALTPATbLI B NIETKKX, YTO 3aTpyAHSeT
BepuduKaumuio guarHosa v Tpebyetr auddepeHumanbHom
AWArHOCTMKM C BaCKyInTaMu U MHOEKLMOHHOW naTtonornem
[8, 22, 26, 27].

MoparkeHne KT BcTpeyaetcs npnbnnantenoHo y 30%
nauueHtoB ¢ al'YC. Han6onee 4acto Habnogaetca nopa-
KEHWE KULWEYHWKa, NposBAasiolleecs aAvapeen, TOWHOTOM
W PBOTOM, XOTS1 BO3MOXHO pa3BuTne abaomuHanbHoro 6one-
BOr0 CMHApOMa. HepeaKko oTmevaeTcs pas3BUTUE OCTPOro
naHKpeaTuTa C XapaKTepPHbIMU KIMHUYECKUMU NPU3HAKaMu1
BMNAOTb A0 MaHKpeoHekpo3a. OnucaHO OCTpoe pas3BuTUE
caxapHoro guabeTa. Pexe HabnopaloTcs MWeMUYECKUE
HEeKpo3bl NevyeHun [8, 22, 27].

Take B psge cnydyaeB AWaArHOCTUPYETCs MopayKeHue
opraHa 3peHua B BMAe nyp4yeponofobHOM peTuHonmaTuw,
NposBAAOWENCH MNPEeUMyLecTBEHHO O6GunatepaibHbiM
noBpeXaeHnemM opraHa 3peHus ¢ OTEKOM AWCKa 3puUTenb-
HOro HepBa, UHTPaPETUHANbHBIMU KPOBOMUIIUSHUAMM, MAT-
KUMKW BaTOOBpa3HbIMKU IKCCyaaTaMun, MaKynspHbIM OTEKOM.
B HacTosilee BpeMs Hanbonee NPUHATON Teopuen aBnseTcs
MUKPO3MB0/M3aLns COCYAUCTON CETU CETYATKU, MPUBOAS-
Wwas K npekanunisapHon OKKI03MK apTeEPMON U MUKPOCOCY-
MCTOMY MHDAPKTY CNOS HEPBHbIX BOIOKOH [28].

Peagkum nposBneHnem alYC aBnaeTcs nopa)keHue
KOXM C pa3BUTUEM OBLUMPHbBIX HEKPOTMYECKMX o4aros [29].
BcTpeyaeTcs Take aurntanbHas UWeMUYecKas raHrpena,
npusogalas K amnytaumm nanbues pyk n Hor [30].

MpumepHO y 6% NauMeHTOB OTMeYaeTcs NoAnopraHHas
HeJoCTaTO4YHOCTb, cBsi3aHHasa ¢ AndodysHon TMA ¢ nopa-
*ennem LUHC, nwemuen mmokapaa, N1ero4HbiM KpoBoTeye-
HWEM W AbIxaTeNlbHON HEeJO0CTaTOYHOCTbIO, NAaHKPeaTUToM,
NeYEeHOYHbIM LMTONUTUYECKMM CUHAPOMOM, MKENyAO4YHO-
KWLIEYHbIM KpoBOTeyeHuem [8, 27]. KcTpapeHanbHble
nposifieHns TMA BO3HWMKAIOT Kak B OCTpon dase, TaK
W nocne Hee (cnycta rofbl) B peaynbraTe XPOHUYECKO-
ro HapyweHua GYHKUMM KOMMJIEMEHTA M MPU COYeTaHuuU
¢ daKTopamu NOBpPEXKAEHUA KNETOK 3JHAOoTenusa (nekap-
CTBa, rMnepTeHsuns, obnyvyerume u gp.). NMpun aTom Hago nNom-
HUTb, YTO TAXKE/ble IKCTPapeHanbHble NPOSIBAEHUS MOryT
BO3HWKHYTb MPW OTCYTCTBUWM SIBHOrO peuunausa 3abone-
BaHWS W OTK/JIOHEHUI remMaTofIorMYecKUx noKasaTenen,
Tak Kak alYC — xpoHuyeckoe 3aboneBaHue, TeyeHue
KOTOPOro Npofo/MKaeTcs, Aaxe ecnu CoCTosHME nauneHTa
KaeTcs CTabMNbHbIM.

AUATHOCTUKA

B cBa3K ¢ Tem, 4yto Bce TMA He3aBUCMMO OT KX nartore-
He3a UMEIOT CXOAHbIE KNMHUKO-NabopaTopHble NPOosiBAEHMS
M OBLLYIO TMCTONOMMYECKYI0 KapTUHY, YPE3BbIHaNHO BaXKHOM
npeactaensetca auddepeHumancHas AMarHocTuka Mexay
OCHOBHbIMK dopMamu nepsruiHon TMA — STEC-TYC, al'yYC
nTTM.

Y peten B Kpyr anddepeHunanbHO-AUarHoCTUYECKOro
novcka, kpome STEC-T'YC, al'YC u TTM, cneayeT BKO-
4yaTb METU/IMaNIOHOBYIO auuaemuio (aedeKTHbii MeTabo-
NM3M Kob6anamuHa) 1 N'YC, accounmnpoBaHHbIN C MTHEBMOKOK-
KOM, MpOoAyLMpyloWMM HenpammHuaasdy. TakuMm o6pas3om,
npu anarHoctuke N'YC nepBoHayanbHO HEOGXOAMMO YCTaHO-
BUTb Hannyme TMA, B nocnegylowem — npoBecty audde-
peHuManbHyt0 AMarHOCTUKY MEXAY NePBUYHbIMU U BTOPUY-
HbiMK TMA.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

KpuTepun gMarHoCTUKM TUMUYHOIO reMOJIUTUKO-

ypemuyecKoro cuiapoma (STEC-IyC)

Mpn pasutum cumntomoB TMA Ha poOHe cMMNTOMOB
co cTopoHbl XKKT (anapes u/vnu TOlWHOTa/pBOTA W/MAn
6011 B }UBOTE U/UNN FaCTPOIHTEPUT) HEOBXOAMMO UCKJIIO-
4yutb STEC-T'YC. OH ycTaHaBnMBaeTCs Ha OCHOBaHWK XapaK-
TEPHOM KJIMHWMYECKOW KapTWHbl C AMAPENHBIM MPOAPOMOM
M OOMKEH OblTb NOATBEPXAEH NabopaToOPHbLIMKU AAaHHbLIMMU,
ncknovaowmmmn gpyrne TMA. narHoctuka TMA ocHoBaHa
Ha Hanuuynn MATA 1 TPOMOGOLIMTONEHMN B COYETAHUM C MNPU-
3HaKaMu NOpParKeHUs MOYEK U/UNKN IKCTPaPEHaNbHbIMU NPO-
asnenuamu [1, 4, 9, 11-13].

Hanuyne MATA ycTaHaBNMBalOT Ha OCHOBAHWK BbisBNE-
HUS Yy nauneHToB Kym6¢c-HeraTMBHOM aHeMUK, LUIM30LMTOB —
dparMeHTMPOBaHHbIX 3PUTPOLUMTOB B Ma3Kke nepubepuye-
CKOM KPOBU (AMArHOCTMYECKM 3HAYMMOE WX COJEp)KaHue
ona TMA — > 1%), noBbilWeHMsa nakTataernaporenass (JIA0),
CHWXEHUs ranTornobuHa. MmnepbunnpybuHemuns (3a cyet
NOBbIWEHMA HENPSMON dpaKLMK), CBOBOAHbIN reMOrnobuH,
PETUKYNOLMTO3 TaKKe ABNSIOTCH HECNEUMDUYECKUMMN UHON-
KaTopamu remosin3a 3puTpoLIUTOB.

TpOMOBOLMTONEHNIO AMArHOCTUPYIOT MNpPU Konn4vecTse
TpomGBoLuToB < 150000/MMm3. ECAM 4ncno TPOMGOLMTOB
NpPEeBbIWAET 3TO 3HA4YEHUE, TO 06 MX MOTPEBNEHNN MOMKHO
CYAWTb MO CHUMKEHWIO KonuyecTBa Tpomb6ouuToB > 25%
OT 6a3a/bHOro0 YPOBHS (€C/iM OH U3BecTeH). B ma3Kkax nepu-
pepryecKon KpoBM MOXKHO OBHapPYXKUTb FTMIraHTCKME TPOM-
60UNTbI, NPM TPENAHOBMOMNCUN KOCTHOIO MO3ra — HOpMaJib-
HOE KOJIM4EeCTBO MerakapuoLmTos.

Y naumneHtoB ¢ MAIA 1 TpOMOGOUMTOMNEHMEN Hannuune
OllM, n301MPOBAHHOIO MAM B COYETAHUMM C CUMMNTOMamu
nopaxeHusa KT, UHC, nerkux, cepgua, CnyX 1T OCHOBaHMK-
eM ansa guarHoctukm TMA.

Teyenne STEC-TYC c nopakeHnem [pyrux OpraHos
M CUCTEM, MOMMMO MOYEK, BO MHOTOM OMpeaenseT NporHo3
M MUCX0A. IKCTpapeHanbHble MPosiBieHUsT 60Ne3HU MOryT
6bITb CBSI3aHbl C 3/IEKTPOJIMTHBIMM pacCcTPOMCTBaMM, MeTa-
60MYECKMMU HaPYLLEHUSIMHK, TUNeprugpaTaLmen, MHTOKCK-
Kaluuen, CUCTEMHON BOCMNanMTENbHOW peaKkuunen, a B page
cny4yaeB — c pa3sutnem TMA.

B cnyyae koHctataumm TMA guarHo3 STEC-T'YC MOXKHO
BepudunLmMpoBaTb, ToJIbKO UCKoUMB al'YC m TTI. CKPpUHUHT
Ha STEC-I'YC nokasaH npv Haan4mMm CMMNTOMOB CO CTOPOHbI
HKKT. N3BecTHO, 4T0 ¥y 5-10% naumMeHToB MOXeT He OblTb
npealwwecTByOWEN AMapen B aHamMHe3e, 4TO MOAYepKMBa-
€T Ba)KHOCTb MWKPOGMONOrMYECKOro MCCeaoBaHUsl BCEX
naumMeHToB ¢ TMA He3aBMCMMO OT ucTopuM 3aboneBa-
Hus. JlabopaTopHble MccneaoBaHWs cnegyeT BbIMOAHATb
B MepBble CYTKU rocnutann3dauuy nauueHta B cTauMoHap
[0 Hayana aHTMbaKTepuanbHoW Tepanuu. AunarHo3 STEC-
'YC MoxeT OblTb OTBEPrHyT Ha OCHOBAHWKW WCKIIOYEHUS
Hanunuma Stx B KpoBu m cTyne. Ana ucknodeHuns STEC-T'YC
noKasaHbl:

° oceB Kana ans BbiasneHusa Kynbtypbl STEC (Ha cpeay
MacConkey ans E. coli 0157:H7);

°  MHOMKaUMS W BblAENEHWE U3 KIIMHUYECKOrO MaTepuana
(Kan / peKkTanbHbI Ma30K) LUITAMMOB 3HTEpPOremMopparu-
yeckux E. coli metogom TLP;

* onpepgeneHne Stx B CbIBOPOTKE KPOBM;

° onpegesieHne B CbIBOPOTKE KPOBW aHTUTEN K JIMNOMO-
nMcaxapuay Haubonee pacrnpoCTPaHEHHOrO B AAaHHOM
pernoHe cepotmna E. coli.

MLP-aHan13 nepBuYHbIX GeKasbHbIX KynbTyp ABASETCS
Hanbonee YyBCTBUTENbHBIM U CNeUnPUIEecKuM uccnegoBa-
HMEM ANt CKPUHMHIA OPraHM3MOB, NPOAYLIMPYIOLLMX TOKCH-
Hbl. OTpMLUaTENbHbIN PE3YNbTaT CKPUHUHIA NPU NOA03PEHUM
Ha STEC-I'YC poctoBepeH, ecnn aHanu3 cobpaH Ao Havana

aHTMbGaKTepManbHOM Tepanuu. B cnyvyasax npoBeaeHUs aHTH-
GaKTepuranbHOM Tepanuun YacToTa BblaeneHmsa na ctyna AHK
EHEC meTtoaom TMLUP cyuecTBeHHO Bbille TONbKO B NepBble
6 oHen anapeun. TakuMm o6pa3oM, onpeaeneHue LWura-Tok-
CWMHa B Kane / peKTanbHOM Ma3Ke meTtogom [P B 6onee
no3aHWe CPOKKU NpeacTaBNseTca HelenecoobpasHbiM.

MepcneKTUBHbIM ABNAETCA BHEAPEHWE B PYTUHHYIO
NPaKTUKY BbIABNEHUSA U NAEHTUDUKALMUU FEHOB BUPYNEHTHO-
ct1 EHEC (rfb0O, 5, — nunononucaxopua 0157, eae — dak-
TOp aAre3Mnm UHTUMUH, Stx1, 2 — wura-TOKCUH Tvna 1, 2)
C NOMOLLbIO MynbTUNAEKCHOM TLLP.

MpucyTcTBME CbIBOPOTOYHBIX aHTUTEN IgM npoTuB cneu-
ndunyeckoro nunononucaxapuaa E. coli CNyXuWUT BaXKHbIM
[I0Ka3aTeNIbCTBOM HeJlaBHO NepeHeceHHoW nHdpeKumm STEC
(meToa ELISA, aHan13a naccuBHOM remarriloTuHaunm) [24].

STEC-T'YC Bceraa pa3BuBaeTcs ocTpo. BonHoo6pa3Hoe,
peunaMBupytollee TeHeHe HexapaKTepPHO ANg AaHHon dop-
Mbl TMA. lNocne nepBoHavyanbHOro nageHus remornobuHa
M TPOMOGOLUMTOB MOCTENEHHO WX YPOBEHb HapacTaeT, XOTs
NPU3HAKKM MOYEYHOrO MOBPENKAEHUA MOTYT COXPaHATbCSH
elle AnuTenbHoe Bpems.

KpuTtepuu, nozsonsiiowme
3anofo3puTb/ycTtaHoBUTb auarHo3 STEC-T'YC:

® OTCYTCTBME CEMENHOr0 aHaMHe3a;

e Bo3pacT gebtota 'YC — 6 mec — 5 ner;

e passutre 'YC Ha doHe KMLIEeYHON MHDEKLNK (MPU3HAKMK
nopaxkenusa KT, anapes, reMoKoAuT);

* passutre 'YC BO Bpems BChbIWKKN MHbeKLnn STEC;

e MATA — CHUWXeHWe remMornobuHa, wusoumtosd > 1%,
peTuKynoumnTos, npoba Kym6ca oTpuuatenbHas, noBbl-
weHune NI, CHUXKEHUE KOHLEHTPaLUWK ranTornobuHa;

e noTpebreHne TpombGOLMTOB —  Tpom6GouuThI
< 150000/MM2 MAK YUCNO TPOMBOLUTOB YMEHbLIEHO
> 25%, He BbIX0As 3a rpaHuLbl HOPMbI;

® oOpraHHas AMCPYHKLMA — MoparKeHne Mnoyek, cepaed-
HO-COCYAMUCTOM cucTeMsbl, nerkux, KT, opraHa 3peHus
nap.;

° MNONMOXMUTENbHbIV pe3ynbTaT noceBa Kana MW Hanudue
Escherichia coli / Shigella dysenteriae 1-ro Tuna B Kynb-
Type dekanun metogom lMLP

® aKTMBHOCTb ADAMTS13 > 10%;

® HeT U3MEHEHWI COoaepKaHUsa aunIKapHUTUHOB MO AaH-
HbIM TaHAEMHON MacC-CNeKTPOMETPUY;

e 0GespeunanBHoe TeyeHue (!).

Kputepum gnarHocTMKM aTUNUYHOIO

remMoJIMTUKO-yPEMUYECKOro CUHAPOMA

[o HacToAwero BpeMeHu cneunduyeckue AnarHoCTu-
yeckune mapkepbl al'YC otcyTcTBytOT. AnarHo3 «al'YC» — 310
AMarHo3 uckyerus. OH ycTaHaBAMBAETCA Ha OCHOBaHWUM
COBOKYMHOCTU [aHHbIX: aHaMHe3a, Hanu4usa/oTCyTCTBUS
TPUTTEPHOro CO6bITUS, XapaKTepHou Tpuagbl TMA v JOSIKEH
ObITb NOATBEPKAEH NaboPaTOPHbIMKU AaHHBbIMK, UCKIIIOYato-
wmmu apyrue popmbl TMA. TedyeHne al'YC yacTo xapaKTepu-
3yeTcs coveTaHmeM Ol ¢ aKkcTpapeHanbHbIMU NPOSBAEHU-
AMU. KnMHUYecKass HacTOPOXEHHOCTb B OTHoweHun al'yC
Heo6xoanMa MpW HaNMYUK CUMNTOMOKOMNMNJIEKCA racTPO3H-
TEepoKoNuTay aeTew B BO3pacTe < 6 Mec, yka3aHWI Ha paHee
HEOOBACHUMYIO aHEMUIIO, CTEPTOE Havyano UM OTHOCUTENb-
HO MOCTEMEHHOE Hayano CO CHUMEHWEM MOYEeYHON O YHK-
LMW B TEYEHNE HECKONBbKKUX HEN, BONHOOOPa3Hoe TevyeHune
C MOBTOPHbLIMK NaAEHUAMMU YPOBHS remMornobuHa u TpoM60-
LMTOB, NOAO3PEHNS Ha paHee NepeHeceHHbIn ['YC, cemen-
Hble cnydaun 'YC B pa3nuyHoe Bpemsl.

B cnyyae passutua TMA anarHo3d al'YC MOXHO Bepw-
duumnpoBaTb, TONbKO UCKIIOYMB ApyrMe GpopMbl MEPBUYHBIX



n BTOpMYHbIX TMA: STEC-T'YC, TTI, NHEBMOKOKK-accoLuu-
poBaHHbI TYC 1 I'YC, 06ycnoBneHHbIn aedeKTHbIM MeTa-
60/1M3MOM KobGanamuHa, B T4. Ha GOHe MeTUNIMaroHOBOK
aumMaemuu.

OwnarHo3 STEC-T'YC moxeT 6biTb OTBEPrHYT Ha OCHOBa-
HUW UCKNIOYEHNA HaNWYMa Stx B KPOBM U CTyNE, AUMArHoOCTU-
KW BUPYCHOM 3TUONOMUKU SUapeu.

Ana ncknoyvenus TTI Bcem naumeHtam ¢ TMA HeoO6-
X0AMMO onpejeneHne aKTUBHOCTM MeTannonporeasbl
ADAMTS13. UccnepoBaHne aktuBHocTM ADAMTS13 cne-
AyeT BbINOMHATL A0 Havana naasmoTtepanuu. AKTMBHOCTb
ADAMTS13 B Hopme cocTtaBnsetr 80-110%. CHuxeHue
ee ao < 10% cBuaoetenbcTByeT B nonb3dy TTI, 4yTOo Tpe-
6yeT B nocneayolem B KpoBu aHTU-ADAMTS13-aHTuten
onsg BepuduKaLummn reHeTU4eCKon namn ayTouMMyHHOW dop-
Mbl 3a60seBaHna 419 Bbi6opa TaKTUKK NedveHns. Y nauneH-
ToB ¢ al'YC aktnBHOCTb ADAMTS13 MOXET OblTb CHUXKEHA,
OAHaKo ee NoKaszaTtesb Bceraa npesbiwaeTt 10%. CHuxeHne
aKkTuBHoctM ADAMTS13, nomumo al'YC, moxeT Habnio-
naTbCsa NPU CUCTEMHbIX 3ab6oieBaHUAX (KaTacTpoPUYECKUI
aHTudochonunuaHeii cuHapom (APC), cuctemHas KpacHas
BonyaHka (CKB)), cencuce, cuHapomMe AMCCEMEHWPOBAH-
HOro BHYTPMUCOCYAMUCTOro cBepTbiBaHMA (ABC-cuHapome).
B cnyyasx HEBO3MOXHOCTM HEMEANEHHOro MCCNefoBaHms
akTuBHocTM ADAMTS13 y nauueHta ¢ TMA U KpanHen
TSXECTbIO COCTOSIHMS, OBYCNOBMMBAIOWEN YIrPO3Y MKU3HM
WU BbICOKMM PUCK TSXENbIX MOYEYHbIX W/MAU BHemno4ey-
HbIX OC/TOXHEHWI, CneayeT MCMnoNb30BaTb NPaBuIo, B COOT-
BETCTBMM C KOTOPbIM 3HAYEHWUS KpeaTMHUHA CbiBOPOTKM
> 150-200 mKmonb/n (1,7-2,3 Mr/an) B COYETAHUU C YUC-
nom Tpom6ountoB > 30000/1 MK NPaKTUYECKU WMCKIIO-
yatoT anarHos TTI1. MoCKoNbKY BblpaXeHHOCTb TPOMOOLMK-
TONEHUM NPSIMO KOPPENUPYET C MOKa3aTeneM aKTUBHOCTH
ADAMTS13, B nocneaHee Bpems MNOSBUAUCL CBEAEHWUS
0 TOM, 4YTO NpU CTabUIbHON YMEPEHHON TPOMOOLUTONEHNHU
(He Hmxe 70000/1 MKN) aKTMBHOCTb MeTanlonpoTeasbl
MOXHO He onpeaensats [13, 24].

Y peten ¢ KAUMHUKO-nabopaTopHbiMU nNpu3Hakamu TMA
TaKxe cnegyeT NnpoBoanTb anddepeHuUnanbHyo AMarHocTm-
Ky mexay al'YC, I'YC, accouumpoBaHHbIM ¢ Streptococcus
pneumoniae, n I'YC, accouunpoBaHHbIM ¢ AeDEKTHbIM MeTa-
6011M3MOM KobanamuHa, B T.4. C METUIMANOHOBOM aLMAaY-
puen.

['YC, accouununpoBaHHbI ¢ Streptococcus pneumoniae
(pnl'YC), Hanbonee 4acto BCTpevaeTca y AeTerh mnajlle
2 neT n coctaBnaeT okono 5% scex cnyyvaes 'YC B neaua-
Tpu4yeckon npakTuke. Ha ¢oHe MHBA3UMBHOM MHEBMOKOK-
KoBon nHbekumn F'YC passuaetcs B 0,4-0,6% cnyyaes.
HecmoTpsi Ha TO 4TO BaKuUMHaUMSA OT MHEBMOKOKKOBOM
MHOEKLMN U3MEHMNA «<MUKPOOBHbIM nensax», pnl'YC He cTan
eule 6onee peakum. B 72% cnyvyaeB pnl'YC pa3BuBaetcs
Ha ¢OHe MHEBMOHWWU W/WAK IMMUEMbI NNEBPLI, B 23% —
MeHWHIMTa 1 B 5% — NHEBMOKOKKOBOro cencuca [31]. PaHee
CYMTaNOCh, 4YTO OCHOBHYIO pPONnb B NatoreHese pnlYC urpaet
aHTureH TomceHa — PpuaeHpenxa (TF-aHTUreH), nokanwu-
30BaHHbIAN Ha MNOBEPXHOCTU IPUTPOLMTOB, TPOMOOLMTOB,
3HAOTENNANbHbBIX KNETOK U KNETOK KNYOOUYKOB M MOKPbITbIV
cvanoBbIMK KucnoTamu. MNpegnonaranocb, YTO HEMPaAMUHHK-
Aa3a A NTHEBMOKOKKa paspyluaeTt N-aueTun-HempaMmMHOBYIO
KWUCNOTY MOBEPXHOCTU KNETOK, 06Haxas TF-aHTUreH, KoTo-
pbi aTaKkyloT UMpKyaupylowme IgM, obycnosnvBas remo-
NM3, NOBPEXKAEHNE IHAOTENNANbHbBIX KNETOK W arperauuio
TpoMbouuTos [8]. OaHaKo B HacTosiliee BpeMs AOKa3aHo,
yto pnlYC MoXeT OblTb CBfAA3aH C NOTpPeb/NieHMEM KOM-
nneMeHTa Ha paHHen cTaguu 3aboneBaHua Yepes anb-
TepHaTUBHbIM NyTb €ro akTuBauuu. Mpu gecnanmpoBaHum
daKkTop CFH He MoxeT cBs3biBaTbcs ¢ C3-KOHBEPTA30M

Ha NOBEPXHOCTU KNETKK, YTO NPUBOAUT K aKTUBHOMY 0bpa-
30BaHuo MAK [32]. THEBMOKOKKMK 3 HEKTUBHO CBA3bIBAIOT
PLG 4yenoBeKa 4epe3 MOBEPXHOCTHble GeNKKM GaKTepui
Tuf n PspC. MNpu akTMBaumMn nna3MmnHa Ha GaKkTepuanbHOM
NOBEPXHOCTU aKTUBHas NpoTeasa MOBpeXAaeT 3HAOTENU-
anbHble KNETKHU, Bbl3blBaeT peTpakumio 3HAOTENUS U OOHa-
EeHWe MaTpuKca, Hapylas MeCTHbI roMeocTas M Cnocoo6-
CTBYS Pa3BUTHIO TPOMOOreHHOro COCTOSHMS.

