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KJIMHUYECKHUH NPOTOKO.J JMATHOCTUKHA U JTEUYEHUA

TPOMBOTUYECKUE MUKPOAHTUONATHUMN: TUITMYHBIN U
ATHIIUYHBIA TEMOJIMTUKO-YPEMUYECKHUHA CUHJIPOMBbBI

1. BBOJIHASI YACTb:
1.1 Koa(e1) mo MKB-10 (Tadauma 1):

Kon Ha3Banmue
M3I1.1 TpomOoTHueckasi MUKpOAHTHOTIATHUS
D59.3 ['eMOJTUTHKO-ypEeMHYECKHI CHHAPOM

1.2 laTta pa3pa6oTku nportokoJia: 2022 ro.

1.3 Coxpaienusi, HCoJb3yeMble B IPOTOKOJIE — TA0 1M 2!

al'yC ATUIUYHBIA TEMOJIMTUKO-YPEMHUUECKUN CUHIPOM
ADC aHTU(hOCHONUIUIHBINA CHHAPOM
AUYTB AKTUBHPOBAHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BpPEMsI
I'yC TEMOJIMTHKO-YPEMUYECKUI CUHAPOM
JABC JMCCEMUHUPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE
KKT KEIYAOYHO-KHUILIEUYHBIN TPAKT
3IIT 3aMECTUTEIIbHAS I0OYEYHAs Tepanus
NI1 UH(QY3UH CBEXKE3aMOPOKEHHOM TJIa3Mbl
KA®C karactpobuyeckuii aHTuGocHOIMIUAHBIA CUHIPOM
KOC KMCJIOTHO-OCHOBHOE COCTOSIHHE
K®K KkpeatuHdocdokrHaza
K®K-MB | MB-u3odepment kpeatnHdochOoKrHA3EI
JIAT JIAKTaTACTUApOreHasa
MATA MHMKPOAHTHONIATUYECKAsl T€MOJINTHYECKAsL AaHEMUSI
MAK MeMOpaHO-aTaKYIOLUI KOMILIEKC
MHO MEXKAYHAPOJIHOE HOPMAJIM30BAHHOE OTHOLIIEHHUE
OXT'b OCTpBIH JKMPOBOM renaro3 OepeMeHHbIX
OIIII OCTPOE MOBPEKICHUE MOYCK
I1B MIPOTPOMOMHOBOE BpEMsI
I10 1a3MO00MEH
IT IJ1Ia3MoTepanus




PKOM pacTBopuMbIe HUOPUTHMOHOMEPHBIE KOMILICKCHI
C3I1 CBEXXE3aMOPOXKEHHAs Ij1a3Ma
CKB CHCTEMHAas KpacHasl BOJIYaHKa
TMA TPOMOOTHYECKAs MUKPOAHTHOIIATHS
TIIH TEpMHUHAJbHAs MIOY€YHAs] HEIOCTATOYHOCTh
TPY3U TPAHCPEKTAIBHOE YIBTPA3BYKOBOE UCCIEAOBAHUE
TTII TPOMOOTHYECKAs] TPOMOOITUTONICHHYCCKAs ITypIypa
TXITH TEPMUHAJIbHAS CTaAUSI XPOHUUYECKOM MMOYEYHOU HEAOCTATOYHOCTHU
dI'JIC (bubporacTpoayoIeHOCKOIIHS
HHC LIEHTpaJIbHasl HEPBHAs CUCTEMA
ADAMTS 13 | & disintegrin and metalloproteinase with a thrombospondin type 1 motif,
member 13
CFB dakrop B
CFH dakTop H
CFl dakTop I
Hb reMOrJIO0MH
MCP MeMOpaHHbIA KO(DAKTOPHBIN NPOTEUH
STEC shiga-toxin npoxyumpytoiias Esherihia Coli
THBD TPOMOOMOTYJIMH

1.4 Toan30BaTeqn MPOTOKOJA: HEPPOJOT, TEMATOJIOT, THHEKOJOr, HEBPOMATOJIOT,
racTPO’HTEPOJIOT, KapJUOJIOT, pPEaHMMATOJIOT, TEPaneBT, IMeauaTp, Bpad oOmIei
MPAKTUKH.

1.5 Kareropusi nanMeHTOB: JI€TH, B3POCIIbIE.

1.6 llIkana ypoBHS 10KA3aTEJbHOCTH — Ta0auna 3:

BricokoKkaueCcTBEHHBIN METa-aHaJln3, CUCTEMATUYECKUI 0030p
4 | PaHIOMH3HPOBAHHBIX KIMHHYECKHX uccnenoannii (PKW) unn xpynnoe PKU c
OYEHb HM3KOW BEPOSATHOCTHIO (++) CHUCTEMaTUYeCKOM OIIMOKH, pPe3yJIbTaThl
KOTOPBIX MOTYT OBITh PACIIPOCTPAHEHbI HA COOTBETCTBYIOUIYIO OMYJISILIUIO.

BricokokauecTBeHHbIN (++) cHUCTEeMAaTHUeCKHil 0030p KOTOPTHBIX HCCIIEIOBAHUN
WJIU MCCJICIOBAaHUN CITy4al-KOHTPOJIb WM BeicokokauecTBeHHOE (++) KOTOpPTHOE
g | HCCIIEN0BAHME WM HCCIIE0BAHUS CJIIy4al-KOHTPOJIb C OYE€Hb HU3KHM PHUCKOM
cuctematudeckoit ommoOku win PKU ¢ HeBbicOKUM (+) pUCKOM CUCTEMATHYECKOM
OmMOKHA,  Ppe3yabTaThl  KOTOPBIX  MOTYT  OBITh  pacmpoCTpaHEHbl  Ha
COOTBETCTBYIOIIYIO MOMYJIALMIO.

KoroprHoe wunamM uccieqoBaHHWE CIy4al-KOHTPOJIb WM  KOHTPOJIUPYEMOE
uccienoBaHue 0e3 paHAOMHU3ALMU C HEBBICOKMM PHUCKOM CHCTEMAaTHYECKON
C omnOku (+), pe3yabTaTbl KOTOPBIX MOTYT OBITh pacHpoOCTpaHEHbl Ha
COOTBETCTBYIOIIYIO Tomyisinuio uinu PKM ¢ oyeHb HU3KUM WM HEBBICOKUM
PUCKOM CHCTEMaTH4eCKOW omuOku (++ wiu +), pe3yabTaTbl KOTOPbIX HE MOTYT
OBITh HEMTOCPEJICTBEHHO PACHPOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOMYJISLINIO

D | Onucanue CCpHUH CJIy4aCB HMJIM HCKOHTPOJUPYCMOC HCCICAOBAHHC WM MHCHHC




| skcrepToB

1.7 Onpenenenne [12;

TpomOoTuyeckass  muxkpoanrumomatusa (TMA) — rpynna  3abosjeBaHUM,
XapakTepu3yronascs TPOMOOIIUTONICHUEH, MUKPOAHTHOMATUYECKON TeMOJUTUYECKOU
anemueir (MAI'A) u uImIEMHUYECKUM  TOBPEKIEHUEM OPraHoOB, CIIOCOOCTBYIOIIMM
Pa3BUTHIO MOJHUOPTAaHHON HEAOCTATOYHOCTU. THUIHUYHBIA TE€MOJIHMTHKO-YPEMUYECKUI
CUHAPOM, aTUMUYHBIA TEeMOJUTHUKO-YPEMUYECKUN CHHIPOM M TpOMOOTHUYEcKas
tpomOoruTonennyeckas mypnypa (TTII) cocTaBnsaroT rpyniy nepBudHbix TMA.
Tunuynblii reMoJuTHKO-ypemudeckuii cuuaapom (STEC-I'YC) — uHpeKIMoHHO-
onocpenoBanHas ¢popma TMA, oOycioBiieHHas MOBPEXKAAIONIMM BO3ACHCTBUEM IIIUTra-
tokcuHa Escherichia coli (STEC) nHa sHpoTenwii COCYIO0B MHUKPOIHPKYJIATOPHOTO
pycina. Pa3BuBaeTcs Kak OCIOKHEHHME IeMOPParud4ecKoro KOJUTa I0CIe JTHAPEUHOTO
npoApoMalibHOrO  TiepuoAa ¢  mnosieneHuemM MAI'A, TpomMOOLMTONEHUU U
dbopmupoBarnem octporo nopexaeHus modek (OIII). Passutue STEC-I'YC moxer
HaOmoAaThCs B JIOOOM BO3pacTe, OJHAKO MPEUMYIIECTBEHHO BCTpedaeTcs y aeredl 6
Mec — 5 JeT, y KOTOpbIX siBiisgeTca caMoil yactoil mpuunHor OIIIl. 3aboneBaeMocCTh
cpeau B3pociabix coctaBisier 0,5 wa 100 000/rom W HOCUT dHallle SMUAEMUYECKUN
xapaktep [1].