Takum o06pas3om, CBA3b MeEXAY AecnannpoBaHUEM
MeM6paHbl U HeperynupyeMomn akTuBauuen KomniemeHta
BO3MOXHa 6e3 B3anmoaenctBus TF-aHTUreHa u aHTU-TF-
aHTuTen [31, 32]. OTcyTcTBME arrioTUHALUK 3PUTPOLMTOB
npu 37 °C TaKkXe CBWAETENbCTBYET MPOTMB POAM aHTU-
TF-aHTMTEn. Kpome TOro, ycTaHOBNEHO, 4YTO CBA3blBaHWE
aHTUTen K TF 3Ha4nmo Bblle npu TemnepaType Huxe 4 °C
W He3HauuTenbHo — npu 37 °C, 4TO elle pa3 NOATBEPKAAET
HEeCOCTOSITENbHOCTb paHee NpeacTaBNeHHON naTtoreHeTuye-
CKOW moaenu 3aboneBaHUs B €CTECTBEHHbIX ycnoBuax [32].
PassuBaetca pnl'YC Ha 3-13-11 feHb Te4EeHUS MHBA3UBHOWM
NMHEBMOKOKKOBOW MHdEeKuMn. JMarHocTMyeCKMMnU OCOBEH-
HocTaMmun pnlYC aBnsiotca passutue OlM, Tpom6ouuTo-
neHnn n MATA ¢ nonoxuTenbHon npamon npo6on Kym6cea
(60-90%) npu oTcyTCcTBMM NabopaTopHbIX [OKa3aTeNbCTB
OBC-cuHapoma [1, 8, 13, 24, 33]. Ansa nauuneHToB ¢ pnl'YC
XapaKTepHbIMK ABAKIOTCS ANMTENbHAsA ONUIYpUs, pasBuUTUE
onn y scex nauneHToB ¢ notpebHocTbio B 3MT B 40-80%
CNyyaeB, a TaKXKe Hanuyme aKcTpapeHasbHbiX NPOSBAEHWU
(MONHWeEHOCHas nypnypa, NaHKpeaTHT, X0NeuncTuT, TpoMbo-
3bl, KapauonaTus, rnyxota) [1, 22].

I'YC, accounmpoBaHHbii ¢ AedeKTHbIM MeTaboM3MoM
Ko6anamuHa (cblC-I'YC) — mMoHOreHHoe ayToCOMHO-peLec-
cuBHoe 3aboneBaHue. N3BecTHo 37 cnyyaeB cbIC-I'YC
¢ MaHudecTaumen B Bo3pacTte o 1 roga B 17 Habnwge-
Huax. JaHHaa dopma — peakun cnydyam TMA B AE€TCKOM
BO3pacTe, MPUYMHON KOTOPOM SBNAETCH reHeTuyeckoe
opdaHHOe 3aboneBaHMe — MeTUAMANOHOBasa auuaeMus.
[e6loT 3a6oneBaHna B 5% cnyvyaeB y geten < 1 roja,
B 25% — cTapuwe 1 roga. Boigenstot 2 dopMbl 3a6oneBaHus:
C paHHMM (< 1 roaa) u no3gHMM Havanom (1 roag) [24, 34].
Ocob6eHHOoCTAMMU TeveHus cblC-T'YC ¢ paHHUM Havanom
y AeTen aBASTCA TPYAHOCTUM BCKapMaMBaHus (pBoTa, Cpbl-
rMBaHus, 0TKa3 OT efbl), pa3BUTUE TMNOTPOPUN, NOPaXKeEHUE
LHC (Mbllwey4yHaa runoToHus, netaprus, 3ajeprka passu-
TS, cygoporu, MuKkpouedanus/rugpouedanus), HapylweHue
3peHns (MUrMeHTHas peTuHonaTus / HUcTarm), Tsenas
Al Be3 nevyeHus netanbHbI UCXOL MPaKTUYECKM 3anpo-
rpammupoBaH y 100% ageten. Mpu nosgHen maHudecTauum
cbIC-TYC xapaKTepHO pa3BWUTME NEro4HOW TMNEePTEH3UM
(40%), nopaxkeHne LLHC (KOrHUTUBHbIE HapPYLUEHUS, aTaKCcKs,
cyaoporu, muenonatus) n Taxkenasa Al [1, 35].

[AunarHoctuka chIC-N'YC ocHOBbLIBAeTCH Ha BbIIBJIEHUU
MATA, MaKpouuTO3a, peTuKynountoda < 3%o, TPOMOOLM-
TONeHun c/6e3 NENKONEHNN U HENTPOMNEHUU, NPOTEUHYPUN
c/6e3 HeppOTUYECKOro cuHapoMa, rematypuu, OMM, npo-
rpeccupytowen XbI, Taxenoro metabonnMyeckoro aungosa
C MONOXMUTENbHBbIM @HUOHHLIM UHTEPBANOM, TMNEPrOMOLU-
CTUHEMMU, MOBLIWEHUS YPOBHS METMAMANOHOBOM KWUC/O-
Tbl B KpOBU/MOYe (ra3oBas xpomatorpadus), noBblLEHUS
YPOBHSA METUAMaNOHUIKAPHUTUHA U NMPOMNMOHUAKAPHUTUHA
(TaHAEeMHasi Macc-CMeKTPOMETPUS) B KPOBM, martoforunye-
CKMX MyTauuw B reHax MUT, MMAA, MMAB, MMACHC,
MMADHC, MCEE [1, 36].

UckntoveHne STEC-TYC, TTN, pnlYC u cbIC-T'YC y nauu-
€HTa C He Bbi3biBaloWwen coMmHeHun TMA no3Bonsier aua-
rHoctupoBaTb al'YC. Kpome TOro, Heo6XxoAMMO MOMHMUTb,
yto B 20% cny4yaeB AMArHOCTUPYIOTCS HemnosiHble GopMmbl
al'yYC B Buae anMaabl CUMNTOMOB BMECTO TpMabl: cOYeTaHWEe
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KJIMHUYECKUE PEKOMEHAALIUU

MATA ¢ OMNMN unn Tpom6oumnToneHun ¢ OMN. TaKKe 1 3KCTpa-
peHanbHble nposiBneHuns al'YC moryT oTmMmevaTbes 6e3 nabo-
paTopHbIX NPU3HakoB TMA y nauneHToB C yKe yCTaHOB/EH-
HbIM AnarHo3om [37].

Kputepuu, nossongioume sanoao3putb alyC:

° BO3pacT <6 mec / > 5 ner;

° y MNajeHua < 6 MeC HeraTtMBHbIA TeCT Ha MNPUCYT-
CTBME METUIMANOHOBOW KMCNOTbl B MOYe, HOpMasb-
Hbl# YPOBEHb METUAMANOHUNKAPHUTUHA W NPONU-
OHWNIKaApPHUTMHA B KPOBM MO [JaHHbIM TaHAEMHOWM
Macc-CMeKTPOMETPUH;

e pne6oT TMA 6e3 guapenHoro npoapoma, NHEBMOKOKKO-
BOW MHDEKUMH;

® OTHOCWUTENIbHO MOCTEMEHHOE Hayano Ha GOoHe racTpo-
3HTEPOKONUTA (BO3MOXKEH TEMOKOMMUT) CO CHUMKEHWEM
no4yeyHon GYHKLKUW B TEHEHUE HECKO/bKUX AHEN;

° BO3MOXHa NOMOXKMTENbHAsA CEMENHAn UCTOPUS;

® CUMMTOMbI CUIbHOWM YCTaNoCTH, 3aepKKa pasBuTuUs;

®  3MM304bl HEBPONOTMYECKMUX HAPYLIEHWI (O4aroBble CUM-
NTOMbI, CMYTAHHOCTb CO3HaHWSA W Ap.) NPU aKTUBHOCTH
ADAMTS13 > 10%;

° MNpU3HaKW/CUMNTOMblI 3aboneBaHUn APYrMX OpraHoB
(MHbapKT MMOKapaa, KapauomuonaTus, 60/b 3a rpyau-
HOW, OAbllWKa, AblxaTenbHas HeA0CTaTOYHOCTb, MaHKpea-
TUT, renaTuT, KOAUT U 4p.);

° paHee nmeslmnecs anmsoabl TMA/TYC;

e MATA — CHUWX¥eHWe remMornobuHa, wusoumtosd > 1%,
peTuKynouunTos, npoba Kym6ca oTpuuaTtenbHas, noBbl-
weHue JIAI, CHUXKEHUE KOHLLEHTPaLWK ranTornobuHa;

e noTpebneHne TpombGOLMTOB —  TpomMOGOLMUTHI
< 150000/MM2 MAK YUCNO TPOMBOLUTOB YMEHbLIEHO
> 25% OT UCXOAHOr0, HE BbIXOAS 3a rPaHuLbl HOPMbI;

® OpraHHas AMCOYHKUMA (MOopayKeHue NOoYeK, cepaeyHo-
cocyamucTon cuctembl, nerkux, KT, opraHa 3peHun
v ap.);

° pasBuTME HePPOTMYECKOro CMHAPOMA MPU OTCYTCTBUMU
oMM Ha ¢poHe TMA,;

e OrlN 6€e3 CHUXKeHUs auypesa;

° NpuW AnaperHoM MNpoapoMe oTpuuaTenbHbl pesynbraT
Escherichia coli / Shigella dysenteriae 1-ro Tvna B Kyfb-
Type dekanum metogom lLP;

® aKTMBHOCTb ADAMTS13 > 10%;

e  TMA ¢ pazsutrem OMI 1 aKkcTpapeHanbHbIX NPOSBAEHUN
npu YCNOBMUK, YTO NOCNEAHMNE He CBA3aHbl C 06bEMHON
neperpy3xkou;

e oTcyTCcTBME 06paTHoro pa3sutua TMA Ha doHe nnasmo-
Tepanwuu;

e otcyTcTBMe npu3HakoB CKB, A®PC, 3HAOTENMOTOKCUY-
HOCTW NleKapcTB.

Kputepuu, noareBepxpatowme guarHos alryc:

® OTArOWEHHbIN ceMenHbln aHamHe3 — chaydyau alyYC
B CEMbE;

e pasutve TMA nocne BakuuHauuu, OP3, TpaBMmbI
M 6€e3 TPUITEPHOro COBLITUS;

e passutve TMA y nayuMeHToB Mpu AMaApernHOM Mpo-
ApomMe C oTpuuaTtenbHbiM pes3ynbTatom Escherichia
coli / Shigella dysenteriae 1-ro Tuna B KynbType deKkanui
meTtogom [MLUP (mccnegoBaHue npoBoaUTCS A0 HadHade-
HUS @aHTMOUOTUKOB);

° MNOBTOpPHbIE 3NM304bl Fremonn3a u noTpebneHns Tpom6o-
LUMTOB B Nepunog maHudecTtalmm 3aboneBaHums;

° NosIBIEHME 3KCTpapeHanbHbiX CUMMNTOMOB Mpu paspe-
watkouwenca TMA;

° peuuamBbl, pasgeneHHble NepnogaMmm peMUCCHUM n Npo-
rpeccuposaHuem ao Xbll 5;

® naToreHHble MyTauuu reHOB, KOAWUPYIOLWMX BGENKN KOM-
niemeHTa, onncaHHble npu alryc;
®  ONOXWUTESIbHbIN KJIMHUKO-TabopaTopHbIN 3PDEKT KOM-
naeMeHT-6/I0KUpytowen Tepanuu (3kynnusymaon).
OTcyTCTBME MATOrEHHbIX MyTalLMW FeHOB, KOAMPYIOLWMX
6eNlKM KOMMAeMeHTa, He NpensaTcTBYeT anarHoctuke al'yC
13-3a BO3MOXHOCTM BapnaHTOB B reHax, OT/IMYHbIX OT KNlac-
cuyeckux reHos al'YC, u BapnaHTOB, KOTOPbIE MOXHO NpO-
NyCTUTb NPU BbICOKONPON3BOAUTENBHOM CEKBEHWPOBAHMUU
(Hanpumep, 60MblNE FTEHOMHbIE MEPECTPONKU MU UHTPOH-
Hble BapuaHTbl, He OXBa4Y€HHblE€ TPAANLMOHHbBIM NaHEeNbHbIM
TECTUPOBAHMKEM).

XKano6bl  aHamHe3
Mpu ocMmoTpe nauMeHTOB C MOAO3PEHMEM Ha TWUMMY-

Hbi/aTUNMYHbIX YC Heob6xoaMmo o6paTUTb BHWMaHWe

Ha cneaytowme Kanobbl:

® ¢cnabocCTb, BANOCTb, 6bICTPAs yTOMASAEMOCTb, OTCYTCTBUE
anneTuTa, roN0BOKPYKEHHUE;

° TOWHOTa, pBOTa, 60/b B XMBOTE, YaCTbIN KUAKUIN CTYA;

° nepubepuyecKre OTEKHU, yMeHbLIEHMEe 0O6bema oTaense-
MOW MOYM, UBMEHEHME LIBETA MOYMH;

° ofblllKa;

® remMopparnyeckuit CMHLPOM — remMopparnyeckue Cbifb
Ha KOXXe, KpOBOTEYEHMUS;

® Tr0n0BHble 60711, MCUXOMOTOPHOE BO36YKAEHME, CNyTaH-
HOCTb CO3HaHu$, Cyaoporu;

® HapyleHWe 3PEHUS pa3HOW CTENEHU BbIPAXKEHHOCTH.
MNpu cbope aHamHe3a y MaUMEHTOB C MOLO3PEHUEM

Ha TUMUYHbIN/AaTUNUYHBLIN TYC 06paTUTb BHUMaAHWE Ha cne-

ZyloLlyto tHbopMauuio:

e cnydyan TMA B ceMbe;

° paHee umesLlMecs ann3oabl TMA;

e passutMe TMA nocne OCTPOM KULEYHON UHIEKUUn
(E. coli, S. dysenteriae 1-ro TMna), NTHEBMOKOKKOBOW
UHbeKUUK, BakuuHaumm, OP3, OPBUN ¢ KnweYyHbIM CUH-
[POMOM, TPaBMbl M 63 TPUITEPHOro cobbiTua [13, 24].

dusukanbHoe o6¢cnefoBaHue

Hapsigy co cTaHAaapTHbiM ¢W3UKallbHbIM OCMOTPOM
nauuMeHTaM pPeKOMeHAYEeTCS OLEHUTb COCTOSIHWE BOAHOrO
GanaHca opraHu3ma, U3mMepsTb apTepuanbHoe AaBfieHue,
KOHTPONMMPOBATb COCTOSIHWE AblXaTeNlbHOW W cepaedHown
®YHKUMIA, NPOBECTU BU3yalibHYIO OLIEHKY MOYM (Mpu ee
Hann4mm) Ha npeamet makporemaTtypuu [38] (YYP C, Y44 5).
OCHOBHOW LieNblo 0cMOTpa ABNsieTcs 06HapyKeHWe Npu3Ha-
KOB MOPayKeHUs MOoYeK U IKCTPapeHasbHbIX NMPOSBIEHUN.

JlabopaTopHble AuarHoCTUYECKNE UCCNefoBaHUS

Bcem nauuveHTamM Heo6Xx0AMMO NPOBOAWTb MUCCNefo-
BaHWe ypoBHA 6ydbepHbIX BeLWeCcTB B KPOBU, BOAOPOLHbIX
MOHOB (pH) KPOBU C LENbl0 AUAarHOCTUKKU HapPYLIEHUN KKUC-
NIOTHO-OCHOBHOIO COCTOSIHUS KPOBU, KOHTPO/S B AMHAMUKe,
B T.M. nevenuns [39] (YYP C; YA/ 5). AeKoMNeHCUPOBaHHbIN
MeTaboNMNYeCKMI aLmMao3 aBASEeTCA NoOKa3aHMeM ans cTap-
Ta 3MT He3aBUCUMO OT YPOBHA a3oTeMuun. BbiaBneHue
TAXeNoro metabonnyecKoro aunao3a € MnofIoKUTENbHBIM
@HWOHHBIM MHTEPBANOM MOXET MO3BOJIUTb 3anofo3puUTb
cbIC-TYC.

TakXe peKoMeHL0oBaHO NpoBeAeHne obLwero (KnnHuye-
CKOr0) aHanun3a KpoBM ¢ uccnegoBaHveM bparMeHTUpPOBaH-
HbIX 3PUTPOLIMTOB (LLM30LMTOB) MO Ma3Ky KPOBM, MOACYETOM
PETUKYNOLMTOB C LIE/bIO ANArHOCTUKM, KOHTPOAS B AUHAMMU-
Ke, B T.4. le4eHus, B OCTpOM rnepuoge nodon dopmol TMA,
a Takxe npu peuunaunse alYC [8, 40-42] (YYP C; YA4 5).
Y nauuneHToB ¢ 'YC onpeaensieTca CHUXKeHWe remornobuHa,
PETMKYNOLMTO3, Wn3oumnTo3 > 1%. MNpun STEC-I'YC BbISBAS-



€TCs NIEMKOUMUTO3 CO CABUIOM JNenKouuTapHon GopMmynbl
B/EBO, NoBbiweHne COI.

MexayHapoaHbin CoBeT no cTaHjapTu3auuu B rema-
Tonorun (ICSH) paspab6oTtan pekomeHAauUuKM MO WAEHTHU-
dmKaumMm wnsounToB. dparMeHTUPOBaHHbIE 3PUTPOLMUTLI
B Ma3Ke KpoBM — 3TO dparmMeHTbl 3pUTPOLMUTOB B Buae
nonymecsua, wnanbl Hanoneoxa, wnema (Kacku), Tpeyronb-
HWKa, ¢ 2—3 OCTPbIMKU BbICTYNaMW MAKU MafeHbKWe Henpa-
BUIbHON GOPMbI dpparMeHTbl, UMELWME NUHUIO pa3nomMa.
Bbln0 TaKKe NPeANoKEHO WK30ouMTaMmn cHnuTaTb MUKpocoe-
POLUMTLlI MPU HaNM4YMKM B Ma3Ke KPOBM LUMI3OLIUTOB APYrom
dopmbl [43].

06a3aTtenbHbIM ABASAETCA ONTUYECKUIN KOHTPOAb TPOM-
6oumnToB (N0 POHMO), TaK KaK Npu NogcyeTe Ha aBToMaTHye-
CKOM remMaTtofIorMyecKoM aHanuMsatope pacnaslinecs apu-
TPOLMUTBI MAEHTUDULMPYIOTCA KakK TPOMOOLMTLI, 3aBbllwas
KONMYeCTBO MOCAEAHUX B KOHEYHOM pesynbrate aHanusa.
Mpn HECOOTBETCTBMM YPOBHA TPOMOOLIUTOMEHUU THKECTU
TMA cnegyeT UCKNIOYUTb NIEKapPCTBEHHO-UHAYLMPOBAHHYIO
TpoMOGOUMUTONEHUIO (BanbnpoeBas KWUcNoTa (M npenaparthbl
Ha ee OCHOBe), LedonepasoH + cynbbaKTam, rMAPOXI0PO-
Tmasug v gp.).

MpaMon aHTUrNobynnHOBbLIK TecT (npamas npoba
Kym6ca) n Henpsimomn aHTUIo6YNMHOBLIN TecT (TecT Kym6ca)
Heo6X0AMMO O4HOKPATHO MPOBOAMUTL NaLMeHTaM Ans ycra-
HOBNEHUA Npupoabl remonusa [39, 44, 45] (YYP C; Y44 4).
Ona STEC-TYC, al'YC, TT, cbIC-I'YC, BTopu4HbiX dopm TMA
xapakTepHa Kym6c-HeratnBHasa aHemus, npu pnl'YC npo6a
Kym6ca nonoxutenbHaa y 60-90% nauueHToB. lNpu npo-
BeJeHun Henpamon npobbl Kym6ca oueHMBaeTcs Hanu-
yne aHTUIPUTPOLMUTAPHBLIX aHTUTEN, KOTOpble CoAeprKaTcs
B cBO6OJHOM BMAE B nia3me KpoBW. LA MCKAYEHMS
ayTOMMMYHHOIO XapaKTepa reMosIMTU4ECKON aHEMUKN HEOO-
X0AMMO npoBeAeHne npaMon npobbl Kym6ca, npu KoTopon
onpeaensoTCcs aHTUIPUTPOLMTaAPHbIE aHTMTena / KOoMmMo-
HEHTbl KOMMNJeMeHTa, 3adUKCUPOBaHHbIE Ha NMOBEPXHOCTH
3PUTPOLUTOB KpOBU. pKU NONOKUTENBHOM NPAMON npobe
Kym6ca Heo6Xxo4MMO UCKIYaTb ayTOUMMYHHYIO FTEMONUTHU-
YeCKylo aHeMuIo, cuHapom Puwepa — IBaHca. TakxKe Hago
YYUTbIBATb, YTO BO3MOXHbLIMU MPUYMHAMMU MONOXKUTENBHOIO
pesynbrata npobbl Kym6ca MoryT 6biTb NepenBaHne Kposu
6e3 npeaBapuTENbHOr0 TUNUMPOBAaHMA (MOCTTPaHCdY3MOH-
Has remonnTMyeckas peakuus), CKB, numdoma, nHpeKum-
OHHbIM MOHOHYKJIE03, MWKOMNa3MeHHas MHbEKLMUS, reMo-
NIMTUYECKas peakuus BCneacTBue NMPUMEHEHUS NleKapcTs
(uedanocnopuHbl, aHanorn nypuHa, metTungona).

Kpome TOro, BCeM nauveHTam npuv MOCTYNAEHUM
B CTauuMoHap B cllydae KOpPPEKUMU aHeMUU apuTpouuTap-
HOW B3BECbID U HEOBXOAMMOCTM XMPYPrUYECKOro BMela-
TenbCcTBa HEOOXOANMMO MPOBOAUTL ONpeaeieHne OCHOBHbIX
rpynn no cucteme ABO, onpeaeneHune aHtureHa D cuctemsl
Pesyc (pesyc-daKTop) ¢ uenbio npegoTBpalleHns peakLunu
remarrntotuHaunv [38] (YYP C; Y44 5).