ATHNMYHBIA reMoJauTHKO-ypemuueckuii cunapom (aI'YC) — XxpoHuueckoe
CUCTEMHOE  3a0ojeBaHHe, OOYCIOBJIEHHOE  MyTaluedl TE€HOB  PEryJsTOpOB
aTbTEPHATUBHOTO MYTH KOMIUIEMEHTA, WIH, pexe, aHTuTenamu Kk Qakropy H, dro
MPUBOJUT K JTUCHYHKIIMM KacKaja KOMIUIEMEHTa C €€ HEKOHTPOJIUPYEMOM aKTUBAIUEH
[0 AaJlbTEPHATUBHOMY IIyTM UM, B KOHEYHOM HTOre, K TEHEpPaJIU30BaHHOMY
TpoMOOOOPaA30BaHUIO B COCYJIaX MHUKPOIUPKYJsiTopHOro pycia. al'YC oTHocutes K
rpynne yiaerpapeakux 3adoseBanuii. Pazputne al' YC moxer HaOmomatrbes y Jojaen
M000T0 BO3pacTa, OAHAKO MPEUMYIIECTBEHHO BCTPEYaETCs B JETCKOM M MOJIOAOM
Bo3pacte [2]. al'VC sBisieTcsi TSHKEJNO MPOTEKAIONIMM CUCTEMHBIM 3a00JICBAaHHEM C
HEOIaronpusITHHIM MMPOTHO30M U BBICOKUM PHCKOM JIETAJIbHOTO UCXO/A.

° Mopgonocuuecku TMA  1npencraBmsieT co0OH  TOBPEXKICHHE  COCY/IOB,
XapaKTepU3yroIIeecss 0TEKOM SHAOTETUATBHBIX KJIETOK C MX OTCIOMKOM OT Oa3alibHOM
MeMOpaHBbI (?HIIOTENHO3), HEKPO30M, JNEeCTPYKLHEH, pacupeHuem

CyOdHIOTENMATBFHOTO MTPOCTPAHCTBA C OOpPa30BaHUEM TPOMOOB B MPOCBETE KAMTUILISPOB
U apTepuoJ, COJEpKAIUX TPOMOOUUTHI U (HUOPUH, YTO TPHUBOAUT K OKKIIIO3UU
MPOCBETA COCY/Ia U UIIEMUYECKOMY TTOBPEKICHUIO OPTaHOB U TKAHEH.

1.8 Knacendukanus ™ 2;

TMA kiaccupuuMpyOT HA IePBUYHBbIC 1 BTOPUYHBIE.
IepBuunbie TMA BKJIIOYAIOT B ceOsi:

1. 'emonuTuko-ypemudeckuid cunapom (I'YC);

2. TpoMOoTHUECKYIO TpoMOoLHToneHnyeckyto mypmuypy (TTII).

I'YC noapa3nensilor Ha:
1. NHdek1moHH0-01I0CpeI0BaHHbBIN, KOTOPHBIA, B CBOIO 0YEPE/Ib, KIaCCU(PUIIUPYIOT Ha:



e Tunmuneii ['YC (STEC-T'YC mno coBpeMeHHOW KiIacCH(PHKAIMU), BBI3BAHHBIN
IIUTAa-TOKCUH TPOAYIHUPYIOIMIMMHU OakTepusMu - 3HTeporemopparudeckoi E. coli
(mramm O 157:H7 u apyrue mrammbl) u Shigella dysenteriae [ Tuna;

e  Steptococcus pneumonia-accouuupoBantbiii ['YC (SPA-I'YC) — I'VC, pa3sutue
KOTOPOTO OOYCJIOBJIIEHO BO3JEMCTBHEM IITAMMOB ITHEBMOKOKKA, MPOIYIIUPYIOIIUX
HelpaMuHUIa3y;

2. Atuninunbiit I'YC, cBsi3aHHBIN ¢ TUCPYHKIMEH CUCTEMbl KOMILIEMEHTA.

al'VC Moxxker ObITb 00YyCJIOBJIEH Te€HeTHYeCKUMH JedeKTaMM CHCTEMbI
KOMILJIEMEHTA WIH NPUOOPETEHHOH ayTOMMMYHHOM MAaTOJIOTHEH:

1. MyTauusiMi TE€HOB pPEryJISTOPHBIX OENKOB M KOMIOHEHTOB komruiemeHTa CFH
(paxtop H), MCP (memOpannbiii xodaktopusiii npoteut), CFI (dpaxtop 1), THBD
(tpombomoaynun), CFB (daktop B), u C3;

2. Antutenamu k CFH.

al'YC Takike nmogpasejisiioT Ha:
® CEeMCUHBIN,
® CIIOPAJIMYECKHUN.

Tadanua 4. Myranum B reHax komiieMenTa npu al'YC npencrapiieHbl B Ta0aue

[3]

MyTanuu, o0yciaasjauBaoiue gedekTsl B cucTeMe KomimuiemMenTa npu al'YC

Mexanusm
Toepeocoennuiti npomeun lI'en HEeKOHMPOaUpPyemou Yacmoma, %
aKmusayuu KoMniemenma

HapymieHo cBsi3piBaHueE C
®akrop H CFH SHIOTEIINEM, CHHKEHA 20-30
aktuBanus C3b

TTossBnenune antu-CFH

daktop HR1, R3 CFHR1/3 6
AQHTUTEI
. Hapymena skcnipeccus Ha
MenGpanre1ii MCP (CD46) MOBEPXHOCTH KJIETOK, YTO 6

KO(aKTOPHBII POTEUH
CHIKAET UX 3aILUTy

He @ynkumonupyer kak
OCHOBHOH KO(aKkTop AJs

®axrop | CFl 4-10
OCTaJbHBIX HHTUOUTOPOB

KOMIIJICMEHTA

daxrop B CEB Crabunu3upyer U akTUBHPYET 1-
C3 koHBepTazy

Kommonent C3 C3 PesnCTeHTHEIA K 5-10

nHaktuBanuu C3

TpomboMonynuH THBD Cumxenue nHaktupauuu C3 5

Myranus He He

uaeHTudupoBaHa UACHTHQUIMPOBAH He unentudmmposan 30-50

Tadauuma 5. Ilporno3 mpu al'YC B 3aBucMMOCTHM OT BHAA MYTaUMid B TreHax
KOMILIeMeHTa [2]

Puck cmepmu Puck peyuousa
unu TIIH yepes nocine

Pucx ecmepmu unu

len .
MepMUHANbHOU

Puck peyuousa




noueyHou 3-5 nem om MpancniaHmayuu
HeooCcmamoyHocmu Hauana bone3nu nouKU
(TTIH) 6 momenm
0CMpo20o dnU300a UIU
yepez 200 om dedroma
CFH 50-70% 50% 75% 75-90%
CFlI 50% 10-30% 50-60% 45-80%
MCP 0-6% 70-90% 6-38% <20%
C3 60% 50% 75% 40-70%
CFB 50% 3/3 6e3 TIIH 75% 100%
THBD 50% 30% 54% 1 GonpHOI
AnTtu-CFH- 30-40% 40-60% 35-60% Beiiie y 60J1bHBIX C
AT BBICOKUM YPOBHEM
PazBurne  BTOPMYHBIX BapuaHToB TMA  00ycCJOBJIEHO  CJeaYIOIIUMU

3a00J1eBAHUAMH WJIN COCTOSTHUSIMU .
1. bepeMeHHOCTh U POJIbI:

1.1 npeskamIicusi, SKJIaMIICHS,

1.2 HELLP-cunnpowm;
2. AyroumMMyHHbIE 3a001€BaHUS:

2.1 cucreMHas kpacnas Bosyanka (CKB),

2.2 cuCTeMHas CKIIepOJIepMus,

2.3 antudochonunuansiii cuaapoM (ADC): nepBUYHBIN, BTOPUYHBIN;
3. 310KkauecTBEHHbIE HOBOOOPA30BaHN;
4. UndexuuoHHbIe 3a00JI€BaHU

4.1 B1Y,

4.2 rpunt HINT;
5. Hdpyrue 3a00JieBaHUSA:

5.1 310KavyecTBEHHAs apTepUaibHas TUIIEPTEH3US,

5.2 rnomepynonaTuu;
6. JlekapcTBenHo-oOycnoBinenHas TMA, pa3BuTue KOTOpOW HAOIIOJAETCs IPU TePANTUU
CJIENYIONMMHU JICKaPCTBEHHBIMU TperapaTaMu. XUHUH, UHTEPHEPOHBI, MHTHUOUTOPHI
KaJIbIIMHEBpUHA (IIUKJIOCTIOPUH, Takposmmyc), uHruoutopsl mTOR (cupomumyc,
ABEPOJIMMYC), IPOTUBOOMYXOJIEBbIC Mpenapatsl (IUCIIATHH, TeMIIMTA0WH, MUTOMUIINH,
naruouropel VEGF u Tupo3wHKkMHA3bl: OeBaru3ymad, CyHUTHHHO, copadeHuo),
OpajbHbIe KOHTPAIICTITUBBI, BAJAIIUKIOBUD, KIOMUIOTPENb, TUKIOMUINH,
/. NoHuzupyroniee u3y4eHue;
8. TpancrutaHTalusi COMTUAHBIX OPTaHOB U KOCTHOTO MO3Ta.

2. METOJbI, MOAXO/JAbI U MPOUEAYPBI JUATHOCTUKMU [1, 2, 4,9, 14]:
2.1 luarHocTHYecKHe KPUTEPHH

Anroput™m guarHoctuku STEC-I'YC/al'VC BxitouaeT nepBoHa4aIbHOE YCTAHOBJICHUE
(dakra Hanmuusg TMA, ¢ manpHEHIIIUM MpoBeaeHueM TuddepeHIHAIbHON JUArHOCTHKH
MEXy TIEpBUYHBIMHU U BTOpUUYHBIMU BapuanTtamu TMA. B cBoro odepenb, mepBUYHbBIE

Bapuantel TMA T1peOyroT mpoBeneHus audQepeHnaIbHON JUATHOCTUKH MEXITY
STEC-I'YC, al'YC u TTIIL.



Huarno3 al'YC sBisieTcst AMAarHo3oM HCKIIIOUEHUSI U TpeOyeT IMepBOHAYaIbHOIO
WCKIIFOUEHHSI IPYTUX MEPBUYHBIX U BTOpUUHbIX TMA.

KanoObr:

IIpu oOcnenoBanun mnanueHToB ¢ mnogo3peHueM Ha STEC-I'YC/al'VYC craenyer
oOpaTUTh BHUMaHHE HA HAJIMYHE CIACAYIOIINX YKaJI00:

® TOIIIHOTA, PBOTA, OOJIM B JKMBOTE, M3MCHCHHE XapaKTepa CTyJa (YacThId KUIKUN
CTYJ1, HHOTJIa TEMOPPAruyecKoro Xxapakrepa);

o mepudepUICCKHE W TTOJIOCTHBIE OTEKH, YMEHBIIICHUE 00heMa BBIJCISIEMOM MOYN WA
OTCYTCTBHE MOYH, U3MEHEHHUE I[BETa MOYH;

® OJBIIIKA,

® T'EMOpparuvecKue BHICHIIIAHUS Ha KOXKE;

® TOJIOBHBIC 00JIM, HApYIIEHUE 3PEHUS PA3HOW BBIPAKEHHOCTH (BILIOTH 10 MOJTHOU
CJIETIOTHI);

e ¢a00CTh, BSIJIOCTD, ObICTpast  yTOMIISIEMOCTb, OTCYTCTBHE aIleTuTa,
T'OJIOBOKPYKEHHE,

® IICUXOMOTOPHOE€  BO30YXXJECHHE WM  3aTOPMOXKEHHOCTb, (DOKaIbHBIC  WJIU
reHepaJIN30BaHHBIC CYJI0OPOTH, Tapes.

AHaMHe3:

TmarenpHbIN o1poc, HaIIPaBJICHHBIN Ha BBISIBJICHUE HACJIECTBEHHOM
MIPEAPACIIONOKEHHOCTH M BO3MOXKHBIX TpUITepoB ocTtpoil TMA (mepeHeceHHble
MH(EKINOHHbIE 3a00J€BaHus, B IEPBYIO OYEPEb, JbIXaTEIbHBIX MyTEH U KEITyA0YHO-
KHUIIEYHOI'0 TPaKTa, aKyllepcKas IaTOJIOTHs, HAIMYUE CUCTEMHBIX U OHKOJIOTMYECKUX
3a00JieBaHU, TMPUEM JIEKApPCTBEHHBIX IpenapaTroB, MPOBEICHHE BaKIIMHALUH,
COCTOSTHHE TIOCJIe TPAHCIIAHTAIIMU COJIMIHBIX OPTaHOB M KOCTHOTO Mo3ra). OOpaTuTh
BHHUMaHUE, OTMEYAJIUCh JIU Takue K€ SMU30/bl paHee B aHAMHE3€ W/MiIU ObUIM JIH
cniyuan TMA B cembe (yCTaHOBIICHHBIH JMarHo3 3a00JIeBaHUS y OJHOTO U3
POACTBEHHMKOB HWJIM Hajlu4yue CICAYIOIIMX BapUaHTOB - BHE3alHAs CMEPThb
POACTBEHHMKAa II0 HEW3BECTHOM IPUYMHE; HAXO0XKICHUE PpOJACTBCHHMKA Ha
3aMECTUTENIbHON MOYEYHOM TEPANUU B CBA3M C PAa3BUTUEM TEPMHUHAJIBHOM IMOYEHYHOU
HE/IOCTATOYHOCTH HESICHOTO T'eHEe3a).

Pu3nkajbHOe 00CIe 0BaHIE:

® OIICHKAa CTENEHW TUJpaTallui oOpraHu3Ma (KaxkJa, CTENEHb BIIAXKHOCTU KOXH,
CIIM3UCTBHIX W fA3BIKA, OJIBIINIKA, HAIMYHUE OTEKOB; MOTEpS WM MpUOABKAa MacChl Tena,
ypoBeHnb LIB]I, AJl, HanpsikeHue mysbca, Juype3);

IIBET KOXXH, CJIN3UCTHIX 000JI0UEK, HAIMYNUE BHICHITAHUH;

TEPMOMETPHS,;

OLICHKA COCTOSIHUSA LIEHTPAJIbHOW HEPBHOW CUCTEMBI;

OIICHKA COCTOSIHUS JIETKUX;

orieHka cepaeuHo-cocyaucton cucremsl (LB, A, UCC, nampsokeHue IyJbca,
MyJbCalusd Ha KPYMHBIX COCyAaX, ayCKYyJIbTaTUBHBIC [TAHHBIE, OMPEICICHUE TPaHUIl
cepaua);

® [JIa3HOE JIHO;



® HAJIMYKE IrenaToCIJIEHOMEraauy;
® OIlEHKa quype3a (OMUrypusi, aHypusi, OJUypUsl, HUKTYpHs).

IIpoapomanbHas (pasa:

e o0miasi cynabOCTh, HEMOTHBUPOBAHHASI YTOMJIIEMOCTh, BO3MOXXHO TOBBIIICHUE
TeMIepaTyphl Tejia, TPUIIONOA0OHBIA CUHIPOM;

® Juapes W/WUIW TOUIHOTa W PBOTA, W/MiIW OONM B KUBOTE, W/WUIM TaCTPOIHTEPUT
(mnapes y 90-95% nanuentoB ¢ STEC-I'VC, B 23-30% ciyuaeB nipu al' Y C);

e yepe3 1-2 nusa B 70% ciyuaeB STEC-I'YC pa3zBuBaercs reMOKOJIHUT.

Ilepuoa pa3BepHYTOM KIMHUYECKOU KAPTUHBI:

e yepe3 2-14 ngHelt orT Havama 3a00NeBaHUS yXyAIIAeTCS O0OIIee CaMOYyBCTBHE,
YCWIMBAIOTCS CIIa00CTh, BAJIOCTh, CHUYKAETCS alllIETUT, MOSBISAETCS pe3Kas OJeIHOCTh
W/WIA UKTEPUYHOCTh KOXKHBIX MOKPOBOB, MACTO3HOCTh MEPUOPOUTAIHHOM 00Js1acTH,
JINIIA U TOJICHEMH;

® BO3MOXHO TNOSIBJICHUE IETEXHAIBHOW CBIIH, SKXUMO30B, HOCOBBIX M KEIIYJOYHO-
KUIIEYHBIX KPOBOTECUCHHIA;

® apTrepualbHas TUIEPTEH3US, TIOXO MOA0IIASICS TUITOTEH3UBHOM TEpanuu;

e 1pu pa3sutuu OIIII HabmrogaeTcs onuro/anypus;