[poBefeHne GUOXMMMYECKOrO aHaM3a KpPOoBU HeOO6-
XOAMMO C LeNnbld AWarHOCTUKM, KOHTPOAA B AMHAMUKe,
B T.M. Ie4eHUs, B OCTPbIV nepuoj 3aboneBaHns U B Nepu-
on o6octpeHuns al'YC: uccnegoBaHue ypoBHSA KpeaTWHUHA
B KPOBM (C pacyeTOM CKOPOCTU KJyb6o4ykoBOM ubTpa-
ummn (CK®), pacyer CK® (pacyetHas (pCK®P) no dopmy-
ne LWeapua), nccnegosaHne ypoBHA MOYEBMHbI, MOYEBOWM
KMCNoTbl, obuiero 6enka, anbbyMuHa, 6unupybuHa CBS-
3aHHOro (KOHbLIOrMPOBAHHOrO), 6unnpyébruHa cBOBGOAHOIO
(HEKOHDBIOrMPOBAHHOIO), HATPUS, Kanus, o6Lero Kanbuus,
HeopraHuyeckoro ¢ocdopa, XJ10pna0B, Kenesa, rMoKo3bl,
deppuThHa, C-peakTuBHOro 6enka, KkpeaTMHdOOoCcHOKNHa3bI
(KPK) n MB-usodbepmeHTa KpeaTuHOOCPOKMHa3bl (KPK-
MB), aktusHocTu JI[I, acnaptataMuHOTpaHchepasbl, ana-

HUHaMWHOTpaHcdepasbl, WenodyHon docdatasbl, amunassbl,
nvnasbl B Kposwu [39, 46-48] (YYP C; YA4 5).

Mpu pazsutnun Ol nNoBbIWIAETCS YPOBEHb MOYEBW-
Hbl M KpeaTWUHWHA, BO3MOXHbl 3/IEKTPOJIUTHbIE Hapylle-
HUS (TMNOHaATpPUeMus, runepKkannemus, runepdpocdaremus,
runokanbumemust). NMokazaHvem ansa uHMUMauun 3MNT aBng-
eTcs runepkanvemus > 7,5 Mmonb/n He3aBUCKUMO OT Bblpa-
YEHHOCTU a30TeMUU. YPOBHM obuliero 6enka u anbbymuHa
MOTYT OblTb HECKO/IbKO CHUXEHbl. BO3MOXHO MNOBbIWEHWE
MOY€EBOW KMCOTbI Y naumeHToB ¢ OMNIM n3-3a CHUXEHHON ee
3KCKpeuunn. TMnepypuKkemMmns TakKe MOMXET COMpoBOXAaTb
HeonnacTMyeckne 3a6oneBaHUs KPOBETBOPHON M umbaTtu-
4YeCKOMN cUCTEMBI, 4TO TpebyeT y psiaa NauneHToB C aHeEMUEN
1M TpoM6GoLMTONEHMEN NPOBEAEHUS TPENaHOBMONCUN KOCT-
HOro mMoasra. f'mnepbunnupybuHeMmns Kak Mapkep remonusa
He Bcerga gMarHoctupyetcsa y naumeHTos ¢ TMA. Bo3MOXXHO
NoBbILLIEHWE TPAHCAMUHAS.

MapKepamu remonunsa Takxe MOXeT OblTb NOBbILLIEHWE
CbIBOPOTOYHOro enesa, depputnHa. OaHako npu coyeTta-
HUKM runepdepputTUHEMUnN (> 500 MKr/n) ¢ renatocnieHo-
Meranuen, UMToneHnem KpoBu > 2 U3 3 IMHUI reMonoasa,
runepTpuravuepuageMmen u/mnm rmnodnbépruHoOreHemMmen
Heo6xoanMMOo NpoBeaeHne TpenaHo6MoNcMmM KOCTHOro Mo3ra
ONA UCKNoYeHns remodaroumMtapHoro cuHapoma. Y nauu-
eHToB ¢ TMA Bcerga noBblleHa aktuBHocTb JIATN. MHaMuKa
aKTuBHocTM JIAI B KpoOBWM MO3BONSET OPUEHTUPOBOMY-
HO OLEeHMBaTb YpOBEHb aKTMBHOCTWM remonusa. B Hopme
B CbIBOPOTKE KPOBM BCe dpaKLumn pepMeHTa onpeaenatoTcs
C He6O0/bLLOM aKTUBHOCTbIO B COCTaBe CyMMapHOro nokasa-
Tens — o6wen NAr.

MosbiweHne JIAI B CbIBOPOTKE KPOBWM — WHAMKATOP
NPaKTUYECKK N06Oro NOBPEXAEHUA KNETOK, B KOTOPbIX
NIOKanM3oBaH depMeHT (B KNeTKax nevyeHu, cepaua, noyex,
CKeneTHbIX MbllwLax, aputpouuntax). Onpeaenserca obuias
aktMBHocTb J1I, cnaraemass M3 aKTUBHOCTEW BCEX UMe-
owmxes 5 nzodpopm (NAr-1, NAr-2, NAr-3, nar-4, nar-s).
Ona MuoKapaa M MO3roBOW TKaAHM OCHOBHOM SBASiETCH
NAr-1, ana apuTpPOLMTOB, TPOMBOLMTOB, NOYEYHOM TKAHU —
NAr-1 v NAr-2. B nerkux, cenesexke, WATOBUAHOW M Noj-
EeNyoo4HOM }enesax, Haano4yeyHukax, numbouunTax npe-
o6napaet JIA-3. NAI-4 HaxoguTcs BO Bcex TKaHsax ¢ JIA-3,
a TaKXe B rpaHyfouuTax, nnaueHTe M MYMKCKWUX MONOBbIX
KneTKax, B KoTopbix coaepxutcs n JIA-5. CooTBETCTBEHHO
npu 3aboneBaHMaX, CONPOBOXAAIOLIMXCA MOBPEXAEHUEM
TKaHen 1 paspyleHUEM KNEeTOK, akTMBHOCTb JIZI B KpoBH
NOBbIWAETCS, YTO U OTMeYaeTcs npu passutun TMA.

MoBbiweHne akTuBHOCTM KPK B KpoBu npu TMA cBu-
[IeTeNbCTBYET O MOBPEXAEHUN WU pPa3pylleHUU KIETOK,
oboralleHHbix GepMeHTOM (cepaedvyHas Mblllla, CKenet-
Has MyCKynaTypa, rONOBHOW MO3r, WWTOBUAHASA Kenesa,
nerkune). OnpepenexHne aktuBHocTM KPK-MB (cepaeyHbin
M30bEPMEHT, U3MEHSIOWMINCS NPU NOBPEKAEHUN KNETOK
MWOKappaa) UMeeT 3HadyeHue y nauyueHtos ¢ TMA ansa gua-
FHOCTUKM MOpaXeHus cepaua M NpoBefeHUs MOHUTOPUHIa
COCTOSIHUS.

Y Bcex nauMeHTOB C Mpu3HakaMu AUCHYHKUMKU KT
He3aBUCcUMO oT dopMbl TMA BO3MOXKHO rnopaxkeHne nogxe-
NYAOYHOWM enes3bl, 4To TpebyeT NpoBeAeHN AMHAMUYECKO-
ro KOHTpons GepMEeHTOB MOAKENYA0HHON Kenesbl (NMnasa,
amunasa) 1 ypoBHS MMUKEMUN.

MoBblileHWe KoHueHTpauun CPB B KpoBu npu TMA
MOXeT CBMAETEeNbCTBOBaTb O Te4YeHWU 6GaKTepuanbHOM
MHOEKL MU U NOPaXKeHUM MMoKapaa.

C IMarHocTMyecKon Lenblo B OCTPbIM Nnepuog 3abonesa-
HWS NauMeHTam ¢ nogo3peHvem Ha alYC peKkoMeHaoBaHO
npoBectu uccnegoBaHue ypoBHA C3 dpakuuu Komnne-
MeHTa, ypoBHA C4 dpaKkumm KOMMNNemMeHTa ANs UCKo4e-
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Hus/noateepxaeHus al'YC [33, 42, 49-52] (YYP C; Y44 4).
Y 60-80% nauneHToB ¢ al'YC cbiBOpoTO4HbIM C3 onpeaens-
eTca B npeaenax pebepeHcHoro avana3oHa. B 87% Habnto-
AeHun KoHueHTpauus CFH ocTaeTcs B npegenax HOpMbI.
HopmanbHbIM nokasaTtenb C3 He nckn4vaet gnarHo3a al'yYC,
a BbISIBIEHHOE CHUMEHWE 3TOr0 KOMMOHEHTa KOMMAeMeHTa
MOXET CNYXWUTb AOMONHUTENbHLIM apryMeHTOM B MONb3y
3TOro amarHosa [18, 20, 24, 53]. Mpu STEC-TYC moxeTt
HabnaaTbCcs CHUXKeHWe ypoBHSA C4 B Havyane 3ab6oneBaHus
¢ Hopmanu3sauuen nocne 10 gHen, YTO yKa3biBaeT Ha aKTU-
BaLUMIO KNAaCCUMYECKOro U/MUNn NEKTUHOBOrO MyTeN, B KOTO-
pbIXx NponcxoamT notpebneHune C4.

Bcem nauueHtam ¢ TMA npu npu3Hakax remosnunsa
B HayanbHOM nepuoae 3aboneBaHus, NpU AJAUTENbHON
aHemMuun, nopo3peHun peumamsa alYC, nsonMpoBaHHOM
nosbiweHun JIAI B OTCYTCTBUM APYTMUX NPU3HAKOB reMosn-
3a, aHeMUKU Heob6X04MMO NPOBOANUTL UCCef0BaHKE YPOB-
HA ranTorno6uHa kposwu [42] (YYP C; YAA 5). lantorno6uH
CBfI3blBaeT CBOOGOAHbLIM reMOrno6mH, BbiICBOGOXKAAOLWMN-
CH M3 paspylleHHbIX 3IpUTPOLMUTOB. CHUKEHUE YPOBHS
rantorno6uHa npu TMA yKka3blBaeT Ha ero u3bblTo4HOE
notpe6neHne n 9BNSeTCa NPU3HAKOM YCUIEHHOIO remo-
N13a, NpuyeM MMEHHO BHYTPUCOCYAUCTOrO, TaK KaK remo-
N3 BHE KPOBSHOrO pycna MOHWKEeHWeM rantornobuHa
He conpoBoxgaeTcs. fanTorno6uH CHUXKaeTCca Npu remo-
N13e paHble, 4eM nosbiwaeTtcs JI6 aBNSsSCb TeEM caMbIM
paHHUM MapKepom remonusa. Mpu HedpPOTUYECKOM CUH-
ApomMe y nauuneHToB 6e€3 NpUM3HaAKOB remonn3a TaKxe
MOXET CHUXKaTbCA ranTorno6uMH n3-3a ero NoTepb ¢ MOYOM.
Ha ¢oHe Taxenoro 6akTepuManbHOro npouecca ypoBeEHb
rantorno6uHa MOXeT OblTb HOPMasibHbIM MPU aKTUBHOM
TMA, 4TO CcBSiI3aHO C TEM, YTO JaHHbIK GENOK ABNAETCS
ocTpodas30BbIM.

MpoBeaeHne uccnefoBaHUA YPOBHHA MNPOKaNbLMUTO-
HWMHA B KPOBM PEKOMEHAOBAHO NaLMeHTaMm, MMeLWnM
NPU3HaKK cencuca, pasBUTUS CUHAPOMA CUCTEMHOM BOC-
nanuTenbHOM peakuun, CUHAPOMa MNOMMOPraHHOM Hepo-
CTaTO4YHOCTH; MPU CUMNTOMAaX TKeNbIX MHOEKULMOHHBbIX,
FHOMHO-BOCNANUTENbHbBIX NPOLLECCOB Pa3/IM4HOM NIOKanu-
3auuMu; Npyu NOAO3PEHNN Ha pa3BUTUE reHepannu3oBaHHOM
6aKTepuanbHOM MHPEKLMU; NPU NOAO3PEHUN HA pa3BUTHE
MHOEKLMOHHbBIX OCNOXHEHWUW Yy MauMEeHTOB B YCNOBMUAX
XUPYPIrUYECKUX U PEaHUMaLMOHHbIX OTAENEHWI; NPM NOA0-
3pEeHMU Ha NpUCOoeanHEHWE BTOPUYHOW GaKTepuanbHOM
MHbEKLMM y MaLMEHTOB C BUPYCHBIMU MHOEKLMAMMU, annep-
TMYECKUMKU, ayTOMMMYHHbIMKM 3abofieBaHUaAMMU; nocne
O6GLWMPHBIX XMPYPrMYECKUX BMeLWaTenbCcTB, MPU OCTPOM
OTTOPXEHMM TPaHCNAaHTaTa, NPyU XPOHUYECKON cepaeyHomn
HeJOoCTaTOYHOCTH; MPU Ha3HaAYEHUN U MOHUTOPUPOBAHMUK
cneundunyeckon aHtnbakTepmanoHon tepanuu [54] (YYP C;
yaa4).

Bcem nauueHTaMm C LeNblo AWArHOCTMKK, KOHTPONSA
B AMHAMMUKe, B T.M. lIe4eHUs, B OCTPbIM Nepuoa npu Hanu-
4YuM remopparMyeckoro CMHAPOMa, NiaHMPoOBaHUKM onepa-
TUBHbIX BMeLWaTenbCTB, MPU MCMNOJIb30BAHUU @HTUTPOM-
60TMYECKMX CPEACTB (aHTUKOAryasHTOB) M MPUMEHEHUU
nnasmoTepanuu NoKasaHo UccnegoBaHue Koarynorpammel:
onpegeneHne npPoTpoMOUHOBOro (TpomM60oMIacTUHOBOTO)
BPEMEHU B Mnasme, akTUBMPOBAHHOIO YaCTUYHOIO TPOM-
60MNacTMHOBOrO BPEMEHH, nccneoBaHne yposHsa Gubpu-
HoreHa, pacTBOPMMbIX GUOPUH-MOHOMEPHbBIX KOMMIEKCOB,
MEeXAYyHapoAHOr0o HOPMasM30BaHHOIO OTHOLWEHWS, aHTU-
TPOMOGUHOBOWM aKTUBHOCTH, aHTU-Xa-aKTUBHOCTH, MPOTPOM-
6UHOBON aKTUBHOCTH, D-gumepa) [39, 42, 49, 55-57]
(YYP C; YA/ 5). Heob6xoanmo npoBeaeHne auddepeHumnanb-
HOM AnarHocTuKM ¢ ABC-cMHAPOMOM. CHUKEHWE NPOAYKTOB
aerpagauum ¢ubpuHa, aHTUTPOMOUHA Il NpyM HOpManbHOM

rantorno6uHe, MOBbIWEHWE MPOTPOMOMHOBOIO BPEMEHMU
MW aKTUBUPOBAHHOIO YacTMYHOro TPOMOGOMIACTUHOBOIO
BPEMEHU, CHUXKEHMEe YypoBHHA GuOpMHOreHa, MOBbllLEHWE
MapKkepoB $PUBPUHOOBPA30BaAHUA U aKTUBaLMK GUOPUHO-
nn3a, Bocnanexwuns (CPB, npoKkanbLUWTOHUHA, NPecerncuHa),
notpebneHne TPOMGOLUTOB M GaKTOPOB CBEPTLIBAHMSA NOA-
TBepxaatot ABC-cuHapom. OaHako andbdepeHunanbHas
[MarHoCTMKa He Bcerga BO3MOXHa, Tak Kak [YC Toxe
MOXeT OoCnoXHuUTbca [BC-cuHgpomom. OcTpoe noBpex-
[leHne Nerkux W/wnu WoK 4awe conpoBoxpgatoTcs [BC-
cuHapomom, a ana TMA 6onee xapakTepHa OAUCOYHKUUSA
LHC. Kpome Toro, MATA peaKko BcTpeyaetca npu [BC-
cuHapome, Toraa Kak npn TMA — npaktuyecku B 100% cny-
yaes. Mpu no6on dopme N'YC yacTo passuBaetca Al, Toraa
Kak npwu cencuce ¢ BC-cMHAPOMOM MMEIOT MECTO Ba30-
nnerns u runoToHns. Cnegyet OTMETUTb, 4YTO €Can TPomM6O-
LMTOMEHMSA WU TEMOSIU3 COXPaHAIOTCS Noc/e paspeleHns
cencuca, TO HeO6Xx0AMMO NPOAOSIKMTL AMArHOCTUYECKUM
NMOUCK WX NpuymnH [58].

Tpom6oanacTorpaduio NPOBOAAT B KA4E€CTBE CKPUHUHIa
remoctasa B MpeaonepaunoHHOM nepuoge, nepen vHsa-
3MBHbIMW MpoueaypaMu; AN AMHAMUYECKOrO KOHTPONS
remoctasa fnpu KpoBOMOTEPE U KPUTUHECKUX COCTOSHMSX;
4NS KOHTPONS reMoCTaTUYECKOMN, aHTUarperaHTHOM U aHTU-
KoarynsHtHowm Tepanuu [59] (YYP C; Y44 5).

C AMarHoCTMYECKOM Lenblo MauMeHTam ¢ npuaHakamu
UWEMUN MUOKapha PeKoMeHAyeTCcs MpPOBOAUTb MCCneno-
BaHWe ypoBHSA TPOnoHUHOB |, T B KpoBwM [26, 57, 60] (YYP C;
ya4d 4). B 6onblMHCTBE cnyvaeB OCTPbiM UMHGAPKT MUO-
Kapga y nauueHTtoB ¢ al'YC pas3BuBaeTcsd B OTCYTCTBME
OKKJ/IIO3UBHOIO MOpaXeHUss KOpoHapHbIX apTepun [26, 61].
[ns nocTaHOBKM AMarHo3a OCTPoro WMHbapKTa MWoKapaa
Heo6X0AMMO MOATBEPKAEHWE HaNU4MA OCTPOro NOBPEX-
LEeHUs MWOKapaa (xapaKTepHas AvHaMWKa ypOBHS TPOMo-
HUHa | ¢ pPoCTOM W/MNM najeHuem, pesynbraT BbIXOAWUT
3a BEPXHIO rpaHuLy HOPMbl XOTS Obl B OAHOM M3Mmepe-
HWW) B COYETAHWM C AOKa3aTeNbCTBOM WMWEMWUWM MUOKapaa
(anekTpokapanorpadus (IKI), axoanekTpokapanorpadus
(3x0KTN)). OgHaKo NoBbIWEHWE YPOBHA TPOMNOHWHA | He aBNSA-
eTcs cneundUyHbIM TONIbKO A1 OCTPOW UWEMUU MUOKapaa
C pa3BUTUEM MHPaPKTa MMOKapaa. TPONOHMH | MOXKET NOBbI-
WwaTbCH y NauMeHToB C 3aCTOMHON CepAeYHON M MOoYevHOm
HeLOCTaTO4YHOCTbIO, KapanomuonaTMen. 4To nog4yepKkueaet
Ba¥HOCTb CEPUMHOr0 TECTMPOBAHMA TPOMOHMHA U OLLEHKM
peaynbTatoB 06CNeA0BaHNS B COOTBETCTBYIOLLEM KAWHMYE-
CKOM KOHTEKCTE.

PekomeHayeTca OAHOKpaTHOE onpeaefneHne aKTuB-
HOCTM MeTannonpoTtenHadbl ADAMTS13 B nna3me Kposwu
B OCTPbIN nepunoj 3aboneBaHus naymeHtam ¢ TMA ana gua-
rHOCTUKK/UcKNovenns TTN [13, 24, 39] (YYP C; yA4 5).
AKTMBHOCTb MeTanjonpoTteasbl OLEeHMBaeTca 4O Mn1a3mo-
Tepanuu. 3HavyeHusa aktueHoctn ADAMTS13 > 10% wcknio-
yaet TTN [24, 37, 42]. Npu STEC-TYC/al'YC aKTMBHOCTb
mMeTannonpoTeasbl MOXET OblTb KaK CHWXKEHa, HO Bbllle
10%, Tak U HaxoguTbCa B npegenax pedepeHcHoro aua-
nasoHa. BblparKeHHOCTb TPOMOOLMTONEHUN NPSMO Koppe-
NMpyeT ¢ nokasaTeneMm aktuBHocTn ADAMTS13, noatomy
npu cTabunbHOM TpOMGOLMTONEHMM He HUxe 70 000/1 MKn
aKTMBHOCTb MeTannonpoTeasbl MOXHO He onpeaenstb [13,
24]. Konnyectso TPOMGOLNTOB Kposu > 30 X 102/n 1 KoH-
LeHTpauuma KpeaTtuHmnHa > 200 MKMonb/n y naumeHTta ¢ TMA
npaKTUYeCKK UCKNtoYaeT amarHos TTI [53].

Bce nauuneHTbl ¢ nogo3peHreM Ha al'YC gonkHbl 6biTb
ob6cnenoBaHbl Ha Hannyne aHTuTen K CFH B o6pasuax Kpo-
BM, B3ATbIX 4O MnasdmMoobmMeHa Uan MHOY3UKM nnasmbl [22,
24,42,62] (YYPC; Y44 5). 06pa3oBaHune aHTU-CFH-aHTUTEN
B 90% cnyvyaeB cBA3aHo ¢ paeneuven CFHR3/CFHR1,



yTo 6oNlee XapaKTepHO ANA AeTer, 4eM ANS B3POCibiX
(25-50% vs 5-10%). CBoeBpeMEHHOE BbIIBNEHWE aHTU-
CFH-aHTUTENn nmeeT BaXKHOE 3HayYeHne ans Bblbopa TaKTUKK
Nle4yeHunsl, NOCKOJbKY UX BbICOKUIA TUTP TpebyeT B fONonHe-
HWE K KOMNIEeMEHT-6/0KMpYloWwen TepanumM HasHayeHus
MMMYHOCYNpeccaHToB. [pyM NOATBEPKAEHUN aHTUTENbHOM
dopmbl al'YC TpebyeTca KOHTPONb aHTU-CFH-aHTUTEN Kax-
able 3—6 mec Ha GOoHe fleveHns B nocneayrolem 4o Hopma-
NM3aunn Ux ypoBHS.

MaymeHTam ¢ TMA npu NHEBMOHWU/MEHUHIUTE/CENCUCE
ANA UCKNoYeHna/nogteepxaeHuns pnlYC pekoMeHgoBaHO
NPOBOAUTL MUKPOOMONOrMYECKUI MOCEB KPOBU Ha CTEPUIb-
HOCTb U MMKpPOBMONOrMyecKkoe (KynbTypanbHoe) uccnegoBa-
HWE MOKPOTbI Ha aspobHble U daKynbTaTUBHO-aHa3aPo6Hble
MUKpoopranuamel [37, 41, 63] (YYP C; Y44 5).

MauyneHTam ¢ TMA Ha doHe 6aKkTepunanbHON UHDEKL MK
C NopayKeHWeM Nerkux / pasBuTMEM MEHWHIUTa, cencuca
ANA UCKNoYeHna/nogteepxaeHuns pnlYC pekoMeHgoBaHO
nposefeHne MONEKYNSPHO-BMOOrMYECKOrO MCCIeA0BaHMS
MeTogom MLUP (KpoBb, NneBpanbHbIM 3KccygaTt, CIMHHOMOS3-
roBasi )WAKOCTb) Ha NHEBMOKOKK [24, 37, 41] (YYP C; YA/4 5).
MonekynapHo-reHeTnyeckoe uccnegosanue (MNLUP) Heobxo-
OMMO ANsi NOATBEPXKAEHMA AnarHo3a Npu BblAeNEeHUN NHEB-
MOKOKKOB M3 CTEPWbHBIX WAKOCTEN OpraHuM3ma (KpoBb,
nneBpanbHbI 3KCCyaaT, CIMHHOMO3roBas XWAKOCTb), T.e.
ON9 NOATBEPKAEHNA MHBA3UBHOWM NHEBMOKOKKOBOW UHDEK-
LMK KaK Npu4mrHbl pa3sutma pnlYC.

Takxe naumeHtam ¢ TMA Ha ¢oHe 6GaKTepuasbHOM
MHDEKLMU C NOpaXKeHUEM NEerknx / pa3BUTUEM MEHUHIUTA,
cerncuca Heo6xo4MMO NPOBeAEHNE peaKLMK naTeKc-arrito-
TUHaAUMKW ONa UCKAYeHus/noateepxaernns pnlYC [24, 31,
64] (YYP C; ¥4/ 5). Peakuns naTeKc-arrnioTMHaLUMu aBns-
€eTCsl MeTOAOM 3KCMpecc-AnarHOCTUKMU aHTUIeHOB MHEBMO-
KOKKOB B KPOBW W NIMKBOPE Npu MNOAO3PEHUN Ha UHBA3UB-
Hble GOPMbl MHEBMOKOKKOBON MHPEKLMWN AN UCKIOYEHUS
pnlYC.

[eTam WKoNbHOro BO3pacTa ¢ CMMNTOMOKOMMNEKCOM
TMA ¢ uenblo UCKIOYEeHUSA CUCTEMHbBIX 3a60neBaHui NoKa-
3aHO npoBejeHne WMMYHONOrMYecKoro o6cnefoBaHus
ON9 AMarHOCTUKM ayTOMMMYHHbIX 3aboneBaHui (onpegene-
HWe coaepyKaHna aHTUTEN K aHTUreHam sgpa Knetku n AHK,
K HatuBHon [OHK, K meHaTtypupoBaHHon AHK, aHTMHYKne-
apHbIX aHTUTEeN K Sm-aHTUreHy, BONYaHOYHOro aHTUKoary-
NIFHTa, aHTUTEeN K 6eTa-2-rMUMKONPOTENHY B KPOBU, aHTUTEN
K Kapanonunuhy B Kposwu) [37, 65] (YYP C; YA/4 5). B nepByto
oyepeab HeobxoanumMo McKNto4MTb CKB n A®C. CodveTaHue
KNMHUKO-NabopaTopHbIX nposBieHun TMA ¢ Hanuyuem
aHTUdPocHONUNUAHBIX aHTUTEN CBUAETENbCTBYET B NOMb3Y
avarHosa «katactpoduyeckunt APC» He3aBUCUMO OT TOrO,
UMEIOTCS W Yy NauueHTa MM OTCYTCTBYIOT KJIMHMYECKUE
M UMMyHONOrM4yecKkue npusHaku CKB. [lnarHocTtuka cucrem-
HOW naTtofiorMm y nauneHToB ¢ TMA Heo6xoaMma, NOCKONbKY
BbISIB/IEHHbIM CMEKTP MapKepoB onpegenseTt TepanesTuye-
CKYlO TaKThKy [37].

MayneHtam ¢ TMA npu NoAo3peHUn Ha reHeTU4ecKu
NeTeEPMUHUPOBAHHBLIN AeduumT kobanamuHa C (cblC) peko-
MeHAyeTCq NPOBOAMTbL UCCNeAOBaHMUE YPOBHS rOMoLMCTe-
MHa B KPOBM, YPOBHS BUTaMhHa B,, B KpoBM 1 $HonneBOH
KWUCNOTbl B KPOBU C LIE/bIO YCTAHOBMIEHUS BO3MOXHOM MpU-
YuHbl TMA 1 OL€eHKM HEOBXOAMMOCTH AalibHENLLIETO MOJSIEKY-
NAPHO-TeHeTMYecKoro o6cnenoBannsg [24, 34, 37, 66-69]
(YYP C; YA/ 4). Y nauMeHTOB C reHETUYECKUMU MyTaLUaMK,
npPUBOAAWMMU K AePeKTHOMY MeTabonm3amy KobanammHa C
(MUT, MMAA, MMAB, MMACHC, MMADHC, MCEE), Ha ¢doHe
reHeTU4YeCKM AeTEPMUHNPOBAHHOroO geduumnta KobanammHa
C moxeT pa3BuBaTtbes chbIC-TMA. BbisBneHMe NOBbIWEHHOIO
YPOBHS rOMOLMCTEMHA NMPU HOPMaSbHbIX YPOBHAX BUTaMUHA

B, ¥ ©0OIMEBON KUC/IOTbI ABIAETCSH BEPOATHBIM MPU3HAKOM
avarHosa cblC-I'YC [24, 34].

MNeproMouncTEMHEMUA TaKKe MOXKeT OblTb AuarHo-
CTUpoBaHa npu Tpomb6oduInMmM, 06ycnoBAEHHON MyTauuen
reHos ¢onaTtHoro uukna, geduunte Butamuta By, n dponu-
€BOM1 KMUCNOTbI.

Bcem nauueHtam ¢ TMA mnagwe 6 mec M nauyueH-
TaM He3aBWCUMO OT Bo3pacTa Npu NOAO3PEHUU Ha METUN-
ManoHOBYIO auMAEMMIO C AMArHOCTUYECKOM LEeNblo PeKo-
MEHAyeTCA npoBefeHue TaHAEMHOW MacC-CheKTPOMETPUM
4NS onpefeneHnsa cogepxaHusa nponMoHuIKapHutuHa (C3),
cBo6ogHOro KapHutuHa (CO), a TaKKe KONMYEeCTBEHHOro
onpeaeneHns 3-rmapoKCUNPONUOHOBON, METUANIMMOHHOW,
3-rMapoKCH-n-BanepmaHoBOn KUCoT B modve [42, 66, 67,
69] (YYP C; Y44 4).

TaHaeMHasi Mmacc-cnekTpomMeTpus — MeToa UccnegoBa-
HUS BelecTBa, OCHOBAHHbIA Ha onpefeneHnn OTHOLIEHMS
Maccbl BelecTBa K 3apagy WoHoB. lo3BonseTr onpege-
NIUTb COCTaB CMECU OpPraHM4yeCcKMX BelecTB KayeCTBEHHO
N KonuyectBeHHo. KpoBb (KanunnsipHas/BeHO3Hasi) co6u-
paeTca Ha CTaHAapTHY0 KapToyKy-ounbTp. O6pasel, BbiCy-
lwmnBaeTca 2—3 4 NpU KOMHaTHOM TeMmnepaType (HarpesaTb
W noasepraTb o6pasew, NPAMOMY BO3AENCTBUIO COMHEYHbIX
ny4en HegonycTumo). inarHo3 MeTuIManoHOBOKW aungeMmnm
Heo6XxoAMMO 3anofo3pUTb MPU Hanuvyiun meranobnacro-
3a, MOBbIWEHWN KOHLEHTpPALMKU FOMOLMUCTEMHA M CHUXKe-
HUX METUOHMHA NNa3Mbl, MOBbIWEHUN IKCKPELIMM C MOYOM
rOMOLMCTEMHA U METUIMANOHOBOM KUCNOTLI. [poBeaeHne
MONEKYNSPHO-TEHETUYECKOrO UCCieAoBaHUs HEOOX0ANMO
ansg noATBepXAeHUs auarHosda (Mytaumm B reHax MUT,
MMAA, MMAB MMACHC, MMADHC, MCEE) v npoBeaeHus
MEAMKO-TeHETUYECKOro KoHcynbTupoBaHus [70]. Cnepyet
yuuTbiBaTb, 410 al'YC y nauMeHToB ¢ KOMOGUHUPOBAHHbLIMU
HapylweHUaMU npoLecca pemMeTUIMPOBaHUS MOXET pas-
BMBATbCA TaKKe y eTen cTape 6 Mec v gaxe y B3pOChblX,
B CBfI3M C YEM AaHHble nccneaoBaHUs MOryT NPOBOAUTLCS
Nno KAMHUYECKOM NOTPeBHOCTU B APYrnX BO3PACTHbIX KaTe-
ropusIX NaLMeHToB.

C uenbio ONTUMKU3aLMK peXxnuma BBeAEHUS U 4O3UPOBOK
3Kynmn3ymaba naumeHTam ¢ al'YC npu peumamsax M OTCyT-
CTBMU 3ddeKTa OT KOMMIEMEHT-60KMpyoWwen Tepanuu
(aKynn3ymab) peKoMeHaoBaHO onpegeneHne obllen remo-
NIUTUYECKON aKTUBHOCTM KomnnemeHTta (CH50) [37, 71, 72]
(YYP C; ¥A/4 5). Mpu CH50 > 30% y nauMeHTOB, NonyvatoLLmx
3KyNn3ymab, peKOMeHAYeTCs U3MEHEHNE UHTEePBana Mexay
MHOY3MAMM NpenapaTta UAn yBeanYeHne Ao3bl npenaparta
M3-3a HenosnHon 6noKaabl KomnaemeHTa [72]. Ao HacTos-
LWero BpeEMEHWU HeT HafexHblx 6MoMapKepoB, MOATBEPK-
JalolWmMX aKTUBHOCTb 3a6oneBaHuns ana guarHoctuku alyc,
B TOM Yuche peunanea.

OOHOKpaTHO nauueHTam ¢ TPoM6G0o3amMbGonuen neroy-
HOM apTepuu, MHOAPKTOM MWOKapha, reMopparvyeckum
WMHCYNbTOM U TpOMGO3aMu APYron NoKanmM3alumm nokasaHo
nccnefoBaHve NoAMMOPPHbIX BapnaHTOB reHOB remocTta-
3a U depmeHToB PonaTtHoOro UMKna, NnposeaeHue gumarHo-
CTUKM TPOMBODUINK C LIEeNbi0 Ha3HavyeHuUs onTuMasnbHOM
Tepanuu [15, 73-75] (YYP C; Y44 4). MoryT npoBoAuTb-
Csl MccnefoBaHus arperaumMm TpomMOOLUMTOB, (C NMOMOLLBIO
arperaT-remarrioTMHaULMOHHON Npobbl), aKTUBHOCTU dakK-
TopoB V, VII, VI, IX, X, XI; aHTuTpOoMGKMHa lll, npoTenHa S,
YPOBHS npoTeuHa C, nna3MuUHOreHa, CoaepxaHus aHTuten
K Kapauonunuhy, dochdonmnuaam B KpoBMU, UCCnegoBaHue
nnasMMHOBON (GUBPUHOIMTUYECKON) CUCTEMBI, onpeae-
neHne nonumopdmnama 675 4G/5G (MHcepuus TyaHUHa
B No3uuuun 675) B reHe MHrM6UTOpPa aKkTMBaTopa niasmu-
HoreHa | Tuna (PAI-1) 1 gp. B 3aBMCMMOCTHU OT KJIMHUYECKOM
cuTyauuu.
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Bcem nauneHTam (Npu HanMyuM MOYM) B OCTPOM MNepu-
oje, nepuoje BOCCTaHOBNEHHOrO Auypesa v Npu Kynupo-
BaHMU npusHakos TMA Heo6xoaAnMO NpoBeleHne KinHuye-
CKOro aHanusa mMo4u (o6Hapy»KeHue remornobuvHa B Moue,
onpegeneHne 6enKa B Moye, anbbymuHa B MOYe, MUKPO-
CKOMNUYecKoe uccnegoBaHme ocajKa MO4YHM) C LieNbio AnarHo-
CTUKM MPOTENHYPUU, TEMATYPUK U reMornobuHypum [42, 73]
(YYP C; Y4/ 5). B obwem aHanu3e mMoyu npu niobon dopme
TMA MOXeT BbIIBAATbCSA NPOTEUHYPUS, reMaTypus. TakKe
nccnegoBaHne MNpoBOAMTCA B MpoLecce AMHAMWUYECKOro
HabnoAeHns, B T.4. NOCne TpaHCNAaHTauun NoYku, Yactota
onpeaensieTcs MHAMBUAYANbHO.

PeKkomeH4OBaHO paccMoTpeTb NpoBeAeHUe UccneaoBa-
HMS anbbyMWH/KPEeaTUHUHOBOIO COOTHOLWEHMA MauuMeHTam
B ocTpbit nepunoa STEC-T'YC, al'YC n B nepuoa pemuccumn
NPy HanW4YnmM 6eKa B Pa3oBbIX MOPLMUAX MOYU A5 OLLEHKM
rnomMepynsipHon dunbTpaunn (MccnefoBaHue NPOBOAMTCA
B YTPEHHEN nopumm moum) [72, 76] (YYP C; Y4 4).

MauneHTaM ¢ nNpusHakamu nopaxkeHua KT 6e3 gua-
peu 1 nauneHTam ¢ gnapeemn, reMOKONUTOM A5 BbIiBAEHUSA
STEC-uHdeKuun nokasaHo onpeanenexHve AHK aunaporen-
HblX awepwuxui (EHEC, EPEC, ETEC, EAZEC, EIEC) B 06pa3uax
dekannin metogom MNLP; MMKpo6uronornyeckoe (Kynbtypasib-
HO€) uccnegoBaHne pekanun / peKTanbHOro MasKka Ha gua-
POreHHble 3WEPUXMU C onpefeneHneEM YHyBCTBUTENbHOCTH
K aHTMbGaKTepuanbHbiM npenapatam [49] (YYP C; YAA 5).
[AnapenHbiit NpoapoM MOXKeET 6bITb Npu al'YC, noaToMy BCeM
nauneHTam nokasaH KOMMNEKC ccnegoBaHnii, pEKOMEHAO0-
BaHHbIX Npn STEC-T'YC.

TaKke nauveHTam ¢ npuv3Hakamu nopaxkeHuns KT
6e3 gnapen / ¢ guapeen, naumeHTam ¢ KatapaibHbIM CUH-
APOMOM B COYETaHWUM C Auapeen ANna AMarHOCTUKKU KoMnne-
MEeHT-aKTUBMpYytowero coctosHua npu alYC Heob6xoanmo
npoBefeHne AMarHOCTUKKM BUPYCHbIX Anapewn (poTaBupyc,
peoBupyc, ageHoBMpPYC, acTpoBMUpycC, BUpyc Hopdonk, u ap.)
meTtoaom MUP [12, 77-79] (YYP C; YAA 5). Onapea MoxeT
OblTb MPOSIBNEHWEM B TOM YMCNE BUPYCHOW MHOEKLMM,
noaToOMy BCEM MaLmeHTam ¢ nogo3peHunem Ha al'YC nokazaH
KOMMNEKC MCCnefoBaHWi, pekomeHAoBaHHbIX npu STEC-
ryc.

MauneHTam C MNpu3HaKamu OCTPOW pecnupartop-
HOM WHdeKunn B npogpome TMA noKasaHa AMArHOCTUKa
BMPYCHbIX MHbeKuun metogom [UP, NPA (rpunn, ageHo-
BUPYC, BMpYC npocTtoro repneca 1, 2, 6-ro TMnoB, BMPYC
AnwTtenHa — bapp, uMTOMEranoBMpyc, SHTEPOBMPYC) C Ana-
rHoCTUYecKom uenbto [42, 79] (YYP C; YAA 5).

UHCTpyMeHTaNbHbIe AUarHocTU4ecKue

uccnepoBaHus

PeHTreHorpadus opraHoB rpyaHOM KNETKM NoKalaHa
nauueHtTaMm nNpuv pas3BUTUW/MOAO3PEHUN HA OTEK NErKuX,
NMHEBMOHMIO C LieNbl0 MOATBEPHKAEHUS/UCKNOYEHUS AaHHbIX
coctosiHun [73] (YYP C; Y44 5). Hannuune *anob Ha oablILl-
Ky, 60/1n 3a rpyaMHon, B obnactu cepgua, npuv WYMHOM
AbIXaHWK, Kallne, NaToIorMYeCKUX BbleNeHUaxX Npu Kawne
(THOMHas, KPOBSIHUCTA MOKpPOTA), COXPaHsIoLWascsa BbICO-
Kaa TemnepaTtypa Tena SBASIOTCA NOKalaHUSMKU K NpoBe-
LEHWI0 JaHHOro uccnepoBaHus. C TeMu Xe Lenssmu MoXeT
npPoBOANTLCA KOoMMbloTepHas Tomorpadusa (KT) opraHoB
rPYAHOM KNeTKM npu HeobXoAMMOCTM (He[oCTaTOYHOCTb
CBELEHUN Npu peHTreHorpadun OpraHoB rPyagHON KAETKH,
COMHUTENbHbIE CUTYaLUK).

YnbTpa3ByKoBOE MUCCNefoBaHMe OpraHoB OpPIOWHOM
NoaoOCTM MOKa3aHo BceM nauueHtam ¢ TMA ¢ Lenblo CKpu-
HUHIOBOW [AMArHOCTUKM MOPaXKEHUs MOMbIX U MapeHxuma-
TO3HbIX OPraHoB W/WAN AWArHOCTUKM KULIEYHOM HEMNpPOXOo-
ammocTtu u/unun nepdopauun [73, 80, 81] (YYPC; YAA 5).

PeKkomeHayeMblt MeTOL UCCNeoBaHNA ABASETCA CKPUHMH-
roBbIM Y MaLMEHTOB KaK C npu3Hakamu noparkeHus KT,
TaK u 6e3 Hux. Ansa nauneHToB ¢ 'YC xapaKTepHO nopaxe-
HWe MoNbliX (B NEPBYIO 04epPeAb — TONCTOM KULIKHK) M NapeH-
XMMaTO3HbIX (MeYeHb, NOAXKENyA04Has Kenesa, cene3eHKa)
opraHoB. lNpu runepruapataumnm onpesenstoTcs aXonpuaHa-
KW CBOOGOAHOM }XMAKOCTM B OPIOWHON NONOCTH (rnaponepe-
TOHEYM).

Bcem nauueHtam ¢ F'YC pekomeHayeTcs npoBefeHue
YyNbTPa3BYKOBOIO MCCNEeA0BaHMA MOYEeK C AYNJIEKCHOWM
gonneporpaduen, MO4YEBOro Ny3bips € LeNblo UarHOCTUKM
NaToNorM4eCcKMX M3MEHEHUIN, KOHTPONS B AMHAMUKE, B TM.
neyenuns [73] (YYP C; YA 5). YnbTpa3ByKoBoe uccneao-
BaHWe MoYeK MO3BONSET YCTAHOBUTb WX pa3Mepbl, Nofo-
XeHue, OCOBEHHOCTU CTPOEHWMS W Apyrve napameTpbl.
Jonneporpaduyeckoe uccnegoBaHne oLEHUBAET COCTOS-
HWe peHanbHOro KPOBOTOKaA.

PekomeHayeTcs npoBoauTb peructpauunio KM Bcem
nauneHtam B ocTpbln nepuod TMA ang perucrpauum anekx-
TPMYECKOM aKTUBHOCTU CepAeYHOM MbIWLbl, AUArHOCTUKM
HapyLWeHNI CEPAEYHOro PUTMA, BbISIBIEHUS UWEMWUK, TUNEP-
TPOdUM KEeNyao4KOB, UBMEHEHUI METabONMYECKOrO XapaK-
Tepa (runepkannemus) [26, 73] (YYP C; Y44 5).

TakXe BceM nauueHTam nokasaHo nposegeHne IxoKIr
L4NS OLEHKM CTPYKTYpPbl, pa3MeEPOB U COCTOSIHWE CEPAEYHON
MbIWLbl, KNanaHoOB M COCYyAOB (aopTa, KOPOHapHbIE COCy-
Obl), rno6anbHON COKpaTMUMOCTM MWOKapaa [26] (YYPC;
yad 5). NMpu no6on popme TYC MOryT 6biTb BbISIB/IEHbI
NPU3HaKN 06BLEMHOM Meperpysku (rugponepukapg), Al
M crneyudruyeckux nopaxKeHumn, obycnoBNEHHbIX TPOM6O-
3aMU MEeNIKMX U MHTPaMMOoKapananbHblx cocyaoB npu TMA.
MauneHTsbl ¢ al'YC, umetouwme mytauun CFH/CFB/C3, aHTu-
CFH-aHTUTENa, NogBepXeHbl PUCKY Pa3BUTUSA CepaedHO-
COCYAMUCTbIX OCNOXHEHU [61, 26].

Bcem nauneHtam ¢ TMA ons AMarHOCTUKM nypyepo-
noao6HOM peTMHONaTUK, a TakKe Npu Hanuyiuum Al 1 npu-
3HaKoB nopaxexuns LUIHC nokasaHa ¢yHaockonus [65, 66]
(YYP C; YA4 5). Mpn TMA MOXeT pa3BMUTbCA OJHOCTOPOHHEE
unu éunatepanbHoe NoBPEXKAEHME OpraHa 3peHUs C OTEKOM
[AWCKa 3pUTENbHOro HepBa, MHTPapeTUHaNbHbIMU KPOBOW3-
NMSHUAMM, MSATKUMKM BaTOOOGpPa3HbIMKM JKCCyaaTaMu, MaKy-
NApHbIM OoTeKOoM [28]. MMpoBOAUTCA TaKKe Npu peuuanse
al'yC.

PekomeHayeTca MNpOBOANTL MarHUTHO-PE30OHAHCHYIO
Tomorpaduio (MPT) ronoBHOro mMo3ra C aHrMOPEXUMOM
(6e3 KoHTpacTMpoBaHus) nnm KT ronoBHOro mo3ara (C BHY-
TPMBEHHbBIM KOHTPACTMPOBaHWEM) BCEM MauLMeHTaM € Mpu-
3HaKkamu nopaxeHusa LUHC npu nto6on dopme TMA ¢ uenbto
OLLEHKM CTENEHM UBMEHEHUI B CTPYKTYpPE MO3ra, COCTOAHUSA
M MPOXOAMMOCTM COCYAOB rosoBHOro mo3sra [73, 82, 83]
(YYP C; Y44 5). MPT — 6onee 4yBCTBUTE/NbHbIA MeETOA
Onsg BM3yanusaumm uvwemuyeckmx odaros npu TMA. MPT
rONIOBHOrO MO3ra C aHrMorpaduUyeckum pexnmom no3Bo-
NAeT He TONbKO OLEHWTb COCTOSHME KPOBEHOCHbLIX COCY-
[0B, HO U [aTb XapaKTEPWUCTUKY TOKY KPOBWU B AWHAMWKe
y NauueHTOB C 3HAOTeNuanbHOW AMCOYHKUMEN Ha doHe
TMA. YacToTa uccnegoBaHuM B AMHaAMWKe onpeaensercs
K/IMHUYEeCKON cuTyauuen. CnegyeT usberatb NpUMEHeHMs
nofcofepxalnmx KOHTPACTHbIX BELLECTB MPWU HapyLEHWK
dYHKLMM NOYeEK, NPU HEOOXOANMOCTH MPOBOANTCA HAPKOS.

Hdetam c¢ nopaxenHnem UHC npu TMA c uenblo paH-
HeW AMarHOCTUMKM OTKNOHEHWUI 3NEKTPUYECKON aKTUBHOCTH
rONI0BHOro MO3ra n NPodUNaKTUKKN NOCNEAYIOWMNX OCNOKHE-
HUA PEeKOMEHAOBAHO MpoBefeHWe anekTpoaHuedanorpa-
dun [84] (YYP C; YAA 4).

Bcem nauueHTam ¢ nogo3perHunem Ha 'YC u ¢ yctaHoB-
NeHHbIM guarHoszom YC B npouecce Tepanuu € LeNbio



[IMArHOCTUKM HapyLEeHUH KUCNOTHO-OCHOBHOIO COCTOSIHUS
NMoKasaHo UccreaoBaHWE YPOBHS BOAOPOAHbLIX MOHOB (pH)
Kposwu [42, 73] (YYP C; Y44 5).

UHble anarHocTMyecKkue uccnepoBaHus

LiuTonornyeckoe uccnegoBaHue NyHKTata (acnupaTta)
KOCTHOrO MO3ra MoKa3aHO nauueHTaM C TPEXPOCTKOBOM
NaHUMTOMNEHUEN, NENKEMOUAHON peaKunen, KOCBEHHbIMU
npudHakamu remodarouMTapHOro cMHApoMa ANs AuarHo-
CTMKK 60N1ie3HEN KPoBETBOPHOM cucTembl [85, 86] (YYP C;
yaas).