® [IpU COXPAHEHHOM AUYpE3€ OTMEYAETCA MPOTEUHYpPHS, MHOTAA MACCHUBHAas, BILUIOTh
70 pa3BUTHS HEPPOTUYECKOTO CHUHIPOMA C aHACApKOM U BBIIIOTOM B IMOJIOCTSX
(rumpoTopakc, THAPOMNEpUKAp], acuuT). BO3MOXHO TOSBICHHE TeMaTypuu
(MuKporeMarypusi/MakporeMaTypusi);

e Bo3MOoxkHO mnopaxeHue [[HC pasHolt cTeneHW BBIPAXXEHHOCTH (BSJIOCTh WIIU
MICUXOMOTOPHOE BO30YX/I€HHE, (POKATbHbIE UM T€HEPATM30BAHHBIE CYyI0POTH, COMOp,
KOMa, KOpKOBas CIEenoTa, reMunapes, aelepeopalys ¢ BOBIEUEHUEM CTBOJIA MO3Ta);

e npu pa3zButu TMA MHOKapja pa3BUBAEeTCS IUJATAlMOHHAS KapJUOMHOIATHS C
MpU3HAKAMU OCTpOW cepaeuHoll HegoctaToyHocTH. Okono 3% TNAUHUEHTOB C
UHTpamMuokapauaabHoii TMA 1eMOHCTPUPYIOT pa3BUTHE OCTPOTO MH(papKTa MUOKapa
C BBICOKMM PHUCKOM BHE3aITHOW CMEPTH;

e jeroyHas TMA MOXET CTaThb NMPUYMHON PA3BUTHS TEMOPPATMYECKOTO aJbBEOJINTA
WJIM OCTPOTO PECIUPATOPHOTO AUCTPECC-CUHIPOMA;

® HEPEJIKO OTMEUYAETCS OCTPhIN MAaHKPEATUT BILIOTH 0 Pa3BUTUSI MAHKPEOHEKPO3a,;

e peakuM mposiBieHreM al YC sBIsieTCs MOpaKeHUE KOXKU C PA3BUTHEM OOIIMPHBIX
HEKPOTHUYECKUX 04aroB. BcTpedaeTcs Takke IUruTalibHAs MIIIEMUYECKasi TAaHTPEHA,

® puUMepHO y 5% NMalMEHTOB OTMEYAETCS MOJIUOPTaHHAsI HEAOCTATOUYHOCTD, CBSI3aHHAs
c nmuddy3noit TMA c¢ mnopaxenunem [[HC, wmemueit mMuokapaa, JEeroYHbIM
KPOBOTCUEHHEM M JbIXaTEJIbHOW HEIOCTaTOYHOCTHIO, IMAHKPEATUTOM, MEYCHOUYHBIM
[IUTOJTUTUYECKUM CHHIPOMOM, JKEJIYAOUHO-KUIIICYHBIM KPOBOTCUCHHUEM.

JlaGopaTopHble ncc/IeI0BAHUS:

e 0o0mumii ananu3 kpoBu (anemuss (MAI'A — wmukpoanrmomatmueckass KymoOc-
HEraTUBHAS IeMOIMTHYECKAs aHeMMs1), TpoMOomuronenus (Menee <150 x 10%n mm
CHWKEHHE uucia TpomOoruToB Oonee dem Ha 25% OT HMCXOIHOTO YPOBHS),
petukyigonuro3 (B PEAKMX  ClIydasX  BO3MOXHO  pa3Butue MAI'A  6e3
TPOMOOITUTOIICHHN));



e Ma30K nepudepuyecKoil KpoBH (HATMYME MIM30IUTO3a (YUCIO MIM30LUTOB B Ma3Ke
nepugepuyeckoit kposu Beiuie 0,1 %));

* OMOXMMHUYECKMiI aHAJIHU3 KPOBM (TOBBIIICHHBIM YPOBEHb JIAKTATAECTUAPOreHA3bI
(JIAT) w/vunu CHMXKEHHBIM YPOBEHb TamnTOrI00MHA, TUNEPOUTUPYOMHEMHUS 3a CUET
HEenpsiMO Ppakiuu, Mpy Pa3BUTUU OCTPOTO MOBPEXKICHUS MOYEK MOBBIIICHUE YPOBHS
KpeaTUHUHA, MOYEBHUHBI, AIIEKTPOJUTHBIC HapylLIeHUs (runepkanueMus,
TUMIOHATPUEMHUS, THUNOKaibliMeMusi, runepdocdaremus), Trunepypukemus, Mpu
Pa3BUTHN HEPPOTUYECKOTO CUHAPOMA TUIONPOTEUHEMHUS], TUTIOAIBOYMUHEMUS, THUIIEP-
0.2-r100yTMHEMHUS, TUTIEPXOJIECTEPUHEMUS, TUIIEPTPUTIIUIIEPUIEMUS );

e 00Mii aHAIU3 MOYH (TIPOTEHHYPHSI, BO3MOXHO MUKPO/MaKpOreMaTypus);

® AHTHUIIO0YJIMHOBBIN TecT (oTpunaTenbHas peakius KymoOca);

® OLIEHKA KOMIIOHEHTOB CHCTeMbl KOMILIEMEHTA: CHIDKCHHbIA mokazarens C3 mpu
HOpMalibHOM ypoBHE C4 B kpoBH oT™MeuaeTcsi He Ooiiee ueM y 50% mnaruenTos ¢ al YC.
CrnenoBarenbHO, HOpMalibHbIi ypoBeHb (C3 He wuckimovaer auarHosa al'VC. VYV
nauueHToB ¢ STEC-I'YC moxer HaOmonaTecs cHUKeHUE copep:kanus C3 B KpoBH,
aHAJIOTMYHO 000 Ipyroil HH(peKIHH, a ypoBeHb C4 ocTaeTcs B Ipeesiax HOPMBI,

Cxkpununz na STEC-ungexkuuro mpebyemca npoeodumv ecem nayuenmam ¢
npusnaxkamu nopaxcenusn KKT.

JlabGopaTopHble MCCIEAOBAHUS CIEAYET BBITOJHUTH B MEPBbIE CYTKH TOCHUTAIA3AINN
MalyeHTa B CTAIlMOHAp M JO Hayaja MPOBEACHHUS AaHTHUOAKTEpUaTbHOW Teparvu.
Cxpununr Ha STEC-T'YC BkitouaeTt B ceost:

e moceB Kana ana BeisiBiieHUs: KynbTypel STEC (Ha cpeny MacConkey st E. coli
O157:H7);

° OIPEJICJICHUE IUTa-TOKCUHA B KaJIe WJIM PEKTAIbHOM Ma3zke Metoaom [11[P;

®  OIpE/ACNICHHE IUTA-TOKCHHA B CBIBOPOTKE KPOBH;

e ompeAclicHHE B ChIBOPOTKe KpoBu AT K jmmononucaxapuay HauOosee
pacrpoCcTpaHEHHOT0 B TaHHOM peruoHe cepotuna E. coli.

OTpunaTenbHble PE3yNbTaThl JA0OPATOPHBIX HMCCICIOBAHUN B paMKaxX CKPUHUHTA Ha
STEC-I'YC cumTaroTcsi ITOCTOBEPHBIMH TOJBKO TpHM 3a00pe MaTepuaia J0 Hadaja
aHTUOAaKTEepUaIbHOU TEpanuu.

Bcem nauyuemmam c kaunuxo-nadopamopuvimu npusnakamu TMA Heobx00umo
onpeoenenue akmuenocmu ADAMTS-13 ¢ uenvro ucknrouenus TTII. Onpenenenuve
AKTUBHOCTU TIOKa3aTelsisl BBINONHAIOT A0 Havana masmorepanuu (I1T). IIpm TTII
HaOmogaercst cHmkenne ADAMTS-13 no 5% u menee. Y maumentos ¢ STEC-I'VC,
al'VC u BropuunsiMu ¢dopmamu TMA ypoBenb ADAMTS-13 Bcerna Bwime 10%.
Crnenyet yuuThiBaTh, 4To cHKeHHMEe ADAMTS-13 MoxeT HaOII0IaThCsl TaKXke MpU
cucteMHbix 3aboneBanusix (CKB, karactpoduueckuit ADC), JABC-cunapome,
CENTUYECKUX COCTOSHUSIX.

B ciydasx OTCyTCTBUSI YCIOBHM HE3aMEIJIMTENBHOIO OIpPEACIICHUs] aKTUBHOCTH
nokazarens ADAMTS-13 y nanuenta ¢ Tshxensim TedueHueM TMA, cieayer yuYuThIBaTh
MOJIOKEHUE, B COOTBETCTBHM C KOTOPBIM YPOBEHb KpeaTHMHHMHA ChIBOPOTKH>150-200
MKMOJIb/JT B COYE€TaHMH C 4YHuciaoM TpomoOommtoB > 30 000/1 Mk mpakmuuecku
uckirodarot auarao3 TTIT u tsoxensiit nepumur ADAMTSI13 [4].



Onpenenenne aktuBHoctu ADAMTS-13  mpoBoautcss B ClieMATIM3UPOBAHHOU
nabopaTopuu.