Mpun nogo3peHnn Ha al'YC 1 NOAroTOBKe K TpaHcniaHTa-
umun npu nroéon popme TMA, npuealen kK XbIM 5, pekomeH-
[OBaHO MpPOBEAEHWEe MOMEKYNAPHO-TEHETUYECKOrO UCche-
[OBaHWS MEeTOAOM CEKBEHMPOBaHMA HOBOro MOKONAEHUS
(NGS) n cekBeHupoBaHusa no CaHrepy ans uiaeHTUdUKa-
LMW TeHeTUYeCKUX MyTauun, accouuupoBaHHbIX ¢ alyYC
(CFH, MCP, CFI, C3, CFB, THBD, CFHR1, CFHR3, CFHR5).
Onsa BbiaBNEeHUS geneuun wauv Jynavkauuin npoBoguTcs
MYNbTUNIEKCHAs NUMrMpoBaHUe-3aBnucMMasn amnandurkaums
30Haa (MLPA) [37] (YYP C; Y44 5). NMpn BbiISBNEHWU METO-
aomM NGS reHoTvna, CBMAETENbLCTBYIOWErO B N0Ab3Y NocTa-
HOBKM [uarHosa, peKoMeHAyeTcs MNoATBEepXKAEHUEe TeHOo-
TMNa MaKCUMasbHO TOYHbIM MeTogoM. K Takum meToaam,
NPU3HaHHbLIM BO BCEM MWPE, OTHOCUTCS CEKBEHWPOBaHWE
no CaHrepy, T.e. NOGYKBEHHOE YTEHWE 3a4aHHOro yyacTKa
OHK annHon 500-1000 HykneoTtnaos. Y nauueHToB ¢ alYC
ANS NOCTaHOBKW AMarHo3a v NPUHATUS PELLEHUS O TaKTUKe
neyeHus naeHTubumKaumsa mytaumin GakTopoB KOMMNIEMeEHTa
He TpebyeTcs. [eHeTMYyecKoe uccnegoBaHWe HeobXxoanMo
ANs onpejeneHuns nNporHo3a u ANMTENbHOCTU KOMMIEMEHT-
6nokupyloulen Tepanun (3kynudymab). CnegyeT MOMHUTb,
YTO MyTaLMU FTEHOB PErYNATOPHbLIX 6EIKOB anbTepHaTUBHOIO
nyT¥ aKTUBaLMKU KOMMNEMEHTa BbIABNSIOTCS HE Y BCEX Mauu-
eHToB ¢ al'YC. OgHaKo oTpuuaTeNbHbIM pe3ynbraT reHeTnye-
CKOro CKpMHUMHIa y nauneHTta ¢ TMA He UCKoYaeT Hanniuns
al'YC. B HacToslluee BpeMsi peKOMeHAyeTCs MpoBeaeHue
reHeTMYeCKOro aHanusa Jaxke npu Hannyium aHtuten K CFH.
Ecnn myTauma wnaeHTMduumpyeTcs y nauuMeHTa ¢ aHTuTe-
namu K CFH, pelweHne o aanbHeWlwem NevYeHUn AO0MKHO
NPUHUMATLCS MHAMBMAYANbHO B KaXA0M Cnyvyae B 3aBUCH-
MOCTU OT TUTPa aHTUTEN U GYHKUMOHANbHbBIX NOCAEACTBUN
mMyTauuu. Kpome TOro, uccnegosaHue Heo6XoAMMO Mpo-
BECTM BCEM nNauMeHTaM, HYXAalowWwuMcs B TpaHCnaaHTa-
LMK NOYKK, He3aBUcMMO OT dopmbl TMA; nepes oTMEHOM
Tepanuu 3KynM3ymabom U ans AUarHOCTUKKM peakux ¢Gopm
TMA (ADAMTS13, DGKE, INF2, PLG, MUT, MMAA, MMAB,
MMACHC, MMADHC, MCEE). B cnyyasx, ecnu npuinHa TMA
He yCcTaHOBJ/IEHA, PEKOMEHIYETCS CEKBEHMPOBaHWE BCEro
3K30Ma A5 MepCcoHanu3MpoBaHHOro neveHuns [22]. baza
JaHHbIX BapMaHTOB reHoB AOCTYMHa no ccbiike: http://www.
complement-db.org/home.php.

C uenbto noaTBEPXAEHUA AMarHo3a TMA B COMHUTENb-
HbIX U HESACHbIX CUTyaLMAX PEKOMEHAOBAHO pPaccMoTpeTb
nposeaeHne HedppobUorncum (6Moncus NOYKKU, GUONCUs NoY-
KW MOoJ KOHTPONEeM YNbTPpa3ByKOBOro uccnenoBaHus) [73]
(YYP C; YA/ 5). buoncus no4ku He sBnseTcs 0693aTeNlbHOM
ANS AMarHoCTUKKM TOW unan mHon ¢opmbl TMA. Tpu npo-
BeAeHun Hedbpobuoncuun y naumeHtos ¢ TMA cyuectByeT
BbICOKMIM PUCK KPOBOTEYEHUSA M3-3a Hanuyus Al, Tpom60-
LuMTOnEHMN 1 ypemuun. OgHako 6MONCUa NMOYKKU MOXKET noa-
TBEPANUTb AnarHo3 TMA B COMHUTENbHBIX U HEACHbIX CUTYa-
LUMaX: COMHeHWM B agnarHo3e 'YC, MaccMBHOM NPOTENHYPUU
y NauMeHTOB C aHEMHUEN U TPOMOBOLIUTONEHMEN, OTCYTCTBUSA
NonHOro nabopaTopHoro cumnTomokomnnekca TMA (dawe
BCEro TPOM6OLMUTONEHUH), KYNMPOBAHUS reMaToN0rM4eCKMX
nposieneHnn TMA Ha ¢oHe COXpaHSAOWErocs CHUMKEHUS

PYHKUMN noYeK, Nogo3peHns Ha BTOpUYHble popmbl TMA,
He3apPEKTUBHOCTH 3KyIM3ymMaba.

ANOOEPEHLUAJIBHAA AUATHOCTUKA

Heob6xoanmo npoBoauTb auddepeHunanbHylo aua-
rHocTuky al'YC ¢ 3abofieBaHUAMU, UMEIOLMMU CXOOHYIO
CUMMNTOMATUKY, C LeNiblo YCTaHOBAEHUS TOYHOro AnarHo3a
1M Bbl6opa onTUMaNbHOW TaKTUKM Tepanuu [73] (YYP C;
yAaA4 5):
e STEC-TYC;

o TT

* MHEBMOKOKK-accoLMMpoBaHHbIn 'YC;

®  MYNbTUCUCTEMHbIA BOCMANUTENbHbIN CUHAPOM Yy AETEW,
accounnpoBaHHbIn ¢ SARS-CoV-2;

®  reMO/MTUYECKUE aHEMUH;

° napoKcuaManbHas HoYHas reMorno6uHypums;

* MeranobnacTHas aHemMus;

® CMHAPOM JBaHCa;

* remob6sacTos;

e remodarounTpaHbii NIMMOOrncTUOLMUTO3;

®  OCTpbI¥ TYBYIOUHTEPCTULMANBHBIA HEDPUT;

e BTOpUYHble ¢opmbl TMA (CKB, A®PC, cuctemHasn
cCKnepogepMusl, 3/70KayecTBEHHas rUMNepTeH3us,
NleKapcTBeHHo-accounnposaHHasa TMA v ap.);

* peakue dopmbl N'YC (DGKE, cblIC-T'YC);

® cencuc.

B cnyvae passutus TMA npu HaaMyMm CUMMNTOMOB CO
cTopoHbl XKKT BHauyane nokasaH CKpuHWHI Ha STEC-TYC,
flanee pekoMmeHgoBaHo BepuduumposaTb STEC-I'YC nocne
nckntovenns TTM u «oTcyTcTBMA noao3peHuns Ha alYCo.
OnarHo3 STEC-T'YC He MoOXeT O6blTb WCKJIOYEH TOJIbKO
Ha OCHOBaHWW OTpULATENbHbIX PE3yNbTaToB MHPEKLMOH-
HOro noucka. PeKomeHJoBaHO cyuTaTb OTpULATENbHbLIN
pe3ynbTaT CKpUHMHra Ha STEC-T'YC gocTtoBepHbIM TONbKO
B Cllyyae, eciv aHanua cobpaH Ao Havyana aHTubaKkTepmanb-
HOW Tepanuu. B cnydasx npoBedeHUs aHTUOaKTepHUanbHON
Tepanuu YyacToTa Bblaenenus us ctyna AHK EHEC meTtogom
MLP cyuwiecTBeHHO Bhille B NepBble 6 AHeW anapen. TeyeHune
C MOopaKeHWem Apyrux opraHoB v CUCTEM, MOMWUMO MOYEK,
BO MHOrom onpegensieT ucxoa v nporHo3 [15, 27, 87, 88].
[Onsa STEC-T'YC He ABNSieTCA xapaKTepHbIM «<BONHOOGpa3Hoe»
(NOBTOPHbIE 3NN304bl reMonn3a n notTpedneHns TpoM6oLu-
TOB) M peunamsmpytolee teyeHne TMA [2, 4, 5, 8-10, 12].

Ucxopa v3 onpegenenuns alYC, ana nocTaHOBKW ero
avarHosa y pebeHKa AO0MKHbl 6blTb MCKNOYEHbI Mpoyue
npuynHbl pa3sutua TMA, B nepsyto odepeab — STEC-T'YC.
B psige cnyyaeB B ae6iote al'YC TaKKe oTMevatoTca anapes
UKW NOpaKeHWe AbixaTeNbHblX NyTen, NoaToMy Heobxoau-
MO cBoeBpeMeHHoe wucKntoyeHne STEC-uHdeKuuu, paB-
HO KaK M WHbeKumn Streptococcus pneumoniae [13, 20,
22, 24, 37]. Kpome 3Toro, cneayet UCKIOYUTb CUCTEMHYIO
naTonornio, MynbTUCUCTEMHbBIA BOCNANUTENbHLIA CUHAPOM,
accounnpoBaHHbii ¢ SARS-CoV-2, nHdekuumn (BUY, HANL),
npegwecTeyoWwyo 3oKadyectBeHHyo Al HELLP-cuHgpom
Yy POXEHWL, npuem neKapcTB (LMKNOCMOPUH, Takponumyc
W Ap.), METUIMANOHOBYIO aLMAEMMIO U T.4. KaK BO3MOXHble
npuymHol TMA.

Ana ucknodeHus TTIM HeobxoauMMO uccnegoBaHWe
akTMBHOCTM ADAMTS13 — ecTecTBEHHOro perynatopa
MUKPOTPOM6006pa30BaHNUs, OTBETCTBEHHOIO 3a MHAKTUBA-
umio dakTopa doH BunnebpaHga y Bcex NauMeHToB C Kap-
TnHon TMA, BblparkeHHbI gedbuunt Kotoporo (ADAMTS13
< 10% OoT HOopMmbI) NpMBOAMT K pa3suTuio TTI. Mpu STEC-
r'YC, alr'yYC v apyrnx TMA aktuBHocTb ADAMTS13 moxeT
ObITb CHU}KEHA, OAHAKO ee NoKasaTefb Bcerja npesbilaeT
10%. Knuunyecku TTM n I'YC umeoT MHOro cxogHoro. TTI
cnepyeT nogospeBaTb Y NALMEHTOB C TAXENOM CTOMKOM
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CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

Tpomb6ouutToneruen (< 30000/mKn) 1 nerkon dopmow OMM
unn 6e3 Hee [22, 24]. OgHako Tsxenasa OMMN BcTpevaeTcs
y 10-12% nauneHToB ¢ namonatmyeckon TTI [89]. Y peTen
TTI MOXeT HOCUTb KaK BPOXAEHHbIN XapaKTep BCneacTBME
neduumnta ADAMTS13, Tak 1 npuobpeTeHHbin — B pe3y/b-
Tate BblpaboTkn aHTU-ADAMTS13-aHTUTEN. BporKaeHHas
TTN (cuHapom Anwoy — LynbmaHa) uMeeT pasfinyHbIK
GEHOTUN U MOXKET NPOSABAATLCH Y HOBOPOXKAEHHbLIX ¢ MATA
N XKENTYXON UK y aeTen ¢ HeoObACHUMOW TPOMOOUMTO-
neHven. [aHHas dopma TTI xapaKTepusyeTcsa aKTUBHO-
cTblo ADAMTS13 < 5%, otcytcTBMeM aHTMTeNn K ADAMTS13
M TOMO3WroTHOW/reTepo3nroTHon myTtaunen B ADAMTS13
[90]. Ana TTMN xapaKTepHO NpeBaaMpoBaHUe HeBPOOruye-
CKOM CMMNTOMATUKMU MPU YMEPEHHOM HapyLUEHUN PYHKLUK
novek [4, 10, 11, 22, 23].

Heo6xoanMmo uccnenoBaHue ypoBHa aHTU-CFH-aHTuTEN,
KOTOpPbIE NOBbLILWAOTCS NPU @aHTUTEN0-0NocpeaoBaHHoOM Gop-
me al'YC [22, 24]. <AyTouMMyHHasa» popma al'YC B OCHOBHOM
BCTpeyaeTcs y AeTen B Bo3pacTte oT 5 o 15 nert. [lencteune
aHTU-CFH-aHTMTEn, Kak u myTaumin CFH, npuBoauT K M36bI-
TOYHOM aKTMBaUWW anbTEPHATMBHOIO NYTU KOMMJEMEHTa.
BbipaboTtka aHTMTen K CFH cBsizaHa ¢ aeduuymtom CFH-
cBfA3aHHbIX 6enkoB 1 n 3 (CFHR1, CFHR3). YcTtaHoBneHoO,
4yto y 90% 6OonbHbIX C aHTUTENbHOW dopmon 'YC onpene-
NeTcs romMo3urotHas pgeneumss B reHax CFHR1-3. Ecnu
BO3pacT pebeHKa Ha MOMEHT aebtoTa 3aboneBaHua < 3 neT
WM NPOBOAMACSA NNa3MOOOMeEH Nepes CKPUHUHIOM, TOSIbKO
o6HapyXeHue ageneLmu noMmoraeT NogTBEPAUTb ONOCpeso-
BaHHOe aHTUTeNamMun 3aboneBaHne y NaLUeHTOB C HU3KUMM
TUTpamun aytoaHtuten K CFH. YuuTbiBas TepaneBTuyecKoe
3Ha4YeHne, He06X04MMO MPOBOANTL CKPUHUHT aHTUTeN K CFH
y Bcex nauuneHToB ¢ al'YC.

lMoCKONbKY MHOrMe myTauuu CKopee BefyT K Hapylwe-
HUIO YHKUMKW OENKOB CUCTEMbI KOMMAEMEHTa, HEXenu
K UBMEHEHMIO UX NIa3MaTUYEeCKON KOHLEHTPaLnK, ypoBEHb
CFH, CFI, C3 n CFB mMoeT ocTaBaTbCs HOPMasibHbIM [aXe
npv HanM4mMm MyTauni. Cam ke MONeKYNSIPHO-reHETUYECKUI
aHanuna TpebyeT 3HaYUTENIbHOO BPEMEHH, U NONYYEHNE €ro
peadynbTatoB B OCTpon ¢dase 3ab6oseBaHUa MPaKTUHECKM
HepeanbHo. Moatomy ana anarHocTnku al'YC M Ha3HayeHus
NeYvyeHunss reHeTM4eCcKoe uccnegoBaHmMe 3HaYeHnsa He umeer.
BmecTe ¢ TEM reHeTUYeCKUM CKPUHUHI HeobXxoanM B Mpo-
uecce HabnloAeHN 3a NaLMeHTaMun 4na onpeaeneHuns ctpa-
TErnn nux 4ONrocpoYHom Tepanuu [22, 36, 37, 62].

MynbTUCUCTEMHBIN BOCNANUTENbHbLIN CUHAPOM Y AEeTEN,
accouunnpoBaHHbil ¢ SARS-CoV-2, aBnseTca KpUTUYecKomn
dopmon COVID-19. MNMpu aaHHOM CUHAPOME pa3BMBAETCS
BUPYC-UHAYLMUPOBAHHbIN BTOPUYHbLIN remodarounTapHbIn
CUHAPOM (LUMTOKMHOBLIM LITOPM), MNPOSABASIOWMNACA HEKOH-
TPOANPYEMON aKTMBaLMeNn MMMYHHOM CUCTEMbl C BbICBO-
6oxaeHneM nposocnanutenbHblX uMTokMHoB (TNF-a, IL-1,
IL-2, IL-6, IL-8, IL-10, rpaHynouuTapHbId KOJIOHWMECTUMY-
NNPYIOLWNK  haKTOp, MOHOUMTAPHbIM XeMOoaTTPaKTUBHbLIN
npotemH 1) u mapKepoB BocnaneHus (CPB, cbiBOpoTOM-
Hbl1 GEPPUTHH), YTO MOXKET NPUBOAUTL K Pa3BMUTHIO OCTPO-
ro pecnupaTopHOro AUCTPEcC-CMHAPOMA, MOSIMOPraHHOM
HeJOCTaTOYHOCTM M CcTaTb MPUYMHOM rnBenn nauueHTa.
MynbTUCUCTEMHbIA BOCMaNUTENbHBIM CUHAPOM Hepeako
pa3BuBaeTCs B NO34HWUE CPOKKU 60M1e3HN. MONOKUTENBHbIN
MUP Ha SARS-CoV-2 onpepenserca He y BCEX MNaLMEHTOB
C MYNbTUCUCTEMHbIM BOCMaNUTENbHbIM CUMHAPOMOM, OAHa-
KO MOYTM Y BCEX MOXHO BbIIBUTb aHTUTENa K BO36yauTe-
nto COVID-19. OCHOBHbIMU KJAWMHUYECKUMM MPOSIBIEHUAMM
MYIbTUCUCTEMHOIO BOCMAaMTENBHOrO CUMHAPOMA Yy AeTen
ABNAOTCS MEPCUCTUpPYIOLWas NMxopagKka U CUCTEMHOE BOC-
naneHue ¢ BOBieYEHMEM B NATONOMMYECKMI NpoLecc pas-
JIMYHbIX OPraHoOB M CUCTEM — CUCTEMbI KPOBM, CEPAEYHO-

cocyaucTon n HepBHoM cucTem, KT, noyek, Koxun. Umetotes
[JaHHble, CBMAETEeNbCTBYyOWME O TOM, YTO MpU GONE3HM
COVID-19 TMA, cBsizaHHas ¢ HapyleHWEM PerynsiLuum KoMm-
nneMeHTa, fBASETCS OLHUM M3 BaKHblXx Natodu3nonoru-
YEeCKMX MEXaHU3MOB B AOMOJHEHME K TPOMBOBOCNANEHUIO
UK Kak ero 4YacTb [91-93]. B cOBOKYNHOCTM Koarynonatus,
cBfi3aHHaa ¢ COVID-19, no-Bnanmomy, npeactaBnseT co6omn
CNIOXHbIM NaTONOMMYECKMUI MpOLLeCC, BbI3BaHHbIM KacKa-
LOM TPOMGOBOCMANEHUs, 3HAOTENMANBHOIO NOBPEXKAEHUS
W aKTUBaUMEN KOMMEMEHTa, YTo NpMBoaAUT K TMA.

AnropuTtMmbl BeaeHus nauueHTos ¢ 'YC/al'YC npeacraB-
NleHbl Ha puc. 1 1 2.

JIEMEHME

Llenbto Tepanun no6on dopmbl 'YC aBnsetca Kynupo-
BaHWe KNUHUKO-nabopaTopHblx npossneHnn TMA, coxpaHe-
HWe 1 ynydlweHne GyHKLMM NOparKEHHbIX OPraHoB, NPeaoT-
BpalweHune passutua XbI 5, nséasneHne ot NOTPE6GHOCTH
B AMANN3HbIX METOAAX NeYEeHUs, HeJoNnyLeHNe nopaxeHms
APYruX BHYTPEHHUX OpraHoB, KPOME MOoYeK, yayyweHue
KayeCcTBa KM3HM NaLMEeHTOB, a TaKXe o6ecneyeHne nux nyy-
Wen BbXKMBAEMOCTH.

KoHcepBaTMBHOE Ie4eHHne

Bcem nauuneHTam ¢ npusaHakamu TMA nokasaHa rocnu-
TanuMsauua B MHOronpoduibHble CTauuoHapbl € OTae-
NleHWemM peaHMMaunn U MHTEHCMBHOMW Tepanuu C Lenbio
OKa3aHua onTMManbHOW MeAMUMHCKOM nomouwwn [37, 94]
(YYP C; ¥A/4 5). Tocnutanu3auma B nogo6Hble cTauMoHaphbl
obycnoBneHa HeOO6XOAMMOCTbIO NPUMEHEHUS AMANU3HbIX
MeToaoB fievyeHunsa (remognanua (I'[l), NOCTOAHHbLIN BEHO-
BEHO3HbIN remoamnanua (MBBIJ) / nocTossHHaa BEHO-BEHO3-
Haa remoanadunsTpauuna (MBBrAP), nepuToHeanbHbIN
ananu3a (M), UcKyccTBeHHaa BeHTUnauua nerkux (MBJ)).
MauneHtbl ¢ alYC/TMA HyXpaalTca B KOPpPEeKUUU Bone-
MUYECKUX PacCTPONCTB, aHEMWM, HYTPUTUBHOrO cTaTyca
(BNNOTb A0 NapeHTepanbHOro nutanus), Al, 3NeKTPOSIUTHO-
ro 6anaHca, KWUCMOTHO-WENOYHOr0 COCTOSIHUSA, TUMOKCUM
n 3HuedanonaTmm, CyqopoKHOro cuHgpoma. MpeanoyreHune
cnepyet otaaBaTtb Avanuady (M), 0CO6EHHO MpU Hannyvum
BblpaXKEHHOW rMNepKanMemMmn M MetTabonnyeckoro aumnao-
3a, KOpPEKLMS KOTOPbIX BBEAEHUEM NpenapaToB, cogepKa-
WMX HaTPUS rTMAPOKapboHaT, U AEKCTPO3bl MOXKET YCYrybuTb
runepruapatauuio [95].

Kpome TOro, pekomeHaoBaHo ob6s3aTenibHoe npoBseje-
HWe pacyeTa XMLKOCTU C ee OrpaHuyeHneM Npu runepru-
ApaTauunn U, Hao6opoT, C KOMMNEHcaLUUen NOTEPb CO CTY/IOM,
PBOTOM MpPK COXpPaHEHHOM AWypese, TaK Kak gervapataums
MOXET YCYrybuTb MLEeMUYECKOE MOBPEXAEHNE NOYEK U APY-
rux opraHos [2, 96] (YYP C, Y44 5).

Bcem getam ¢ noagTBepKAEHHbIM anarHo3om al'YC noka-
3aHO Ha3HayeHue Tepanuu aKyaIn3ymabom. Pexum fo3npo-
BaHWA 3Kynu3ymaba ans AeTen M KpaTHOCTb ero BBeAeHM
onpeaenseTca maccou Tena pebeHka (tabn. 1).

TepaneBTuyeckuin noaxoa K alYC 6bin1 paguMKkanbHO
YCOBEPLWIEHCTBOBAH C OTKPbITUEM W BHEAPEHUEM B KIU-
HUYECKYI0 MPaKTUKY 3Kynusymaba, rymMaHuW3MpoBaHHOMO
MOHOK/IOHaNbHOro aHTuTena K C5-dpakuum TepMuHanb-
HOW CTafguMM KacKaga KomniaemeHTa. Kynn3ymab npepot-
BpalwaeT pacwenneHne C5, Beaylwee K ob6pasoBaHuio
npoBocnanutensHoro C5a n npotpom6oTryeckoro C5b-9
KOMMOHEHTOB, TEM CaMblM YCTpaHAs WX NaToreHHoe Aew-
cTBMe. B ony6anKOBaHHbIX pe3ynbTaTtax KOHTPOAMpYEMbIX
nccnegoBaHUM NPOLEMOHCTPUMPOBaHa BbicOKas apdeKTmnB-
HOCTb 3KynuM3ymaba B BuAe ObICTPOM NMKBUAALMK aKTUB-
HOCTU remonusa (B cpeaHem 3a 7-14 gHen) M NpU3HaKOB
akTuBHOM TMA y 88% nauueHToB C NPOAOIKUTENBHOCTLIO
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Puc. 1. Anroputm BefieH1s nayueHTa ¢ TUNMUYHbIM reMOJIMTUKO-YPEMUYECKUM CcUHAPOMOM (STEC-T'YC) / aTUNUYHBIM reMOSIMTUKO-

ypemMU4ecKknum cuHapomom (al'yC)

Fig. 1. Management algorithm for the patient with typical hemolytic uremic syndrome (STEC-HUS) / atypical hemolytic uremic

syndrome (aHUS)

Ta6nuua 1. Pexxum gosmpoBaHung akynndymaba y geten c al'YC [37, 42, 97-100] (YYP B; Y44 2)
Table 1. Eculizumab dosing regimen in children with aHUS [37, 42, 97-100] (GoR B; LoE 2)

Macca Tena nayueHTa, Kr Ha4yanbHbI LUKN MoaaepuBalowan repanua
> 40 900 mr 1 pa3/Hea X 4 1200 mr Ha 5-# Hepq; 3aTeM 1200 mMr Kaxkable 2 Hef
30-<40 600 mr 1 pa3/Heg X 2 900 mr Ha 3-1 Hef; 3aTem 900 Mr Kaxable 2 Hef
20-<30 600 mr 1 pa3/Heg X 2 600 mr Ha 3-# Hep; 3aTeM 600 Mr Kaxable 2 Hefl
10-<20 600 mr 1 pa3/Hea X 1 300 Mr Ha 2-1 Hep; 3aTeM 300 Mr Kaxble 2 Hep,
5-<10 300 mr 1 pa3/Hen X 1 300 mr Ha 2-# Hep; 3aTeM 300 Mr Kaxkable 3 Heq
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Puc. 2. Anroputmbl anarHoctukun al'YC y geten
Fig. 2. Diagnostic algorithms of aHUS in children

reMaTonorMyecKom PeMUCCUM Ha NPOTAXKEHUM BCEro Kypca
nieyeHns y 6onbluMHCTBa 60/bHbIX. OTMEYEeHO MoBbIlWe-
Hue CK® B cpeaHem Ha 32 mn/MuH/1,73 M2 OT UCXOAHOIA
C HanbOo/blUEN BbIPaXXEHHOCTbIO MPWU PaHHEM Ha4vase neye-
HUA. Y neter noBbiweHne CK® 6bi10 605iee BbipaxKeHHbIM
(64 mn/mun/1,73 M2). B psge cnyyaes Habnioganu Mea-
JIEHHOE ynyyleHne MnovyeyHon OYHKUMKM Ha MPOTSKEHWUM
2 net. BOAbWKWHCTBO NaUMEHTOB M36aBUIUCH OT NOTPEBHO-
CcTv B aManuse [12, 15, 16]. lNpumeyaTenbHO, 4TO NOA0OHbIN
addeKT Habngancs He3aBUCMMO OT HaM4YMa WKW OTCYT-
CTBWUSI MyTaLMM B reHax KomnnemeHTa. [Tpy cpaBHEHUU rpynn
nauMeHToB, MONYyYaBLUMX W HE MONyvyaBLUMX IKYyNn3ymao,
OTMeYeHa [J0CTOBEepHas pa3Huua B MPOLEHTE AOCTUMLIMX

TepmuHanbHon ctaguun XBI K rogy Ha6noaeHus (25 n 63%
COOTBETCTBEHHO) [98, 99]. Mo AaHHbIM > 5 neT HabnaeHUs
3a nauuneHTamu ¢ al'YC, npumeHeHne akynndymaba CHUKaeT
yacToTy peumamsoB TMA B 13,7 pa3a B CpaBHEHWUN C NEPUO-
[IOM OTCYTCTBUSA neveHuns [101].

[lo BO3MOXHOCTU JfledeHUe 3IKyNM3ymaboM [OJIKHO
ObiTb HayaTo B TeyeHue 24-48 4 oT MaHudecTaumnn al'yC
WK NOCTYNJeHns B KAWHWKY [1]. MpenapaT pactBopsercs
B 0,9%-Hom pacTBope HaTtpusa xaopuaa, 0,45%-Hom pac-
TBOpe HaTpusa xyopuia unu 5%-HoM pacTBope LEeKCTPO3bl
(Nnpenapart He BbiNyCKaeTCcA B rOTOBOW GopMe Ha TEpPUTOPUU
Poccuickon depepaunn, rotoBUTCS B MNPOU3BOACTBEHHBIX
anteKax). Heob6xoanumbin 06bEM pas3BefeHHOro 3KyaIu3yma-



6a 00 KOHEYHOM KOHUEeHTpauum 5 Mr/mMa paccyuTbiBaeTcs
13 o6bema 60 mn pactBopa Ha Kaxkable 300 mr npenapa-
Ta. Llenamu Tepanun akynM3ymabom SBASIOTCS NpeaoTspa-
LeHWe neTanbHOrO0 MCXodaa NPW CBOEBPEMEHHOM Havane
Tepanuu, OOCTUXKEHWE W MoafepyKaHMe reMaTonormyecKon
pPeMMUCCUU, OTCYTCTBME NOTPEBHOCTH B NIa3moTepanuu, ynyy-
LweHue / NnoaaepxaHue / NpojosiKeHue ynydweHns GyHKLMK
noyek, B psife CnyvyaeB CHATME BOMpPOCca O NPOBeAEHUN TPaHC-
nnaHTaLmK, ynydlleHne KayecTsa Xu3Hu. MNpu gonroBpemeH-
HOM MpPUMEHEHMM 3Kynn3lymab npepoTBpallaeT peunamnsbl
0CTPOM KOoMNeMeHT-onocpegoBaHHon TMA [102].

BeegeHne ocyuwectBnsetcs 4Yepesd nepudepuye-
CKMW BEHO3HbLIM KaTteTep (KateTep nepudepnvecKun)
WNKM 4Yepes nopT-cuctemMy (MopT MHOYSUMOHHLIN/UHBEKLM-
OHHbIM, MMMA@HTUPYEMbIN), KOTOpble YCTaHaBMBalTCH
cornacHo METOAMYECKUM PYKOBOACTBAM «BeHO3HbIN 4OCTYM»
(2019) ¢ wucnonb3oBaHMEM HEO6GXOAUMbIX NEKAPCTBEH-
HbIX cpeAacTB. [opT-cMCTEMbI YyCTaHaBAMBAIOTCS COrnacHo
pacnopsikerHuto lMpaButenbctBa Poccuitckon Pepepaunu
071 31.12.2018 N2 3053-p «06 yTBEPKAEHMM NEPEYHA Mean-
LIMHCKMX U3AEeNUI, UMNNAHTUPYEMBIX B OPraHM3M YenoBeKa
NpyY OKa3aHWM MeANLMHCKOM MOMOLLM B paMKax NporpamMmel
roCyAapCTBEHHbIX rapaHTUN 6ecniaTHOro OKa3aHWs rpa-
AaHaM MeAMLUMHCKOM MOMOLUM, a TaKKe NepeyHs MeauunH-
CKMX U34ENUN, OTMYCKaeMbIX MO peLenTam Ha MeanLnHCKKe
n3genvsa npy npeaocTaBieHnn Habopa coumanbHbIX yCaym.

Mpn al'YC, onocpegoBaHHoM aHTU-CFH-aHTMTEenamu,
pPEKOMEHA0BAHO paccMoTpeTb KOMBUHUPOBAHHOE MUCMONb-
30BaHWe niaasmMoobMeHa C MMMYHOCYNPEecCUBHOM Tepa-
nuen [11, 24, 103-107] (YYP C; Y44 4). OnucaHbl nono-
UTeNbHble pe3ynbTaTbl B OTHOLWEHWW remMaTonorMyecKux
M3MEHEHWN W MoKazatenen OPyHKUMU NOoYeK Ha ¢oHe
COYETaHHOro NPUMEHEeHUs naasmoTtepanuu C MNyabCOBbIM
BHYTPMBEHHbLIM BBeAeHnem uuknodpocdhamuaa [107], rnio-
KOKOPTUKOMAOB M pUTYKCUMMmaba. [onoxuTenbHasa KaMHuye-
CKasl AMHaMMKa COoMpoBOXAanacb CHUMKEHUEM TUTPA aHTU-
Ten kK CFH. Kom6uHnpoBaHHOEe coveTaHue nnasmoTepanuu
C MMMYHOCYNpecCaHTaMU MOMET YMEHbLIMUTb PUCK CMEPTH
unun poctuxkenua XbBIM 4 B TeyeHne nepsoro roga ¢ 59 ao
24%. NoppepxunBatowas MMMYHOCYNpeccMBHaa Tepanus
KOPTUKOCTEPOMLAMU CUCTEMHOIO AENCTBMSA, a3aTUONPUHOM
nnn mukodbeHonata modetmnnom [106, 107] B aanbHenwem
yMeHbllana ogHONIETHUI PUCK peumamBa aTon dopmbl al'yYC
¢ 21 po 8% [24, 107].

Mpn Tepanun alYC, onocpenoBaHHOro aHTU-CFH-
aHTUTENamMu, He pekomeHgaytotcs TpaHcohysum C3M B Kave-
CTBE 3aMmeHbl nnadmMoobmeHa. TUTpbl aHTUTeN TwaTenbHo
KOHTPONIMPYIOTCA MeXay 7—-28 AHSAMW neyvyeHus, a 3atem
Kaxable 3-6 Mmec. PeuuamBbl alYC, onocpeaoBaHHOro
aHTU-CFH-aHTUTENnamun, BO3HMKAIOT MOCAE MHTEPKYPPEHT-
HbIX 3a6oneBaHni B nepBble 2 roga [24, 104].

AKynu3ymab paccmaTpuBaeTca B KayecTBe NepBow
nuHun Tepanuu npu al'YC n al'YC, onocpeoBaHHOM aHTH-
CFH-aHTMTENnamu, B chyvyae TSAXKeNoro TevyeHus 3abone-

BaHWS C 3KCTpapeHaNbHbIMKU MPOSIBAEHUAMMU, B KavyecTBe
anbTepPHaTUBHOIO fleyeHus npu pedbpakTepHOCTH nna3mo-
Tepanuu U UMMYyHocynpeccuBHon Tepanuu [100, 103, 108,
109] (YYP B; Y44 2). AnnTenbHOCTb Tepanum aKyIn3ymabom
cocTaBnsieT 6-12 mMec ¢ nocneaylowen oTMEHOM M nepe-
BOAOM Ha MMMYHOCYMNPECCUBHYIO Tepanuio (MMKobeHona-
Ta MOOETUIOM) MOA eXeKBapTaNibHbIM KOHTPONEM YpPOBHS
aHTU-CFH-aHTMTENn B TeueHne 12-24 mec [24, 106].

JleyeHwne akynM3ymaboM He BAKSET Ha BbiPabOTKY aHTH-
CFH-aHTUTEen. lMOBbLIWEHHbLIA MX TUTP B TeYEHWEe MepBbIX
12-24 mec cBA3aH C NOBLILEHHbIM PUCKOM peunanBa [106],
noaTomy MOXeT noTpeboBaTtbcs UMMyHocynpeccus. OTMeHa
MMMYHOCYNPECCUBHOM Tepanun BO3MOXKHa Npu HopManusa-
LMK ypoBHSA aHTU-CFH-aHTUTEN MK NX OTCYTCTBUM.

B cnyyae npoBeaeHna nnaamoTepanuun Ha doHe neyeHus
3KyNM3ymaboM NOKa3aHO BBEAEHWE AOMONHUTENbHON 4O3bl
npenapata [110]. JononHuTenbHoe BBeeHWE npenapaTa
HEeo6X0AMMO M3-3a U3MEHEHUs MeTabonn3ama aKynn3ymada
npv NpoBeaeHnn nnasmoTepanuu (Tabn. 2) [100].

He cnegyet npepbiBaTb KOMMNEMEHT-6OKMPYIOLLYIO
Tepanuilo BO BpeMSs WHTEPKYPPEHTHOro 3a6oneBaHus,
He Bbl3BaHHOI0 MHKaMcyInMpoBaHHbIMKM GaKTeEPUSMU, U3-3a
BbICOKOI0 pucKa peuuaunBa al'YC [111].

PeKoMeH4OBaHO pacCcMOTPETb 3KYyNIM3ymab KaK eauH-
CTBEHHOEe CpeAcTBO federna npu alYC, onocpefoBaHHOM
aHTU-CFH-aHTMTENAaMKU Npu:

° MNPOTMBOMNOKa3aHUSX K MMMYHOCYNPECCUBHOW Tepanuu

M OTCYTCTBMU 3 PeEKTa OT Hee;
® HEeBO3MOXHOCTM MNpPOBeAEeHUA U HedPPEeKTUBHOCTHU

nna3Moo6MeHOB;
® aHTMTenboHoMm alYC, accouMuMpoBaHHOM C COMyTCTBYIO-

WKMMKU MyTauuaMK GeNKOoB-perynsaTopoB KoMmMiaemeHTa

[103, 106] (YYP C; Y44 5).

Bcem nauveHtam ¢ alYC Heo6xoaMmMO NPOBOAWUTH
BaKUMHaUMIO NpPOTUB MHPEKUMKU, Bbi3BaHHOM Neisseria
meningitidis (NpenmyLecTBEHHO BaKUWHOW Ana npodu-
NaKTUKM MEHMHTOKOKKOBbLIX MHdeKuun ceporpynn A, C,
W, Y, nonvcaxapuaHon, KOHbIOrMPOBAHHOM) a TaKXe Mnpo-
TMB Haemophilus influenzae type b (BakuuHa remodunbHas
TMN b KOHblOrMpoBaHHas) u Streptococcus pneumoniae
(BaKuMHa Ana NpoPpUNaKTUKU NMHEBMOKOKKOBbLIX MHDEKL M)
3a 2 Hepj A0 NepBoro BBeAeHWs aKynu3ymaba uUau npu crta-
61MNn3aLmm cocTosHMA Ha GoHe NpPoBeAEeHUS KOMMIEMEHT-
6noKkupylowen Tepanuu ana npodunakiuku 3abonesa-
HWI, Bbi3BAHHbIX AaHHbIMK naToreHamu [20, 37, 112, 113]
(YYP C; Y44 5). C y4eTOM eAnHUYHbIX COOBLEHNI O PUCKE
pPasBUTMS MEHUHTOKOKKOBOINO MEHWHIMTa Ha ¢GoHe npu-
MEHEeHUs aKynnlymaba peKomeHayeTcs npeaBapuTenbHas
BaKUMHaUMS, TaK Kak npu 6nokage C5 KOMMNOHEHTa KOM-
nnemMeHTa npenapaTtomM aKynnM3ymab HapyLlaeTCs UMMYHHbIN
OTBET Ha WHKaNcynupoBaHHble GaKTepuu (MEHUHIOKOKK,
remoodunibHaa nanoyka tuna b, NHEBMOKOKK). MexaHuam
AencTBUS aKynM3ymaba Brie4eT 3a CO60M NOBbILEHWE PUCKA
pPasBUTUS MEHUHITOKOKKOBOMW MHbEKLMKU, 4TO TpebyeT npo-

Ta6nuua 2. BeegeHne AONONHUTENBHON A03bl 9KYNM3ymaba B Cnyvae NpoBeAeHUs nna3motepanum

Table 2. Administration of eculizumab additional dose in case of plasmotherapy

[AononHuTenbHasa go3a Bpemsa BBeaeHuUA
o Mpeabipywan posa . .
Bupa nnasmeHHoOM npoueaypbl 3Kynusymaba nocne Kaxkaom [ONOJIHUTENbHOM J03bl
3KynuM3ymaba .
nna3MeHHoW npoueaypbl 3Kynusymaba
Mnasmadepes (MA) 300 mr 300 Mr Ha kamALIA MA/TIO B TeyeHune 60 muH nocne
nnun nnasmoo6meH (M0) > 600 Mr 600 Mr Ha Karasiit MA/TIO Kkaxagoro MNA/MNO
TpaHcdyaum C3IM > 300 mr 300 mr Ha Kaxkayto eanHuuy C3M 33 60 MMH A0 B/IMBAHMS
P y z y y Kaxkaon egnHmubl C3M
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E CLINICAL RECOMMENDATIONS

KJIMHUYECKUE PEKOMEHAALIUU

BeeHUs BaKUMHauumM naumeHToB ¢ al YC npenmyLecTBeH-
HO 40 Ha4yana Tepanuu aKynIM3ymabom unu nocne ee MHULK-
auuu npu ctabmnnadalmm CocToAHUS naumeHTa. MNauneHtam
B KPUTUYECKOM COCTOSIHWM Tepanus aKyIM3ymabom HaunHa-
€TCH MO XXMU3HEHHbIM MOKa3aHMsAM Ha GoHe NpodunaxkTnye-
CKOM aHTMGaKTepuanbHon Tepanuu. OTCyTCTBME BaKLUMHa-
LMW He OOKHO oToABMUIaTb CPOKM Havyana tepanuu [114].

MauneHtam ¢ alYC, uMeloWwmnM NnoKasaHUsa K CPOYHO-
My Hayany feyeHus aKynn3ymaboMm, KOTOPOoe WCKIYaeT
BO3MOXHOCTb NpeAllecTBYlOWE BaKUMHaALUKU, C LEeNblo
npefoTBpaLLEHNS MEHUMHTOKOKKOBOM MHOEKLMN PEKOMEH-
AyeTcs NpoBOAWTb aHTUOUMOTUKONPOODUNAKTUKY npenapa-
TaMW, MPOHMKaWUMKU 4Yepe3 remaTtoaHuedannyeckui
6apbep [20, 49, 115-121] (YYP C; Y44 5). O6bl4HO Ha3Ha-
YaloTcs npenapartbl CAeyoLWmX rpynn: NeHULUAAUHBI WKUPOo-
KOro crnekTpa AeWCTBUS, MEHULMUAIMHBI, YYBCTBUTENbHbIE
K 6eTa-nakramasam, Apyrune OGeTa-nakTamHble aHTUOaK-
TepuanbHble npenapatbl. MpodunakTuyeckoe BBeaeHUe
NPOTMBOMUKPOBHOIO CpeAcTBa CUCTEMHOIO 4ENCTBUSA HEOO-
XOAMMO HayMHaTb O4HOBPEMEHHO C BaKLMHALMEN U NPOBO-
OWTb He MeHee 2 Hef B chyyasix, eCiv BaKUMHaLUMIO Npo-
BOAAT B AeHb NepBon WMHOY3WKM 3Kynusymaba. B cnyvanax
HEBO3MOXHOCTU BaKLUMHALMW K MOMEHTY Havana fieyeHus
aHTU6HOTHMKONpodMUNaKTUKa MOXKeT BblTb MPOASNEHA Ha CPOK
[0 HECKONbKMX MecsLeB B 3aBMCMMOCTU OT BPEMEHMU BaK-
UMHauuu. B psge ciyvyaeB aHTUOMOTUKM MOTYT Ha3HavyaTb-
Csl [Ja)ke CBOEBPEMEHHO BaKUMHWMPOBAHHbLIM MauMeHTaM.
lMoKa3aHna K UX NPUMEHEHMIO OnpeaensieT nedvalmm spad.
Heo6xoanMOCTb MPOPUIAKTUHECKOTO Ha3HAYEHUS aHTu-
61oTMKOB nauuveHtam c¢ al'YC obycnoBneHa OTCYTCTBUEM
3aperucTpupoBaHHOM Ha TeppuTopun PP BaKLMHbLI NPOTUB
cepotuna B N. meningitidis, B cBS3KW C 4eM MnpoBefeHue
BaKUMHALUMM HE WUCKOYaEeT NOSIHOCTbIO Pa3BUTUS MEHMH-
ruta [20].

Tepanuio aKynM3ymabom peKoOMeHAOBaHO MPOAOKaTb
MOMU3HEHHO UM PaCCMOTPETb BO3MOXHOCTb B psige ciyya-
€B OTMEHUTb Yepes 2 roga OT Havyana NevyeHuns ¢ nocneayto-
Wen OLEeHKON aKTMBHOCTH 3a601eBaHua C Lie/blo NpoBeae-
HUS HEO6GXOAMMOW M AOCTaTO4HOM Tepanuu [42, 113, 122]
(YYP C; ¥4/ 5). Bonpoc 06 onTMManbHOW NPOAOIKUTENb-
HOCTU le4eHUs IKYM3ymaboM OKOHYaTeNbHO He peLlEH,
pUCK pa3suTua peunamsa al'YC onpegensercs TMNOM MyTa-
unn. MpoaemMoHCTPUPOBAHO, 4TO MpPM OTMEHe npenapara
yepes 2 roga peunaunsbl al'YC valie BO3HMKAIOT y NauueH-
TOB ¢ MyTauusamu B reHax CFH, C3, THBD; He peunanBupytoT
nauueHTbl, umelowme Mytauumio B reHe MCP v nauueH-
Tbl ¢ aHTU-CFH-aHTUTEnamu. MoaToMy OTMeHa npenapaTa
B psie clyyaeB BO3MOXHa MOCNE OLEHKWU CTEMEHU pUCKa
peunanBa alYC. lpeKpalleHne nevyeHns 3Kynuaymabom
npUBOAUT K peuunanBam y 60—-72% naumMeHToB C MyTaLuMaMu
B reHe CFH, y 43% — ¢ mytauunsamu C3, 37-50% ¢ myTtaums-
MK B reHe MCP n = 10% 6e3 BbiiBNieHHbIX gedekToB [108].
OnTUManbHOM cTpaTerMm MOHWTOPWMHIA aKTUBHOCTM KOM-
nnemeHTa 1 pa3sutusa al'YC, 0co6eHHO CYOKIMHUYECKON €ro
$opmbl B OTCYTCTBME BblpaxeHHbIX CUMNTOMOB, Ha AaHHbIN
MOMEHT He cyliecTByeT. [IpeKpalleHne Tepanum aKynnmsyma-
60M MOoTeHUManbHO NoaBepraeT nauneHTa pUCKy nporpec-
cupoBaHua 3a60sieBaHNS U Pa3BUTUSA HOBOIo anu3ona TMA,
HenpeacKasyemMoro no TSXKECTU U BPEMEHW BO3HMKHOBE-
HMS, @ TaKXXe PUCKY HEe NOMYYUTb ONMUCaAHHbIE KIMHUYECKHE
npeumyliecTea MNPOAOMKUTENBHON Tepanuu (Hanpumep,
YAyYLEeHUs NoYe4HON GYHKLMU, KOTOPOE ¥ HEKOTOPbIX NaLy-
€HTOB NPOMCXOAMUT B TedeHue 2 u 6onee net). et oTHOCAT-
€S K rpynne BbICOKOro PUCKa, Y HUX HacTO BCTPeYatoTcs KOM-
NNEeMeHT-aKTUBUPYIOLLME COCTOSHMA (Hanpumep, MHOEKLMM
unu BakuuHaums). OTMeHy Tepanuu 3aKynIM3ymabom MOXKHO
paccMaTtpuBaTb TONbKO MPU OTCYTCTBMM aKTMBHOCTU 3a60-

NleBaHNs U HU3KOM PUCKEe peuunauBa, Ha UHAUMBUAYaNbHOWM
ocHoBe. Puck passutuns peuuava al'YC 3aBUMCHUT OT Tuna
MyTauuun. K KaTteropum HU3KOro pUCKa OTHOCATCH Nauu-
€HTbl C M30/IMPOBaHHOM MyTauuen B reHe MCP; nauneHTbl
¢ aHTU-CFH-aHTUTENamun, B xoAe HabnwaeHWs MMmeBLLMe
oTpuuaTtenbHble pe3ynbTaTbl aHANN30B Ha AaHHble aHTUTeNa
B Te4YeHne ANnTenbHOro BpeMeHn. K kateropmm cpeaHeBbil-
COKOr0 pMCKa OTHOCATCH NaLMeHTbl, UMEoLLINE U30/IMPOBAH-
Hyl0 MyTauuto B reHe CFl; naumMeHTbl ¢ MOCTOSSHHO HU3KUM
ypoBHEM aHTW-CFH-aHTUTEn; nauuveHTbl 6e3 UaeHTUdULUM-
POBaHHbIX MyTaLMi B reHax cuctembl KomniaemeHTa. K Kate-
ropuM BbICOKOI0 PUCKa OTHOCATCH NaLMEHTbI C peunansamm
alYC B aHamHe3se; NauueHTbl, MMelollne POACTBEHHWKOB
Cc peuuauBupylownum TedyeHrem al'YC; naumeHTbl ¢ MyTa-
umMamm B reHax CFH, CFB v C3. [na pelleHua Bonpoca
OTMEHbI Tepanuu HeobXoaAMMO MPUHUMATb BO BHUMaHWe
TAXecTb 3a60neBaHns, NPOAOIKUTENBHOCTL Nepruoaa Hop-
Manusauumn/ctabunusaunn GyHKLUMM OpraHoB, CEMEWHbLIN
aHamHe3, pe3ynbTaTbl FEHETMYECKOrO aHanusa, Hanuiue
KOMMNEMEHT-aKTUBMPYIOLMUX COCTOAHUW, KOMMMIAEHTHOCTb
nauMeHTa, BO3MOXHOCTb ObICTPOro pecrtaprta Tepanuu aKy-
nm3ymabom [102, 123].