NHcTpyMeHTA/IbHBIE HCCJIEIOBAHUSA:

e  JKI'. Hapymenust puT™Ma U cepIeYHON TPOBOJAUMOCTH.

e  Y3MU nouek. KoHTypBI OYEK COXpAaHEHBI HA BCEM IPOTSHKECHUM, POBHBIC, YETKHE.
Crpykrypsl nuddepeHnypoBanbl. [lupamMuabl HECKONIBKO YBEJIMYEHBI B pa3Mepax,
TMIIO3XOT€HHBIE. DXOIN€HHOCTh KOPTUKAJIBHOTO CJIOSI MAPEHXUMBI [IOBBILIECHA.

e  YiabTpa3ByKOBoOe AYIUIEKCHOE JONIICEPOBCKOE CKAHMPOBAHUE COCYAO0B MOYeK.
[Ipu mpoBeneHny AyNIUIEKCHOTO JonmuiepoBckoro ckanuposanus ([J1C) onpenensiercs
pe3koe O0EIHEHHE HWHTPAPEHATBHOIO COCYAMCTOTO PHUCYHKA, KPOBOTOK COXpaHEH
TOJIKO B MAruCTpPaJbHBIX, CETMEHTAPHBIX M HMHOI/A B €JUHUYHBIX HHTEPIOOApPHBIX
cocynax. Takke OTMe4YaeTcs pe3KOe TIOBBIIIEHUE PE3UCTUBHBIX XapaKTEPUCTUK
apTepUaIbHOrO KpOBOTOKA. IIpy pa3BUTHMM KOPTHKAJIBbHOTO HEKPO3a y OCHOBAHMS
IpamMuj Ha TPaHUIE KOPTUKAIBHOIO U MEAYJUISIPHOTO CIIOEB MAPEHXUMBI MOSBIISIETCS
Hempokas (1o 2-3 mMM) 30Ha moBbImeHHOM sxoreHHocTd. [Ipu JIJIC cocynucTsiii
PUCYHOK B IIPOEKIMH KOPTUKAIBHOIO CJIOSI TAPEHXUMBI HE OIIPEEIIACTCS.

e DOxoKI'. Ilpu moOoii ¢opme I'YC MoOryr OBbITh BBISIBICHBI NPHU3HAKH
TUAPONEPUKAP/IA, AapTepUAIbHOM THUNEPTEH3UH U CHEeUU(PUUECKHX TOpaXKEHUH,
0OyCIJIOBJIEHHBIX TPOMOO3aMH MEJIKMX W MHTPaMHOKapAHUalbHBIX cocynoB npu TMA.
[Manpenter ¢ al'VC, wumeromme wmyrtamun CFH/CFB/C3, antuCFH-anTuTena
MO/IBEPIKEHBI PUCKY PA3BUTHUS CEPICUYHO-COCYAUCTBIX OCIOKHEHHM.

e PenrreHorpausi OpraHoB TIpPyAHOM KJIETKH: CKOIUICHHME JKHUIKOCTH B
IJIEBPAJIBHBIX MOJIOCTSX, OTEK JIETKHX.

e  OcMmorp ruas”oro ana. [Ipy TMA MOXkeT pa3BUTbCSI OJHOCTOPOHHEE WU
OwatepaibHOE MOBPEXKICHHE OpraHa 3peHUs C OTEKOM JMCKa 3pUTEIBLHOrO HepBa,
MHTPApETUHAIbHBIMU  KPOBOM3IMSHUAMHU, MSITKMUMHU BaTOOOpPA3HBIMU JKCCyJaTaMu,
MaKyJISIpHBIM OTeKoM. Y maiueHToB ¢ al 'Y C Takke MOryT ObITh OOHAPYKEHBI CEPO3HBIC
pETUHAIbHBIE TMOBPEXKACHHS, BUTPEATbHBIE M XOPUOUJAIbHBIE KpPOBOU3IUSHUA,
HEOBACKyJIsIpu3alus, onTuueckas arpodusi, opraabMorierus.

IMoka3zaHus 1l KOHCYJIbTALMU CHENUAINCTOB:

®  KOHCylbmauyus pesmamonoca — TIPU HAJUYAH TPU3HAKOB CHCTEMHOTO
3a00JICBaHHUS;

®  KOHCYIbmMayus cemamoso2a — I UCKITI0UeHUs 00JIe3HEH KPOBH;

e  xoucynemayus peanumamonoza — OIIII, Mok, Apyrue HeOTI0KHbIE COCTOSHUS;

o  xoucynemayus Hegponoea — OIIII, pemenue Bompoca 00 IKCTPAKOPIIOPATHHBIX
METOJIaX OUHIICHHS KPOBH;

®  KOHCyIbmayus axkyuiep-cumekoioca — Yy OEpEeMEHHBIX; IPH TIOJO3PEHUU Ha
TUHEKOJIOTHYECKYIO TTATOJIOTHEO

®  KOHCyIbmayus oghpmanbmonoea — i ONEHKU U3MEHEHUH TJIa3HOTO JTHA;

®  KOHCYyIbmayus Kapouoio2a — B CIy4ae THKEJIOW apTepruaIbHON THIEPTEH3UH, TIPH
HaJUYMHA OCTPBHIX OCJOKHEHHH CO CTOPOHBI CEpPJIEYHO-COCYAMCTOW CHUCTEMBI, TpHU
JIEKOMITEHCAIIUH CEePACUYHO-COCYAUCTBIX 3a00JICBaHUH,



®  KOHCYIbmMayus Heepono2a — NPy HAIMYMHU HEBPOJIOTUYECKON CUMIITOMATHKH;

®  KOHCynbmayus uHGexyuoHucma — Npu HAIMYMU MHQOEKIIMOHHBIX 3a00JIeBaHMUI,

®  KOHCYyIbmMayus KIUHUYECKO20 ¢hapmaxkonoea — sl KOPPEKIHMH JTO3UPOBKU U
KOMOHWHAIIMKM JIEKAPCTBEHHBIX CPEJICTB, C YYETOM KIHMpPEHCAa KpEeaTUHWHA, IMpHU
Ha3HAUYE€HUHU JIEKAPCTBEHHBIX CPEJICTB C Y3KUM T€PANIEBTUYECKUM MHJIEKCOM.

®  KOHCYIbmayus Opy2ux y3KUX CReyuaiiucmos — 1o moKa3aHusM.

2.1 lnarHocTHYECKHUI aJrOPUTM (cxema:)

TpomSoumronenna (Mexee <150 x 10%a man Crupxenne YNCIa TPOMOOUNTORE Coee wen Ha 25% o
MCXOIMOro yposma)

AMermix, IIMSOLMT B MAIKe XPOEN,
oTpuuareasnax peaximx Kymdea,
nossmennni yposens JLIAT,
ancdyvioams opraMos

HET

PaccyoTpere Jpyrax
A BOSMOXHMX NPHIMN
TpOoMOOUMTONe HIN

IMpoderts xoaryaanm
(I1B, AYTB, J-a1msep

R JlewnTs npuwny I

HET

IMoxoAMTE T MEE PEIYISTATS Ha Ja - Moazepaazaroman

LIMroTOXCHH (OCes pexTamiad |~ ye Tepamux

l Masox, cepoxornx TILIP)

HET
Jlegerne

TITI al'VC/zroprrarmit I'YC

MMoxoxmrexsnnie Mapxeps: JA Jlewerate OCHOEMOTO
sadoaxesarmit, aCCOUMMPOBANNNIE CO — saboaesamnx

sropuaaanm I YC (CKB, KADC n ap)

HET

Jlegerxne al'YC I




2.2  uddepeHnuanbHblii AHATHO3 W  000CHOBaHHMEe  JONOJHHUTEJIbHBIX
HccJaenoBanmi [2, 5-8]:
Taauua 6. ludpdepenunanbuas nuarnoctuka TMA [2]:

Obocnosanue
ons K
Juazno3 oughghepenyuans QOobcneodosanusn pUmMEpUL UCKTIoRenud
o ouaznosa
OUAZHOCMUKU
. oceB  kKajma i | ® peLUANBHUpYIOIIEE
BbIsiBIEHUS KynbTypbl STEC | Teuenue TMA
(ma cpeny MacConkey naus | ® OTPUIATEIIbHBIH
E. coli O157:H7); pe3yabTar
. ompeneNieHne Imura- | 0aKTepruOIOTHIECKOro
TOKCMHA B  KajJe WM | UCCIEIOBaHUsl Kaja Ha
peKTaibHOM Maske MeTozioM | KyasTypy STEC
TILIP; . OTpHUILIATENbHBIN
. ONpe/eNieHue IIMra- | pe3yibTaT aHajlu3a Ha
TOKCMHA B  CBIBOPOTKE | BBISIBICHHE IIMIa-TOKCHHA
KpOBU; B Kajle WIH PEKTAIbHOM
- OIpeIeIICHUE B | ma3ke metoaom IILP
Tunuunsiii ['YC TMA ceiBOpoTKe KpoBu AT Kk | ™ OTpUIATEIbHbBIN
JUMONOJINCaXapuay pe3ysibTaT  aHaiM3a  Ha
HauboJee BBISIBJICHHE IIUTa-TOKCHUHA
pacnpocTpaHEHHOTO B | B CBIBOPOTKE KPOBU
JTAHHOM pEerhuoHe CcepoTura | ® OTpHUIATENbHBIH
E. coli. pe3ysibTaT  aHajaW3a  Ha
oOHapyKeHHe B
ceIBOpoTKE KpoBu AT K
JUTNONOJIUCAXapUy
HauOomee
pacnpoCcTpaHEHHOT O B
JTAHHOM pErvoHe CepoTuIia
E. coli
= ckpunuHr Ha STEC- | nnarno3 al'YC sBnsercs
I'vC IUArHo3oM HMCKIIOYEHHS,
. OIpezeIICHUE BBISIBJICHUE JIPYTHUX
aktuBHOCTH ADAMTS-13 MEPBUYHBIX U BTOPHYHBIX
al'yC TMA
. OIIEHKA MapkepoB | TMA uckmrouaet al' YC
3a00JIeBaHUMT,
aCCOLIMMPOBAHHBIX co
BropuuHbIM ['YC
Hacnencreennas OMpENIEJICHUE  AKTUBHOCTH | CTETICHb AKTUBHOCTH
WU IpHOOpEeTeHHAs TMA ADAMTS-13, ypoBHs | ADAMTS-13>10%,
TTII antuten Kk ADAMTS-13 OTCYTCTBHE  aHTUTEN K
ADAMTS-13
Steptococcus . AHTUTTOOYIUHOBBIA | ® OTpPULIATENbHBIN
pneumonia - tect (peakuus KymoOca) AQHTUTJIOOYJTUHOBBI  TECT
aCCOLIMMPOBAHHBIN . KYJIbTypajabHOE (peakuus Kym6ca)
I'YC (MCKITIOYHTD HCCIIeIOBaHNe . OTpHUIATEIbHBIN
y JIeTel B TMA OMOJIOTUYECKUX KUIKOCTEH pOCT  KYJIBTYpHI
BO3pacTe 710 5 JIeT) (KpoBb, IIJIEBPAJIbHBIN (KpoBb,




JKCCylaT, CIHHHOMO3TOBas
KUJIKOCTB ) C  IIEIbI0
oOHapyKCHHS THEBMOKOKKA
. [P C LEIIBIO
oOHapyKCHHsI THEBMOKOKKA
. MUKPOOHOJIOTUYECKA
u II0CEB KpPOBHU Ha

CIIMHHOMO3r0Bast
YKUJIKOCTB )

OTpULATCIIbHLIC

pe3ynbtatel [TLP

oTpuuarciibHasA

peakuus akTuBanuu -
AUM(OIUTOB (IKCTIO3UITUS

CTEPHJIBHOCTh AHTUT€HOB Tomcen-
. peakuus axtuBauuu | PpuneHperxa Ha
T-nmumdonuTon IPUTPOIIUTAX )
(?KcTo3uIUs AHTUTCHOB
Tomcen-®punenpeiixa  Ha
SPUTPOLIUTAX )
AyTOMMMYHHBIE antu-/{HK-anturena, OTpUIIATENIbHBIE MAapKEPhI
3a00JeBaHus aHTUHYKJICApHbIE aHTUTENa, | 3a00JIeBaHUH,
(cucreMHasi KpacHas AHTUKAPIUOJIUITUHOBbBIE aCCOLIMMPOBAHHBIX co
BOJIYAHKA, Bropuunslii aHTUTENa, antu-B2-I'TI1- | Bropuunsim I'YC
aHTHOCHOTUIHIH BapuanT TMA | aHTHTENA, BOJTYAHOYHBII
bl CUHIPOM) AHTUKOAryJIsHT
KOC, OMOXMMHYECKUN | OTCYTCTBUE TSKEJIOT0
aHaJIU3 KPOBU, ONPEIEICHUE | METaOOIMUECKOTrO
OpraHUYECKUX KHCJIOT, | au03a, KET03a,
olpeziesieHue aMMHOKMCIIOT | TUIEPIIIMIIMHEMUH,
B IUla3Me,  MPOBEACHUE | TUIIEPAMMOHHEMUH,
MOJIEKYJISIPHO- TUTIEPYPUKEMHH,
TE€HETUYECKOTO TUIIEPTOMOLMCTEUHEMUH,
WCCIICIOBAHMUSI €  IIENBIO | TUIIOTJIMKEMUH/THIIEPTIINK
BBISIBIICHUSI MYTAllMil B T€HAX | EMUHU, MTOBBIIICHUS B KPOBU
MUT, MMAA, MMAB, YpOBHSI
MCEE IIPONUOHWIKAPHUT
WHa, B HEKOTOPBIX
CIIyJasix
METHJIMAJIOHUIIKAP
MetunmanoHoBas HUTMHA W CHWXEHUS
anuaypust coJiepKaHus
(uckmrounTh Y Bropuynslii CBOOOJTHOTO
JIeTed B BO3pacTe 10 Bapuant TMA KapHHUTHHA, B Moue
6 Mecsi1eB) OTCYTCTBHE  IOBBILICHUS
KOHLEHTpaLuu
METHJIMAJIOHOBOM
KHUCJIOTHI, 3-
TUIPOKCUIIPOIIMOHOBOM, 3-
THIPOKCH-N-
BaJIEPUAHOBO,
METHJUTMMOHHOMN
KHUCJIOTHI,
TOMOIIUCTHHA,
OTCYTCTBHE MyTaluu
T€HOB MUT,
MMAA,
MMAB,

MMACHC,




MMADHC, MCEE

TMA B akymiepckoit CpPOK TeCTallid Ha MOMEHT | CM. Tabmuiy 7
IIPaKTHKE! passutusg TMA,
Uckmounth (hepMeHThI MEYCHH,
“Heakyuiepckue” ONpe/Ie/IEHue  aKTUBHOCTHU
TMA (TTII, aI'YC); TMA ADAMTS-13, OLIEHKA
Hckmrounts TMA, akTuBHOCTH/muHaMuku TMA
aCCOLIMUPOBAHHEIE C ocJie poAOpa3peleHus
OEpEeMEHHOCTHIO
(mpeskmamricus,
HELLP-cunapom)
OTpHULIATENIbHbIE
BUY Bropuunslii MMMYHHBIN OJIOTTHHT Ha pe3yJbTaTbl  UMMYHHOI'O
Bapuant TMA BUY-undexuto omortuara  Ha  BUY-
UH(EKIHIO
TMA Ha  Qone cbop MoapoOHOro aHaMHe3a, | OTpULIATEIbHbBIE
3JI0Ka4E€CTBEHHBIX B T.4. C BKJIOYEHHUEM | pE3yJIbTAThI
HOBOOOpa30BaHUH, uHdopmanuu 00 | TMarHOCTHYECKOTo IMOMCKa
XUMHOTEPANIUU yInoTpeOIsieMbIX IPUYUH BTOPUYHBIX
(MHUTOMUIIUH, JIEKapCTBEHHBIX Mpenaparax; | BapuantoB TMA
OJICOMUIIHH, OHKOJIOTUYECKUI CKPUHUHT,
[UCIUIATHH,
WHTAOUTOPHI
VEGF),
TpaHCIUIaHTALH, BropudHbie
fpuemMa Bapuantel TMA
JIEKapCTBEHHBIX
IIpenapaToB
(opanbHbIE
KOHTPAIICTITUBBI,
MHTHOUTOPBI
KaJbLIUWUHENPHUHA,
TUKJIOMU/IVH,
KJIOTUJIOTPEIb,
UHTEPPEPOH,
XWHWH)

Tadmmua 7. [IuddepenuunanbHass auardHocruka npu TMA B aKyuepckou

npaktuke [5-8]:

Ilpesxknamncusn HELLP- OXT'b yiil al’'yYC
CUHOPOM
CPOK r'ecTaliy Ha ITocne
MOMEHT Pa3BUTHS mocze 20 1 Tp. H-111 Tp. pOOB —
TMA nocite 20 He. HEJI. 79%
AprepuasHias 100% 80% 2550% | pemxo | 80-100%
TUIEePTEH3US
[Mopaxkenue [THC HET Het HET aa ~50%
OI1IT 1% 3-15% 20-100% 30-80% 100%
I'emommTrrieckas -[+ +[++ -[+ ++[+++ ++[+++
aHEMUS
TpombonuToneHus -[+ ++ -[+ +4+/+++ +/++