He pekomeHayeTcs oTMeHa 3Kynu3ymaba nocne AoCTU-
YEHUS PEMUCCUM KOMMIEeMeHT-onocpeaoBaHHon TMA nauyu-
€HTaM, Y KOTOPbIX NMPU FrEHETUHYECKOM MCCNEeA0BaHUN WUAEH-
TUGULMPOBaAHbI MyTaLUUW FeHOB (GAKTOPOB KOMMJIEMEHTA
CFH, CFB, C3, THBD, ¢ uenbio npenoTBpalleHns peuuau-
Ba cumnTtomoB [22, 49, 113, 124, 125] (YYP C; Y44 5).
OnuntenbHOCTb Tepanuu aKynM3ymaboM onpeaensercs reHe-
TUYECKMM Npodunem nauuneHTta. NpoBeaeHHble B HacTosiLee
BpeMsa MccneaoBaHWMa MPOAEMOHCTPMPOBAN, HYTO OTMeEHa
npenapata BO3MOXHa, x0Ta npumepHo y 30% naumeHToB
nocne npekpaleHus Tepanun passuBaeTtca peunavs TMA,
npuYyem Yauwe y UMeloWwux MyTauuu, acCoUMMpOBaHHbIE
c pazsutnem al'YC[111]. CnenyeT OTMETUTb, YTO B HAcTosiLLEE
BpPEeMS peKoMeHAaL MK Mo NOXU3HEHHOW ANUTENbHOCTH Tepa-
NMUN 3KYIM3yMaboM He MOryT CHMTATbCsi OKOHYaTesIbHbIMM,
npoaoMKaeTca n3y4yeHme JaHHoro Bonpoca.

B cnyyasax oTMeHbl 3KynM3ymaba NpoBOAUTCH MOHMUTO-
pUpOBaHWE KMHWYECKOro aHann3a MOYM, KIMHUYECKOro
aHanM3a KpoBW, UCCNiefoBaHNe YPOBHA KpeaTUHUHA B KPO-
BMW, COOTHOLLEHUS 6ENOK/KPEeaTUHUH B MOYe 1 onpeaeneHne
aktTuBHOoCTM JIAI B KpoBWM B TeyeHWe He MeHee 12 Hepn
C LIeNIbi0 CBOEBPEMEHHOM ANArHOCTUKM BO3MOXHOIO peLu-
avBa al'YC v BO306HOBNEHUSA KOMMIEMEHT-6/I0KMpPYIOLLEN
Tepanuu [22, 98] (YYP C; YA4 4). YcTaHOBNEHO, 4YTO peuuam-
Bbl al'YC yalle Bcero Ha6noaatoTcs B TeHeHWE NepBbIx 3 Mec
nocfie OoTMeHbl 3KynM3ymaba. B 3TOoT nepuoa nauueHThbl
HyXAaloTca B TWaTeNnbHOM Hablo4eHUM U KOHTPOJIE OCHOB-
HbIX abopaTopHbIX Kputepnes TMA ¢ Uenblo AUarHOCTUKHK
peunanBa W paHHEro pecraprta KOMMJeMEHT-6/I0KUpYyIo-
wen Tepanun. JlTabopaTopHble UCcnefoBaHUs BbIMOAHAOTCSA
yepes 2 Hef noce nocnegHero NpUMMeHeHus akynn3ymaoa,
3aTeM — exeHeaenbHo B TedyeHWe 1 Mec, Kaxable 2 Hef
B TeYeHWe 2 MecC, eXXeMecsyHo B TeyeHne 3 Mec, aanee —
Kaxable 3 Mec. lauveHTam B amMOynaTopHbIX YCNOBMUAX
TaK)Xe PeKOMeHAYEeTCSH KOHTPO/b apTepuanbHOro AaBneHus,
NPOTEUHYPUU MO TecT-nonockam. JononHuTenbHble nabo-
paTopHble UccneaoBaHMA MOTYT ObiTb BbIMOMHEHbI B CydYae
ocTporo 3a6ofieBaHUsA, XMPYPrMH4eCcKoro BMellaTenbCTBa
[126, 127].

Y nauymeHToB ¢ al'YC Heo6Xx04MMO BbIIBUTb BO3MOXHblE
Tpurrepbl 3a6oneBaHna M Ha3Ha4YUTb NEeYeHUe, HanpaBeH-
Hoe Ha ux nogaBneHue [39] (YYP C; ¥4/ 5). Ocoboe 3Haue-
HWEe MMeeT CBOEBPEMEHHAs AMarHoCTUKa UHOEKLNUN, HaK-
6onee yacto npeauwectyoumx al'YC, u cneayowas 3a Hel
aJlekBaTHas aHTMbGaKTepManbHasa Tepanus.



C uenbio KoppeKunn aHemun naumeHTam c¢ al'yYC, ume-
owmm Tsenyto MATA (remorno6uH meHee 70 r/n), cneayet
NPUMEHSATb TpaHchy3nn IPUTPOLIUTHOM B3BECH / CPEeACTBa,
cTumynupylowmne aputponoas [39, 128] (YYP C, yA4d 5).
Mpn ocTtpom anusone alYC cneayet NPUMEHNATb TpaHC-
dy3nn apuTpoUMTHOM B3Becu M3 pacyeTa 10-15 mn/Kr.
MNepenvBaHue apUTPOLIUTAPHOM B3BECK NOKA3aHO Npu pas-
BUTUM FEMUYECKOM MTMMOKCUMU HE3ABUCUMMO OT YPOBHS reMo-
rnobuHa. C uenblo NPOPUNAKTUKU WUMMYHHbIX PeaKLui,
OCNOXHEHMI nocne TpaHCchY3UU 3PUTPOLIUTAPHON B3BECH
(annoMMMyHU3aLMA aHTUreHaMuM NEeNKOLMTOB, runepTep-
MUYECKas HeremofiMTUYecKas peaKuus, peakuus «TpaHc-
nnaHTaT NPOTUMB XO35iMHa», OCTpoe TpaHChY3MOHHO 06y-
CNOBJ/IEHHOE MNOBPEXAEHNE NEerK1X) NpeanoyTeHne otgaeTcs
nenKkopeayumMpoBaHHON 3pPUTPOLMTApPHON B3BECKU (3PUTPO-
UMTbl, 06efHEHHble nenkouuTamu). Mpu TpaHchy3um UHO-
rPYMHOM KPOBM, TMNEpKananemuu, anneprmyeckux peakx-
UMAX npegnoyTeHne oTaaeTcs OTMbITbIM 3pUTpOLMTaM.
MpKn coxpaHsaoLWEeNCs aHEMUU, HE CBA3AHHOW C reMOIN30M,
y nauuneHToB ¢ al'YC cnefyeT NpUMEHATb CpeacTsa, CTUMY-
NIMPYIOLLME 3PUTPOMNOI3 KOPOTKOrO AEWCTBUS, KPaTHOCTb
MCNoMb30BaHMA KOTOPbLIX onpeaensieTcs ypoBHEM reMorno-
6uHa.

He pekomeHayeTcs npoBeaeHue TpaHcdhy3un TpombBo-
LMTHOrO KOHLeHTpaTa y nauueHtoB ¢ al'YC, He wumelo-
LWMX reMopparnyecknx OCNOXHEHWUN, C LIeNbl0 KOPPEKLMM
Tpom6ouuToneHun [39, 128] (YYP C, YAA 5). TpaHchy3uu
TPOMOOLMTHOIO KOHLEHTpPaTa MOryT YCUAWUTb MPOsSBAEHUS
TMA y neten ¢ al'YC, NOCKONbKY NPOBOLMPYIOT HOBbIE 3MK-
304bl MMKPOTPOMG006pPA30BaHMA C JajbHEMWUM noTpe-
6neHneM TpoMb60oLUTOB. TpaHCcdy3us TPOMOOLIMTHOIO KOH-
LeHTpaTa noKasdaHa Aulb MNpU pa3BUTUM KPOBOTEYEHMS
MAW NPU MCMONb30BaHUU WMHBA3MBHbIX AMArHOCTUYECKMUX
npoueayp / onepaTtuMBHbIX BMeLWaTenbCTB (YCTaHOBMEHUE
LeHTpasbHOro WAM nepuToHeanbHOro KarteTepa, abao-
MUHa/IbHblE XMPYPrUyecKne BMmellaTeNbCTBa) C BbICOKUM
PUCKOM KPOBOTOYMBOCTH.

Bcem nauueHtam c¢ OMM Ha ¢doHe alYC Heob6xoanMMo
pewnTb BOMpPOC O uenecoobpas3HocTu nposegeHus 3MT
[95, 129] (YYP C; YA/ 5). MNpu onpeaeneHnn nokasaHum
K 3MT cneayeT y4nTbiBaTb OBLWEKIMHUYECKME MOKa3aTenu
W NPU3HaKKW pasBuTUS opraHunyeckoro OfM, o yem cBuae-
TeNbCTBYET OTCYTCTBME OTK/AMKA Ha METNeBble AUYPETUKM
B YCNOBMSX HOPMO- WAM runepsosieMun. MoBTOpHas CTU-
Mynauusa avypesa npoTMBOMOKa3aHa, NOCKOJbKY ee Mpo-
OOMKEHWEe TOMbKO ycyrybnsetr noyeyHoe MOBPEXKAEHMe.
AGCONIOTHLIM NoKa3aHuem K Havany 3MT npu alYC aBna-
etcqa OlMN B cTaguMu HepgocTaToyHOCTU. Ecnv npu aHypuu
He ocTaeTcs Bbl6opa MpW pelleHuMn Bomnpoca O Heobxo-
ammocTtu 3MT, TO NpY OAUTYPUM Ha NEepPBbIA NAaH BbIXOAAT
06LLEKIMHUYECKME NOKa3aHUs: runeprugpataumns ¢ OTEKOM
NIErKOro U/unw AbixateNbHOM HeAO0CTaTOYHOCTbIO; MeTaboNu-
YeCKMWe paccTponcTBa: runepkannemus (Bolile 7 MMonb/n),
aumpno3 (BE (base excess) < —12 mmonb/n), a3oteMus (Npu-
pOCT KpeaTuHMHa 6onee 50-70 MKMONb/N/24 4); ypemuye-
CKasl aHUedanonaTtus; HekoHTponupyemas Al; NnoTpebHOCTb
B obecnevyeHnn afjeKBaTHOro nutaHusa pebeHKa npu Anu-
TEeNbHOW ONUTYPUMN.

Mpu pas3suTuK ananus-zasucumoro OMM y naumeHToB
¢ al'YC pekoMeHA0BaHO OnpeaenuTb NokasaHusa K BbiGopy
Buaa 30T (N4, r4, NBBra®) [95] (YYP C; YAA 5). Npu BbI6O-
pe MOLanbHOCTU gManun3a YYUTbIBAOTCS TAKECTb KMHUYe-
CKOTO COCTOSIHMSA, CTerneHb MeTabo/IMYECKUX HapyleHuw,
HanuM4yne NPOTUBOMOKAa3aHWI K onpeaeneHHoMy MeToay ava-
NM3a, a TaKXKe BO3pacT, POCT, macca Tena pebeHKa 1 4ocTyn-
HoCTb BMAOB 3M1T B KOHKPETHOM fle4EOHOM YyYpeXAeHUN.
[oKasaHUSIMK K nNepuToHeanbHOMY AManu3y SABASIOTCS

«3onmMpoBaHHoe OlM», BblpaxeHHblE HEBPOSIOrMYeCKUe
HapyLWweHWs, HalM4Yue UNN BbICOKUM PUCK remopparmyecKmx
OCNOXHEHWN, BbIpa)KeHHas HeJOCTaTOYHOCTb KPoBOOGpa-
LLeHWUS, HEBO3MOXHOCTb BbIMO/IHEHWA COCYANCTOrO AOCTYyNa.
Y ManeHbKux geten noBepxXHOCTb GPIOWMHBLI OTHOCUTENBHO
NOBEPXHOCTH Tena 60/blue, 4eM y B3POChblX, YTO obecne-
YyMBaeT BbICOKYIO 3dbEKTUBHOCTL npoueaypbl 1 genaet M
nepsooyepeaHbIM MeToaoM Bbi6opa 3MT y aeten paHHero
Bo3pacTta. B kauvectBe crtaptoBoro metoga 3MT MNBBrA®
MCNONb3yeTCa B Clyyasx Bblpa*KEHHOW runepruaparalmu
C OTEKOM NIETKMX, OTEKA MO3ra, runepa3oTeMmnn, AEKOMMNEH-
CMPOBAHHOrO MeTabonMyecKoro auuposa, KpanHe Taxe-
NI0ro coCToAHMA 60NbHOrO, HECTAabUNbHON FEMOAMHAMMKM,
npoTuBonoKasaHun K nposegexuto MNA. I metoaom BbI6O-
pa aBASETCA NPU fe4eHUn 60/IbHOMO C COXPaHHOM remoau-
HaMUWKOW, BbIpa)EHHOW aloTeMuen U runeprugpartauunent,
NPOTUBOMNOKa3aHUM K apyrum metoaam 3M1T.

Mpun Hannunn Al y naumeHToB ¢ al' YC peKomMeHAoBaHO
NpUMeEHeHWe aHTUrunepTeH3nBHbIX cpeacTts [130] (YYP C,
Ya4d 4). AT y peten — CTOMKOE NOBblWEHWE apTepuasibHO-
ro AaBneHus Bbiwe 95-ro nepueHTUna Ans gaHHoro nona,
Bo3pacTa U pocTa. Al MOxeT 6biTb MPUYNUHOW CUHAPO-
Ma 3aaHen o6patumon sHuedanonatum (PRES-cuHapom)
[131]. HasHayeHne WHrMbUTOPOB aHrMOTEH3MHMpPEeBpaLlla-
ouero depmeHta (MAMP) npoTtuBonokasaHo npu pCKP
< 30 mMAa/MuH/1,73m2.

Heo6xoanMmo paccMmoTpeTb nNpoBeaeHne HedponpoTek-
TUBHOW Tepanuu ¢ ucnonb3oBaHnem WAIMNP/BPA (6noka-
TOPOB peLenTopoB aHrnoteHauHa ll) nocne paspeweHus
ocTporo ann3oaa al'YC [132-134] (YYP C; Y44 5). NNeveHune
MAMN®/BPA nomoraetr CHM3UTb MPOrpeccMpoBaHUe Moyey-
HOM HEJOCTaTOYHOCTM A0 TEPMUHANBHOM CTaguM NOYEYHOMN
HeaoCTaTO4YHOCTU, OAHOBPEMEHHO KOHTPOAUPYS YPOBEHb
apTepuanbHOro AaBneHus.

CneayeT NOMHUTL O HEOGXOAMMOCTWM KOPPEKTUPOBATHL
M3MEHEeHUs [03bl M KpaTHOCTM BBEAEHUS npenapatos
NIeKapCTBEHHbIX CPEACTB, 3NTMMUHUPYEMbBIX C MOYOW B aHy-
puyeckon ctaguun OMM npu al'YC, a TakXe KoppeKLUn A03bl
TeX NIeKapcTB, KOTOPble CNOCOGHbI MPOHWKATb Yepe3 MeM-
6paHy gnanusatopa nNpu gMann3Homn Tepanuu B CBA3MU C TEM,
4YTO MOXEeT M3MeHATbCcH dapMaKOKMHETMKA psga neKkap-
CcTBeHHbIX Nnpenapatos [135-138] (YYP C; Y44 5).

Xupypruyeckoe neyeHue

TpaHcnnaHTauMsa NoYyku pekomeHgoBaHa Kak Bua 3MT
y naumneHnToB ¢ XBI 5 B ncxoae al'yYC [46]. TpaHcnnaHTauus
NOYKN MOXKET BbIMONHATLCA NaumneHTam ¢ al'YC, AoCTUrunm
XBI 5, He UMEeLWUM KIIMHUYECKMUX NPOSBJIEHUI SKCTpape-
HanbHon TMA, He paHee 4eM 4Yepe3 12 mec nocne Havana
avanuza (T4 v ap.) (YYP C; Y44 4). Puck Bo3BpaTta al'YC
Ccpasy nocne TpaHcnnaHTaumMm Ype3BblHanHO BbICOK Y Nauu-
eHToB ¢ MyTauusamu CFH (= 80%), CFl n C3 (> 50%).

TpaHcnnaHTauma NnpoBefeHa BCero 3 nauneHTam ¢ MyTa-
umen CFB, BCce NOTepsnv NOYKM B peldynbTate BO3BPaTHOIroO
al'YC. MNMocKonbKy TpaHcniaHTUpoBaHHasa No4vyka He coaep-
UT MyTUpoBaHHOro MCP-6enKa, BEPOSITHOCTL BOo3BpaTa
al'YC npu aTux myTaumsax o4eHb Mana. Motepsa TpaHcnnaHTa-
Ta npw Bo3spate al'YC nponcxoguT y 60nbLIMHCTBA NaLUMUeEH-
TOB MeHee YyeM Yepes 1 rof. JIMwb y eAMHUYHbBIX NaLneHToB
yAanocb NpesoTBpaTnTb BO3BpaTHbI al'YC nyTem npoBege-
Hus ceaHcoB 3T go onepauuu U B NOCTTPaHCNaHTaLNOH-
HOM nepwuoge.

Bonee oNTUMMUCTUYHbBIE NEPCNEKTUBLI CBA3AHbI C UCMONb-
30BaHMeM 3KynnM3ymaba B 4O- M MOCeonepaLMoHHOM Nepu-
oje TpaHcnaaHTauuun. UMetoTcs coobeHns o 13 naumeHTax
C noTepen npegbigyliero TpaHcnaaHTarta, y KOTopbiX BBe-
JeHWe 3Kynu3ymaba 3a HECKONIbKO 4acoB A0 nepecajgKku
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KJIMHUYECKUE PEKOMEHAALIUU

M B TeyeHne 24 4 nocne Hee C Nepexoaom fanee Ha CTaH-
JapTHbIN PEXMM nedveHna cnocob6CcTBOBaNO NpeaoTBpalle-
HWIO OTTOPXKEHUA 1 Bo3BpaTa TMA [46, 139-141].

Mpu al'YC He peKomMeHAOoBaHO NpoBeAeHWe POACTBEH-
HOW TpaHCMAaHTaLUM NOYKKU, OAHAKO B HEKOTOPLIX Cay4anx
OHa MOXET BbINOMHATLCS, €C/IM Y NAaLMeHTa Npu TWwaTebHOM
nccnegoBaHUM FEHOB CUCTEMbI KOMMAEMEHTa BbISBAAIOTCA
MyTauuu, HECOMHEHHO, UMeloLMe NaToreHeTU4ecKoe 3Ha-
yeHue B pa3Butumn al'YC, a y JOHOpa TaKoBbiX He O6GHapy-
wuBaetcs [20, 37, 42] (YYP C; Y4 5). Heo6xoanmo mMaKcu-
MasibHO MHOPMMpPOBATb AOHOPA U PELIUMMEHTA O Pa3BUTUM
BO3MOHbIX OC/TIOXHEHWI TpaHCcnnaHTauun. B To e Bpems,
ecnv MyTaluuMi, OTBETCTBEHHbIX 3a pa3BuTue al'YC, He o6Ha-
PYXEHO HWM Y JOHOPA, HWU Yy MOTEHLMaANbHOrO pPeLMUnueHTa,
OT POACTBEHHOM TPpaHCMNaHTaLMK cneayeT oTKasaTbCs.

Heo6xoa1MmMo nsberatb UCNONb30BAHUS ANS TpaHCNAaH-
TauMK OpraHoB OT JOHOPOB «C PaCLIMPEHHbIMW KpUTEPHS-
MUW» U OTNOXMTb TPAHCNAAHTALMIO NPU BbICOKOM MpOLEHTE
npeacyulecTayowmx aHtu-HLA-aHTUTEN (<NaHeNb-peaKkTuB-
HblIX aHTUTeN») Yy MOoTeHuManbHOro peuunuveHta wuam ABO-
HECOBMECTMMOCTM [JOHOpa M peuunueHTa npu nepecagke
noYKku nauuneHtam c al'YC B Lensx npodunakTnku peumamsa
al'YC B nepecarkeHHom noyke [142-144] (YYP C; ¥4/ 5).

Mepea BKAOYEHUEM B «JTUCT OXKMAQHMS» TPAHCANAHTALMM
noyku naumneHTa c al'YC Heo6X0aMMO BbINOMHUTL MOIEKYNSAP-
HO-reHeTuMyeckoe uccnegosaHme metogom NGS ana onpege-
NeHNs reHeTM4ecKoro Npodunsa NaumneHTa, a Takxe onpege-
NUTb B AMHAMWKe TUTP aHTu-CFH-aHTUTEeN npu aHTUTENbHOM
al'YC ¢ uenblo OLIEHKM pUCKa peunavBa 3aboneBaHuns nocne
TpaHcnnaHTaumu [22, 37] (YYP C; YAA5). Hu3kum puck
peunamBa alYC nocne TpaHcnnaHTauuMuM MOYKM MMeeTcs
B CNneayloLmx cnyyasx: y naumMeHToB ¢ M30IMPOBAHHOM MyTa-
umen MCP; y naumeHToB ¢ al'YC, onocpeaoBaHHbIM aHTH-FH-
aHTUTEeNamu, Npu HyNeBbIX TUTPAX AaHHbIX aHTUTEN B Teye-
HWe ONUTENbHOO0 BPEMEHW U OTCYTCTBUM LOMONHUTENbHbIX
MyTaLui reHOB-perynsaTopoB KommnaemeHTta. CpeaHuin puck
peunamMBa 006YCNOBAEH M30/AMPOBaHHbIMKM MyTaumamu CFI,
MyTauUMSIMU C HEU3yYeHHbIMKM IddEeKTaMu; NepcUcTUpyto-
WMMK HUSKMMU TUTPaMK aHTU-FH-aHTUTENn M OoTCyTCTBUEM
LONOJSTHUTENbHbBIX MyTaLMi FreHOB-PErynaTopoB KOMMNIEMEH-
Ta. MauneHTbl, y KOTOpbIX He yhanocb MAeHTUbMLMpOBaTb
MyTaLuW, TaKKe OTHOCATCA K KaTeropuu cpefHero pucka
peunamBa. BbICOKUI pUCK peumanBa onpegensercsa y naum-
€HTOB C Ha/MinMeM B aHaMHe3e paHHuX peuuansoB alyYC
y CaMoro nauueHTa uau ero pofACTBEHHUKOB; C MyTaLMaMu
CFH wnv npu Hanninn rubpuaHoro reHa CFH/CFHR1; c myTa-
umsamu ¢ yeuneHmem edyHkumm C3 1 CFB. B uenom puck onpe-
Aensetca nNpevMyLecTBEHHO TUMOM MyTauui, HO YaCcTUYHO
3aBUCUT U OT APYrUx NepuTpaHcnaaHTaLMOHHbIX GaKTOPOB.
Cnoco6cTBOBaThL Pa3BUTUIO PeLNaMBaA MOTYT TAXKEN0e ulle-
MUYeCKM-penepdy3noHHOE MNOBPEXAEHME TpaHcnaaHTaTa,
BbICOKME KOHLIEHTpaLUMM B KPOBM peumnueHTa UHIMbuTo-
POB KanbLMHEBPUHA (LMKIOCNOPUMHA A M TaKponaumyca),
OCTPOE OTTOPXEHME TpaHcnnaHTaTta, 0COGEHHO rymopasnb-
HOe, BUpPYCHble MHEKLUMM (LMTOMeranoBupycHas MHbEK-
uMs U apyrue reprnec-BuMpycHble MHbEKuUuK, rpunn, BKV-
UHbeKuMa, uHdeKuuMs, Bbi3BaHHas napBoBupycom B19,
MHOEKLIMOHHbIE FracTPO3HTEPUTHI K ap.) [37].

BbinofHeHWe TpaHCnAaHTauun NOYKU PEKOMEHLOBaAHO
nNpPoBoAUTb Ha GoHE NPODUNAKTUYECKOTO MPUMEHEHUS IKY-
nm3ymaba naumMeHTam c ycTaHOBAEHHbIM AnarHo3om al'yYC,
UMEIWMM CPejHMM U BbICOKMM PUCK peungvBa B MOCT-
TpaHcnaaHTaLMOHHOM nepuoae, ¢ Lenblo NpesoTBpaLleHuns
peuvamBa 3abonesanus [145, 146] (YYP A; Y44 2). B aeHb
TpaHcnaaHTauMnM He MeHee Yem 3a OAMH Yac o penepdy-
31N JOHOPCKOrO OopraHa AoJiXKHa 6biTb BbiMOAHEHA MHDY3US
aKynmn3ymaba. [Jos3a npenaparta And AeTen Ha BBeAeHue

3aBUCUT OT Macchl Tena. Bropoe BBegeHMe npenapara ocy-
wecTenseTca yYepesd 24 4 nocjie TpaHCMaaHTauMu MOYKM.
Mocnepyowmne BBeAeHUS 3Kynu3ymaba OCYyLECTBAAOTCA
1 pa3 B Hefeno C Nepexoaom Ha pexxum 1 pa3 B 2 Hej
no MHAMBKUAYaNbHOMY NPOTOKONY.

He peKkoMeHAOBaHO OTMEHSTb TEPaNMUIo aKyNIM3ymMabom
y NauMeHTOB, Pa3BUBLUNX XKUIHEYrpoXKatowme NposBieHus
TMA 1 nepeHecLlunx TpaHcnaaHTauno, 0CoO6EeHHO NPU OTTOP-
YEHUW npeablayllero TpaHcnnaHTaTta [37, 123, 125] (YYP B;
yana 3).

C uenblo CBOEBPEMEHHOW AMArHOCTUKW OTKIOHEHWUN
M CBOEBPEMEHHON KOPPEKLMK MoKasaTenen nocne TpaHc-
nnaHTauMm MOYKM HeoBXOAMMO MNPOBOAWUTL PEryNSpPHbLIN
MOHMWTOPUHI YPOBHSA KpeaTMHWHa B KPOBM, KJIMHWMYECKOrO
aHann3a KpPoBM, ypOBHA 6efKka B MoYe, KJIMHMYECKOro aHa-
/IM3a MOYU UK C MOMOLLbIO TECT-NOMOCOK [113, 125] (YYP C;
Y4 4). Takxe cnegyeT KOHTPOAMpOBaTb MUKPOCKOMUYe-
CKOe nccnefoBaHue ocagka MoYK.

Mpu peunamBe alYC nocne TpaHcnaaHTaUMKU MOYKK
C LeNblo coXpaHeHMs novye4yHon GyHKLMM Heo6X0aMMO BO3-
06HOBUTL Tepanuio akynuaymabom [113] (YYP C; Y44 5).

NMPO®UNAKTUKA

PekomeHpoBaHa BaKuMHauusa nauuneHtoB ¢ alyYC
[0 18 neTB COOTBETCTBUM C HALMOHabHbLIM KafeHaapem npo-
punaxkTnyeckux npmemeok [114] (YYP C; YA/ 5). NauneHTOB,
nonyyalowux aKkynndymab, cnegyet npuBmBaTb ¢ UCMONb30-
BaHWEM MHAKTMBMPOBAHHbIX BaKLMH NPOTUB NOMOMUENUTA,
rpynna, reModunibHON WMHPEKUMU TUna b, KOHBLIOrMPOBaH-
HbIX BaKUMH (MHEBMOKOKKOBOW, MEHWHIOKOKKOBOW) W BaK-
UMH, BKOYaOWMX GECKNETOYHbIN KOKIOWHBIA KOMMOHEHT
(AaKAC). Hanbonee npeanoyTUTENbHLIMU ABASIIOTCA KOM-
OMHMPOBaHHbIE BaKLMHbl. Mcnonb3oBaHMe MMBbIX BaKLUWH
NpOTMBONOKa3aHo. BaKuMHauna BbINONHAETCA B NJaHOBOM
nopsiAKe U He CAYXWUT OCHOBAHWEM [AN5 OTCPOYKM Tepanuu
3Kynn3ymabom. Y oTaenbHbix naumMeHToB ¢ al YC 6binn oTMme-
YeHbl peumnanBbl Nocne BaKkunHauuin. Tem He MeHee, Nonb3a
nocneaHux CyLLeCTBEHHO NpeBanmpyeT Hag PUCKOM.

[0 9KCTPEHHbIM MOKa3aHUAM BO3MOXHO MpUMEHEHUE
UMMYHHbIX CbIBOPOTOK U WMMYHOrNO6YMHOB (MMMYHHblE
CbIBOPOTKM, creundunyeckne MMMYHOrNo6YAnHbI, UMMYHO-
rno6ynuH YenoBeKa HOpMalsibHbIN).

MauuneHTbl, nonyvaowmne aKyIn3ymad, exxerogHo UMMy-
HU3UPYIOTCA NMPOTMB rpunna ogHOKPATHO C MCMOb30BaHM-
€M MHaKTMBMPOBAHHbIX BaKLMH, HE COAEPKALLUX UMMYHO-
aabloBaHThl [114] (YYP C; Y44 5). B nepBbit rog Tepanuu
3KYyIM3yMaboM peKoMeHayeTcs ABYKpaTHas cxema BaKuM-
HaLUWK, C UHTEPBANIOM MUHUMYM 1 MEC MeXKAY NPUBUBKaMMU.
Takas ke cxeMa NpuMeHnMa y AeTew NepBoro roga Xu3Hu,
paHee He MMMYHU3UPOBaHHbIX OT rpunna.

TakXe B MNpaKTUMKe O06bI4HO MPOBOAMTCH IpaguKaLma
XPOHUYECKMX 04aroB ageHOUAHOW, TOH3UNISIPHOM U 3yGHOM
MHbEKLMK, MOCKONIbKY 60/bLIMHCTBO anu3ogoB al'YC 3any-
CKaloTCs MoCcpeAacTBOM MHOEKLMH, XOTA AOKal3aTeNbHbIX
nccnefoBaHUM JaHHOrO BMeLWaTenbCcTBa He MPOBOAUAOCH.

MOHUTOPHUHI COCTOAAHUA

(BEAEHME NALIMEHTOB)

ATUnunyHbin F'YC ¢ yyeToM TaxKecTu 3a6osieBaHns U Npo-
rHo3a TpebyeT NOCTOSHHOro HabnwaeHUs Bpava-Hedpono-
ra ¢ NpvBAeYEHMEM CreunanmucToB pasfiMyHoro npoduns
(neanaTpoB, Bpayen obLien NPaKTUKKU (CEMENHbIX Bpaven),
MHPEKLUMOHUCTOB, HEBPO/IOIOB, raCTPOIHTEPOSIOrOB, reHe-
TUMKOB, AETCKUX OHKONIOrOB-reMaToNoroB, aHecTe3noN0roB-
peaHuMaTonoroB, AETCKUX XMPYProB, AETCKUX Kapauono-
roB, natosoroaHatomMoB M Ap.). MauueHTbl, nonyyawowue
perynsapHole UHOY3MK aKynM3ymaba pa3 B 2 Hep, Kak npa-



BWNO, HabnogalTca B TOM CTauuoHape, rae 3tM MHPY3uu
ocyuiecteasoTcs. puM cTabUAbHOM COCTOSIHUM NauueHTa
nnaHoBOe BBefeHWe 3Kynu3ymaba BO3MOXKHO B YCIOBMAX
cTauuMoHapa / AHeBHOro cTaunoHapa. lMpu oTcyTCTBUM Tepa-
nuU 3KyIn3ymabom MOKa3aHO MocelleHne cneuunanucta
1 pa3 B 2-3 mec. [Mpn peunamse npusHakos TMA (aHemus,
TPOMOOLMTONEHUS, YXYALEHMUE MOYEYHbIX PYHKLMUI K NOSB-
fleHWe 3KCTpapeHasbHON CMMMTOMATUKM) MOKa3aHa Hela-
MeAnuTeNbHaa rocnuTanmMsaums.

OPrAHU3ALUA OKA3AHUA
MEAMLMHCKOM nomMolLu

MokasaHuA ANA N1aHOBOW rocnuTaansauuu
B MEAULIMHCKYIO OpraHu3ayuio nauMeHToB
co STEC-T'YC u alyc:

° poBeAeHWe AUarHOCTUKK U fiedeHus, Tpebylolline npo-
[IOMKUTENBbHOIO (AHEBHOE WM KPYrNOCYyTO4HOE Npebbl-
BaHWE) MEANLMHCKOro HabMoAEHUSA U MOHUTOPUHIA KK-
HMKO-NabopaTopHbIX NOKa3aTtenewn;

°*  Heob6X0AMMOCTb NPOBEAEHUs Pa3nYHbIX BUAOB 3Kcnep-
TM3 unn obcneaoBaHus B MeAULMHCKOM OpraHu3aumu
npy¥ HEBO3MOXHOCTWU MPOBEAEHNUS UX B aMOyNaTOPHbIX
YyCNOBUSX (B TOM Yncne obopmaeHue 3aKknodeHuns deae-
panbHOro KoHcuaMyma / BpadyebGHOW KOMUCCUMK, NpoBe-
AeHune Hedpoburoncum Npmu HEOBXOAMMOCTH);

°  WHUUMAUMS / NNaHOBOE NMOBTOPHOE MPOBEAEHWE KOM-
naemMeHT-6/I0KMpPYIOLLEV Tepanun NPU HEXUIHEYrpoXKa-
IoLMX BapnaHTax TedyeHus al'YC;

°®  Heob6X0AMMOCTb YTOYHEHHUS NPUYMHBLI HEIDPEKTUBHOCTH
KOMMAEMEHT-6/IOKMpPYLOLLEN Tepannmn NPU HEXNIHEYTPO-
*atouweM TeqyeHmnn al'YC.

MoKa3aHua aNa 3IKCTPEHHON rocnuTanusauum
B MEAMLIMHCKYIO OpraHu3auuio naLMeHToB
co STEC-TYC un al'yC:

® pa3BUTHE TSXKE/bIX OPraHo- U XXMU3HEYrpoXKatoLmnx npo-
ABMIEHWN M OC/IOXHEHUW 3aboneBaHus, Tpebylowmx
HEOT/IOXKHOIO Ie4eHHUs, B TOM YUCNE UHTEHCMBHON Tepa-
nun (3MT, B/, MO u ap.), a TakKe KPyrnocyTo4HOro
MEAMLMHCKOro HabnogeHnsa U npoBeaeHus cneunanb-
HbIX BUAOB 06CNe0BaHUA U NeYeHNs;

®  Heo6X04MMOCTb AKCTPEHHOrO Havyana KomnaemeHT-610-
Kupylowen Tepanuu y NauMeHTOB C NepBbiM OCTPbIM
anusoaom / peunausom al'YC.

MoKa3aHuA K BbINUCKE NnayueHTa
M3 MEAMLIMHCKOWM OpraHu3auum:

® OTCYTCTBME Yrpo3bl 415 XU3HM NaLMeHTa 1 yrpo3bl pas-
BUTWUSA OC/IOKHEHWUI, TPEBYIOWMNX HEOTIOKHOIO SIeYeHMs
npv 3aBepLlieHne AnarHoCTUYECKNX MEPONPUATUN;

e cTabunmsauus COCTOSHUS U OCHOBHbIX KJMHWKO-nabo-
paTopHbIX MOKasaTenen naTofiorM4yecKoro npotecca,
OTCYTCTBUE HEOOXOAUMOCTHU B NPOAOCIKUTENBHOM MEAM-
LIMHCKOM HabMoAeHUn (GHEBHOE WM KPYrnocyTo4yHoe
npebbiBaHue);

° BbINONHEH NnaH o6cnefoBaHUs U NleYeHns NauueHTa,
JaHbl peKoOMeHAaluMu Mo JanbHenwemy HabnLeHUIo
N NEeYEHUIo;

° Heo6Xo4MMOCTb MepeBoda MauueHTa B Apyroe Meau-
LIMHCKOE Y4YpEeXAEHUE WU Yy4YperaeHue CcOoLManbHOro
obecneyeHus;

® MO NUCbMEHHOMY TPeBGOBaHWIO 3aKOHHOMO MpeaCcTaBu-
Tens nauueHTa, ecnv BbIMUCKa He YrpoXKaeT KWM3HU
nauneHTa n He onacHa Ana oKpyxatowmx. B atom cnyyae
BbIMMCKa MOXET ObITb OCYLLECTB/IEHA TONbKO C paspe-
LEeHWUS rMaBHOro Bpaya 60/bHULBI MK €r0 3amecTuTens
no neyebHon paborTe.

OCJ/IOXXHEHUA:

®  TSXEbl reMopparMiecKknin Konumr;

® TOKCMYECKMI MEraKo/OH;

°  WHBarvHauMsl KMLEYHUKA;

°* nepdopaLns TOJICTON KULIKN MU BblPaXKEHHbIN HEKPO3,
BTOPUYHbIN CTEHO3 TOJICTOM KULLKM;

® Me3eHTepualbHbIi TPOMOOS3;

®  HEKPOTU3MPYIOLWKNI NaHKPeaTuT;

® TPaH3UTOPHbLIA MW MEPMaHEHTHbIA WMHCYIMHO3aBWUCH-
MbI caxapHblii aMabeT;

° cepaeyHas He4oCTaTOYHOCTb B pe3ynbraTe rmnepBose-
MWK U TUNEPTEH3UM;

°  MlWEemMUs MUOKapaa ¢ CEPAEYHON HEAOCTATOYHOCTbIO;

°  apuUTMuu;

°  MWOKapawr;

° TaMnoHaja cepaua;

®  WHCYNbT;

e XblN 3-5.

UCXOoAbl U MPOTHO3

B uenom nporHo3s al'YC Heb6naronpusiTHbin. CMEPTHOCTb
B OCTpoW cTaguu coctaBnset 5-10%.

MpnénusutenosHo y 50% nauneHToB passuBaetcs XbBI1
5 vauwe B TeyeHuMe 1 roga OT Havyana MaHudecTauuu.
JKCcTpapeHanbHble MPOSIB/EHUS, 4Yauie noparkeHue LHC
(cypoporu, Koma, uwemnyeckue odarn Ha MPT) oTmevatoTes
He meHee Yyem y 20% naumeHToB.

PeumamBbl al'YC oTMevatloTcs NMpy BCEX BapuaHTax, yalle
y naumeHToB ¢ MyTaumen MCP. MNposoumpytowme MHbeKLnn
npv 3To MyTauuyM COMPOBOXAANTCA OCTPbIM FEMOIN30M,
TpomboumnTtoneHnen n OMNH B pesynbrate remMoro6uHYpUn.
B 60/1bWIMHCTBE 3TWX Clly4aeB GYHKLMS MOYEK NOSTHOCTbIO BOC-
cTaHaBnMBaeTcs. [IPOMEXKYTOK BPEMEHU MEXKAY peLuaMBamu
MOXET KonebaTbCs OT HECKO/bKMX HEAENb A0 MHOMMX NET.

Hanbonee 6naronpuMsaTHbIM MNPOrHO3 OTMeEYaeTcs
npu Hanuimm MCP-myTaumn, Hanbonee HebnaronpuaT-
Hblh — npu CFH- 1 coveTaHHbIX MyTauusx. Bo ¢ppaHLy3CKOM
ncecnegosaHmmn cmeptb ManM XbBI1 5 B TeyeHne meHee yem
1 roga oT Havyana 3aboneBaHWsa oTMedeHbl Y 60% ¢ myTa-
umen CFH, y 37% — c myTtaumen CFl, y 33% — ¢ myTauunen
C3, y 60% — Cc KOMOBMHMPOBAHHBLIMK MyTauusaMu, y 32% —
B rpynne ¢ HeM3BecTHOM aTnonornen n 0% — ¢ mytauunen
MCP [46]. Y nauneHToB ¢ aHTU-CFH-aHTUTENamMu B cny4vae
paHHEero fieyeHuss nnasmMoobMeHamu 3abonieBaHWe UMeeT
6naronpusTHoe TeyeHue. Y 36% apeten n 64% B3pOC/bixX
B TeyeHue 3-5 neT oT Havyana 3abosieBaHNS pa3BMBaeTCs
XBIM 5 unun HacTynaeT neTafibHbI UCXOA.

lNpuMeHeHWe aKkynndymaba M3MEHWSIO MPOrHO3 o6lLlen
M NOYeYyHoM BbIMBaemMocTn npu alYC, a TaKxe npenot-
BpPaTU/IO CHATME BOMpoca O MNPOBEAEHWWM TpaHCMNIaHTa-
MM BO MHOrMX cnyyasx. MporHo3 no4YeyHown BbIXKMBAEMO-
CTU OonpeaenseTcs BpPeMEHEeM Ha3HauyeHus 3Kynusymaba,
pesynbTatoB MOMEKYNAPHO-TEHETUYECKOTO MCCEA0BaHUS.
PaHHee Ha4yano COOTBETCTBYIOLLEN TEPANnUN CBA3AHO C Nyu-
MMM pe3ynbTaTaMu NevYeHUss U GOMblUMM MOBbILEHNEM
pCK®. JleyeHne aKynuM3ymabom OAMHAKOBO 3PPEeKTUBHO
NpU BCEX MEHETUYECKUX BapuaHTax M TaKKe y NauueHToB
6€e3 BbIIBNIEHHbIX BapuaHToB [46, 71, 126, 147].

UCTOYHUK ®UHAHCUPOBAHUA
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Ta6auuya 3. LLIkana oLeHKM YpOBHEN AOCTOBEPHOCTU JoKa3aTenbcTB (YA/) Ans MeToA0B AMArHOCTUKM (AMAarHOCTUYECKMUX BMeLIaTeNbCTB)

Table 3. Grade scale for levels of evidence (LoE) for diagnostic methods (diagnostic intervention)

yan PacwudpoBka

1

CuctemaTnyeckne 0630pbl UCCIIEA0BaHNUI C KOHTPONEM pedepeHCHbIM METOAOM UK CUCTEMATUHECKUI 0630p
pPaHAOMU3UPOBaHHbIX KIMHUYECKUX UCCIEA0BAHWI C MPUMEHEHWEeM MeTaaHanusa

OTAenbHble UccnefoBaHUs C KOHTPoONEM pedepeHCHbIM METOAOM UIIN OTAESIbHbIE PaHAOMU3UPOBAHHbIE KNIMHUYECKHe
2 nccnefoBaHus U cucTemaTyecKkne 0630pbl UCCnejoBaHUM NI060ro Au3anHa, 3a UCKITIIYEeHWeM PaHAOMU3UPOBaHHbIX
KNMHWYECKUX UCCNeA0BaHNM, C NPUMEHEHWEM MeTaaHanusa

B TOM 4YUC/ie KOFOpTHbIE nccnegoBaHUa

NccnepoBaHus 6e3 NocnefoBaTelbHOro KOHTPONS pedepeHCHLIM METOAOM, UK UCCNELOBaHUA C pedepeHCHbIM METOAOM,
3 He aBndloWmnmMmca He3aBUCUMbIM OT UCCNeayeMOoro Mmetoaa, Min HepaHaAoMU3UpoBaHHbIE CPaBHUTEIbHbIE UCCIEA0BaHUS,

4 HecpaBHUTENbHbIE UCCNEA0BaHUS, ONUCAHUE KJIMHUYECKOTO clyyas

MmeeTcs nuwb 060CHOBaHWE MexaHM3ma AeNCTBUSA UM MHEHUE 3KCNepTOoB

Ta6nuua 4. LLIkana oueHKN ypoBHEN 4OCTOBEPHOCTM AoKa3aTenbcTB (YA) Ansa MeToaoB NpodunaKTUKK, NeYeHus u peabunutauun (npo-

PUNaKTUYECKHMX, NeYebHbIX, peabuinTalMOHHbIX BMeLllaTeNbCTB)

Table 4. Grade scale for levels of evidence (LoE) for prevention, treatment, and rehabilitation methods (preventive, treatment, rehabilitation

interventions)

yan PacwudpoBKa

Cuctematunyeckuit 063op PKW ¢ npumeHeHnem metaaHanmsa

OTtgenbHble PKM 1 cuctematnyeckune 0630pbl UCCneaoBaHnin Nio6oro ausaiHa, 3a UcKtoveHnem PKU ¢ npumeHeHnem MetaaHanusa

HepaHaoMun3anpoBaHHble CpaBHUTENbHbIE UCCNef0BaHUSA, B T.4. KOTOPTHbIE UCCief0BaHns

HecpaBHUTENbHbIE UCCNEA0BaHUSA, ONUCAHUE KJIMHUYECKOTO Cly4as Uan Cepun cliydaes, UCCefoBaHUs «Cny4an-KoHTPOSib»

GOl W|N|F

MmeeTcs nnwb 060CHOBaHWE MexaHM3ma AeNCTBUA BMellaTenbCcTBa (AOK/IMHUYECKUE UCCNedOBaHNS) UM MHEHUE 3KCNepTOoB

Ta6auuya 5. LLIkana oueHKM ypoBHeN y6eanTenbHoCTH pekoMmeraauunn (YYP) ans MetoaoB NnpodunakTUKKU, AMarHoCTUKK, NeYeHns u peabu-
nuTaumm (NPoPUNaKTUYECKNX, AMarHOCTUYECKHUX, NeYebHblX, peabunnTaunoHHbIX BMeLlaTeNbCTB)

Table 5. Grade scale for grades of recommendation (GoR) for prevention, treatment, and rehabilitation methods (preventive, treatment,

rehabilitation interventions)

YYP PacwudpoBka

cornacoBaHHbIMK)

CunbHas peKoMeH/aLma (Bce paccmaTpuBaemble KpUTEPUM 3GGEKTUBHOCTH (MCXOAbI) ABNAIOTCH BaXKHLIMU, BCE UCCef0BaHUs
A | UMeloT BbICOKOE WM YI0BIETBOPUTEIbHOE METOAONOMMYECKOE KAaYeCcTBO, MX BbIBO/bI MO MHTEPECYIOLLMM UCXO4aM ABAIOTCA

ncxofam He SBASI0TCH CoriacoBaHHbIMM)

YcnoBHas peKomeHaaLms (He Bce paccmaTpuBaeMble KpUtepun adGEeKTUBHOCTH (MCXOAbI) ABASAIOTCS BaXKHbIMM, HE BCE
B | “ccnenoBaHWs MMEIOT BbICOKOE MW YA0BIETBOPHUTENbHOE METOA0NOMMYECKOE KaieCTBO U/MNK WX BbIBO/bI N0 MHTEPECYIOLLNUM

Cnabasl peKoMeHaaums (OTCYTCTBUE [OKA3aTeNbCTB HaANexallero KadecTsa (Bce paccmaTpuBaeMble KpUTepUn 3GHEKTUBHOCTH
C | (MCcX0oAbl) ABNAIOTCA HEBAXHbLIMU, BCE UCCIEA0BaHUA MMEIOT HUBKOE METO/0/I0MMYECKOE Ka4eCTBO U WX BbIBO/bI
M0 UHTEPECYIOLLMM UCXOAaM He ABNAIOTCSA COrNacoBaHHbIMM))