[ToBermenne AJIT
’ -+ ++ +++ -1+ -1+
ACT
CreneHk aKTHBHOCTH M.O. CHIKEH M.O. CHIKEH B HOpME <5% M.6.
ADAMTS-13 0 0 p CHIDKEH
Pe U IocJje
AyKH 2-3 nud 1 Hen 1-2 nusa HET HET
pOJIOpa3peIICHHs
Taoauna 8. O0ocHOBaHNe JONMOJHUTEILHBIX HCCJIEeI0BAHUM
Hceeneoosanue Oobocnoeanue
CBIBOPOTOYHOE JKEJNE30, MapKepbl reMOJIN3a;
bepputuH nuddepeHmanbHas JUarHoCTHKA aHEMUI;
TB, I1B, MHO, AUYTB, )
olleHKa mpoWiIs  KOAryislud, HWCKJIIOYEHHE  CHHIpOMA

¢bubpunoren, PKOM, JI-numep,
aatutpomouH I1, mporenn C,
MPOTEHH S,

JTUCCEMHUHHPOBAHHOTO BHyTpucocyauctoro ceeproiBanus ([IBC);
MCKIIIOYEHHE MPOTUBOMOKA3AHUIN K aHTUKOATYJISIHTHOU TEparuu,

C-peakTUBHBIN O€I0K
(KOJIMYEeCTBEHHBIN aHAINU3);
MPOKAIBIUTOHUH,;
IIPECETICUH

PEKOMEHIyeTCs MMallMEHTaM, UMEIOIINUM IPU3HAKU CENTUYECKOIO
COCTOSIHUS, Pa3BUTHsI CHHIPOMA CHCTEMHOM BOCHAIMTEIbHOU
peakuuy, CUHAPOMA IOJMOPTraHHOM HEIOCTaTOYHOCTH; IIpU
CHUMIITOMAX TSDKEJbIX MH(PEKIMOHHBIX, THOWHO-BOCTIAIUTEIbHbIX
IIPOLECCOB PAa3IMYHOM JIOKAJIM3ALMK; IPU IOJO3PCHUM HA
pa3sBUTHE TIE€HEpAIN30BaHHOW OakTepualbHOW MH(EKUUU; IMpH
MOJIO3PEHUM Ha TPUCOECIUHEHUE BTOPUYHOM OaKTepHaaIbHOU
MHQEKIUM Yy T[AUEeHTOB €  BUPYCHBIMH  HMHQEKIUSAMH,
QICPrUYeCKUMH,  ayTOMMMYHHBIMH ~ 3a0O0JICBaHMSMHU;  TPU
Ha3HAUYE€HUH U MOHUTOPUPOBAHUHU AHTUOAKTEPUATIBHOHN Tepanuu

KuncnotHo-ocHOBHOE cocTOsIHME
KpOBH

C OC€JIbKO JUAarHoCTHKH HapyHIGHI/Iﬁ KHUCJIOTHO-OCHOBHOTI'O
COCTOSIHU A KPOBH, KOHTPOJIA TOKa3aTesieil B JAHAMHKE,

peBMaTOUIHBIN (pakTop,
aHTUHYKJICApHbIE aHTHUTENA
(ANA), anTuTena k
HKCTPArupyeMbIM sIIEPHBIM
anturesam (ENA),
aHTUHYKJIeapHbIi pakTop (AHD)
Ha KyibpType Hep2,
aHTHUTENA K ABYXCIUPAIbHON
JIHK (anti-dsDNA),
AHTUHEHUTPOPUIIbHBIE
[IUTOIUIa3MaTHYECKUE aHTUTETa
(ANCA), anTudochomunuaabie
aHTHUTEJIa, BOJTYAHOUHBIM
AQHTHUKOATYJISHT, aHTUTENA K
MUKIHYECKOMY IUTPYILTHHOBOMY
HNEeNTUIY

CKpUHHUHT aYTOHMMYHHOﬁ IIaTOJIOTHH,

¢dpakuun kommiaementa C3, C4,
CH50

CKPUHHHT Ha BBIsIBJIEHHE e()EKTOB CHCTEMBbl KOMIUIEMEHTA;
OIpezeIeHUE oOmiei TeMOJIMTHYECKON CIIOCOOHOCTH
komruieMenTa (CHS50) mpumensiercst 11st oneHkH 3G ()EeKTHBHOCTH
OnmokaZpl KOMIUIEMEHTa B ciydae Hed(h()EeKTUBHOCTH Tepanuu
Oxynu3ymabom; Papynuzymadbom™;

IapaTUPEOUIHBII TOPMOH

HNCKJIFOUYCHUC MHHEPAJIBbHO-KOCTHBIX HapyIHeHHfI, OII€HKAa




nokasaressi BXOAUT B Ju(epeHINaTbHYI0 TUArHOCTUKY MEXIY
OIIIT u XBIT,

MoOUY€BadA KHCJIOTa

runepypuxkeMust Moxxet Habmronarecs kak npu Ol XBIL, tak u
OpU  HEOIUIaCTUYECKMX  3a00JEeBAHUAX  KPOBETBOPHOM U
TuMGbaTHIECKON CHCTEM;

kpeatuHdocdokunaza (KOK);
MB-u3zodepment
kpeatuHpochokunazpl (KDOK-
MB);
cepaeuHble TporoHuHsL: I, T,

CKPUHUHT TOBPESKICHUS KIETOK, OOOTAIIeHHBIX (EepMEHTOM
(cepneyHast MBIIIIA, CKEJIETHAs MYCKYyJaTypa, TOJOBHOW MO3T,
HIUTOBUIHAS JKelie3a, JIETKUe);

JIMarHOCTHKA MopaxeHus cepana npu TMA

JIMIIa3a, aMmujiasa

y Bcex mnamueHToB ¢ npusHakamu gucyHkiun  KKT,
He3aBUCUMO OT ¢opmbl TMA, BO3MOXHO TOpaX€HHE
MOJUKEITYIOYHOM KEJIE3bl

OIpEeCIICHNE AaKTUBHOCTH
¢dakropos Xl, X, IX, VIII, VII, V
B CBIBOPOTKE KPOBU

pEeKOMeHAyeTCs MalueHTaM ¢ TpoMO0o3MOonIuel JerouyHon
aprepuu, HHPAPKTOM MHOKap/a, TeMOPPArHdeCKUM HHCYIbTOM U
TpoMOO3aMH  JPYroi JIOKaIM3alMU C 1LEeJbl0 MCKIIOYEHUs
TpoMOoprIINU

TOMOIIMCTENH, BUTaMUH B12 n
dosmeBas KHCII0Ta

IIpH MO103pEHNH Ha AePuuT kobanamuna C

CBOOO/THBII TEeMOTJIOONH B KPOBHU
A B MOYE

MAapKEphbI IreMOJIM3a

CyTOYHast
ANbOYMUHYPHS/TIPOTEHUHYPHSI UITU
OTHOILICHHE
anbOyMHUH/KpEaTUHUH,
MIPOTEHH/KPEaTHHNUH;
aHaJIM3 MOYH 10 3UMHHUIIKOMY;
aHann3 MouM o HeuumnopeHnko;
npoba Pebepra;

OIIEHKA (DYHKIITMOHAIBHOTO COCTOSIHUS TTIOUEK

JMAarHOCTHKA BUPYCHBIX
uHpekuuii metogom [11IP, UDA
(Bupyc rpumma A, B, C,
aZICHOBHPYC, BUpYyca JNIITEHHA-
bapp, nuromeranosupyc,
SHTEPOBUPYC, POTABUPYC,
peoBupyc, aCTpOBUPYC, BUpyca
HopBgoJik)

JMarHOCTHKA BUPYCHBIX AUAped PEKOMEHIYETCs IalMeHTaM C
NpU3HAKaMU TOPaKEHUS KeNyJIOYHO-KUIIEYHOTO Tpakra Oe3
Jvapeu / ¢ auapeei, manueHTaM ¢ KaTapajlbHbIM CUHIPOMOM 0e3
quaped /¢ guapeed  JUISL  JUAarHOCTUKM — KOMIUIEMEHT-
aKTUBHpYyoIero cocrosiHus npu al'yC

oOHapyXeHHE THEBMOKOKKA B
OMOJIOTMYECKUX JKUAKOCTSIX
(KpoBb, TIEBpaAIbHBIN IKCCY/AT,
CIIMHHOMO3TOBas )KUKOCTB )
meroaom [111P;
MHUKPOOHOIOTHYECKHI TOCEB
KpPOBH Ha CTEPUIILHOCTH

PEKOMEHJIOBaHO y mnanueHtoB ¢ TMA u  nopaxkeHueMm
NETKUX/pa3BUTHEM MCHHHTHUTA, cercuca JUIST
uckmoueHus/moareepxxacaus SPA-I'YC;




ITaHens T€HOB, MyTallMU KOTOPBIX
acconuupoBansl ¢ al'YC:

<> MYyTaI|H/IeIeIUd  TCHOB
komiuiementa (C3, CD46 (MCP),
CFB, CFH, CFHR1, CFHRS,
CFHR4, CFHR5, CFHI)

<> MyTalli TeHOB OEJIKOB
CUCTEMBI KOAryJISIIIAH
(TUTa3MUHOTE€H, TPOMOOMO TYITHH)

Ilpu  al'VC  pexomenoogano  nposedenue  MONEKYISAPHO-
2eHeMUYECKO20 UCCIe008aAHUS MEMOOOM CEKBEHUPOBAHUSL HOBO20
nokonenusi (NGS) u cexgenuposanus no Coneepy 0714
uoenmughuxayuu 2eHemudeckux Mymayutl, AccoyuupoOBanHuIX C
pazeumuem al'VC. Cneayer yuddTbIBaTb, 4YTO MPOBEACHUE
TeHETUYECKOT0 MCCIIeIOBAaHUSl HE SIBISETCA 00A3aTeNbHBIM JUIS
ycraHoBneHust quarHos3a al'YC u anst BIOOpa TaKTUKU TEPaIU.
[IpoBenenue TeHETUYECKOTO UCCIIeTOBaHUS ABIIETCS
1enecooOpasHplM  Mepei  TPAHCIUIAHTAUMEeHd  HOYKH Ul
OmpejieNieHusT pUCKa peuuauBa 3a00JeBaHUS M MPOrHO3a
BBDKMBAEMOCTH IIOYEYHOI'O TpAHCIIAHTAaTa, a Takke IpH
passutin ['YC de NOVO mocie TpaHCIUIAaHTAlMH M CEMCHHBIX
cayyasix al'YC.

Ayto-CFH-anTutena

Hus wucxmouenus al'YC, pa3BuUTHE KOTOPOTO OOYCJIOBIECHO
aHTHUTEIIAMHU, pexkomenayerca  ucciuenoBanue  aHtu-CFH,
OCOOGHHO Yy JeTed, TMOJAPOCTKOB W MOJOJBIX B3POCIBIX.
HeoOxonumMo mOIYEpKHYTD, yro ayro-CFH-anturena, kak
MIPABUJIO, BBISIBIISIFOTCS TIPH HATMYHH JCICIUN PEIUT-PaKTOpoB

CFHR1, CFHRS.

VY3 Opro1rHoi MOJIOCTH, TTOYEK

PEKOMEHAYCTCA BCEM MAllUCHTaM C TMA ¢ J1(SA)02310) CKpHHHHrOBOfI
JAUArdHOCTUKH MOPAKCHUSA ITOJIbIX U MAPCHXUMATO3HLIX OPIraHOB;

VY3U opranoB Majnoro tasa;
TPY3U

UCKIIIOYEHHE  HOBOOOpa3oBaHUS  MpPU  MOJO3PEHMHU  Ha
HEOIJIACTUYECKUI MPOLIECC;

Y 3U nneBpalibHbIX MOJOCTEH

OIIpCACIICHUC ob0beMa IJICBPAJILHOI'O BBIIIOTA

Y3I" cocynoB nouek

C I[ENTbI0 JUATrHOCTUKHU MaTOJOTHUYSCKMX M3MEHEHUMN

Onexrposennedanorpadus

PCKOMCHOOBAHA IMPU HAJINMYNH HCBpOHOFI/I‘ICCKOI\/JI CHUMIITOMaTHUKN

UCKIIIOYEHUE DOPO3UBHO-S3BEHHOIO IIOPAXKECHUS  KEIyIOYHO-
KHMIIIEYHOTO TPAakTa BBUAY BBICOKOTO PHUCKa KEIYJOYHO-
oI aAC KHUIIEYHOTO KPOBOTEUYEHHUS npu HCIIOJIb30BAHUH
AQHTUKOAryJlssHTOB;  HUCKJIOYEHHE  HOBOOOpPA30BaHUS  IpPHU
MIOJI03PEHUH Ha HEOIJIACTUYECKUI IIPOLIECC;
UCKJIIIOYEHHE  HOBOOOpa3oBaHUS  MpU  NOJO3PEHMH  Ha
Kononockonus

HEOITACTUYECKHUI IIponece;

KT rpyanoro cermenra,
a0JIOMHHAIILHOTO CETMEHTA,
OpraHOB MaJIOro Tas3a

IpU MOAO3PEHUU HAa CHCTEMHOE 3a00J€BaHHE C MOJIMOPTaHHBIM
MOPAKEHUEM, TIPU MO03PEHNHN HA HEOTUIACTUYECKYIO MPOLECC

MPT aOnoMUHAIBLHOIO CETMEHTA,
OpraHoB MaJIOro Ta3a

pu MMoAO3pEHUN Ha CHCTCMHOC 3a00JIeBaHUE C MMOJINOPTraHHBIM
MOPAKCHUEM, TTPHU TOAO3PCHNHN Ha HCOIIACTUYCCKYIO ITPOLICCC

MPT wmnu KT rosoBHoro mo3sra

PEKOMEH/IOBAHO BCEM NAIMEHTaM C IPU3HAKAMHU [OPAXKECHUS
LEHTpaJbHOW HEpBHOW cucTeMbl mHpu aroboit dpopme TMA ¢
LENbI0 OLIEHKM CTENEHM M3MEHEHUHl B CTPYKType MO3ra,
COCTOSIHUS ¥ IPOXOAMMOCTHU COCYJIOB FOJIOBHOT'O MO3I3,;

[TynknronHast OMOTICHS TOYKA

[IpoBeneHne OWONCHM TIOUYKH HE SIBIACTCS OOS3aTCIBHBIM JIJIS
muarHoctTuku  TMA. buorcus mouku 1enecooOpasHa st
Bepu(DUKAIIMN TUATHO3A B CICTYIONTUX CIIyJasiX:

< HEOOXOIMMOCTh ~ OTpeACNeHUs] TPUUNHBI
Hannuun comuennii B quarnose al YC/STEC-T'YC,
X OTCYTCTBHUE IIOJIHOTO 1abopaTopHOTO
cumnToMokomIuiekca TMA (4atie Bcero TpoMOOIIUTOIEHHUH),

< MpY HAIMYUH MACCUBHOM MPOTEMHYPUU B COUYETAHUHU C
aHeMHUel U TPOMOOIIUTOTICHUEH,

OIIIl npmu




<> IpU OTCYTCTBUH 3((eKTa OT MmIa3MoTeparnu,

X/

X nmoJ03peHue Ha BTopuyuHbie popmbl TMA,

X/

K 110/103peHHe Ha XpoHuueckyro TMA;

/7

3. TAKTUKA JIEYEHUS HA AMBYJIATOPHOM OTAIIE [1, 2, 4, 9, 14]:

3.1 HemeaumkaMeHTO3HOE JieYeHHUE:

e coOmogeHue pexuma (YCTpaHCHHE MEPEOXTIKICHUM, CTPECCOB, WHTEHCHUBHBIX
bu3NYECKUX HArPy30K);

e  coOmromeHne JIAETHI, UCKJIIOUECHHE MOTPEITHOCTEH B MATAHNH;
ePCOHU(DHUITMPOBAHHBIN BBIOOP CTOJIA JIOJDKEH OBITh OCHOBAaH Ha IPEBAMPYIOIICH
KJIMHAYECKON KapTHUHE Y KaKJIOTO OTACIBHOTO MaIllUCHTa,;

e  coOusoaeHue TTpaBuII NpeaoTBpaleHrs kontaMuHauu STEC.

3.2 MeaukaMeHTO3HOe JIeYeHHue: HET.
3.3 Xwupypruueckoe BMeNIATEJIbCTBO: HET.

3.4 JlanbHelillee BeJeHHE:

Ianuentsl ¢ STEC-I'YC:

o JmuTenpHOCTh TUHAMUYecKoro HabmroaeHus nocie nepeneceHHoro STEC-T'YC
JOJKHA COCTABJISATh HE MEHEE 5 JIET U 3aBUCHT OT TskecTH nepeHecennoro STEC-I'YC,
HaJIU4Msl IPOTEUHYPHUH, apTEPUATIbHON TUTIEPTEH3UU M YPOBHSI CKOPOCTH KITyOOUYKOBOM
¢bunpTpanuu. J{Baxabl B TOJl pEKOMEHIyeTCsl IPOBOJIUTh MOHUTOPUHT OOIIEro aHallnu3a
KpOBU C TpPOMOOIMTAMH W KOHTPOJIb MOYEUYHbIX (GYHKIUNA (KpeaTHHUH, OIICHKA
ckopocTu Kiy0oukoBoit puubrpanun). [Ipu noctuxenuu XITH tpebyercs npoBeneHue
€e TMOCHUHAPOMHOW TEpamuMd M pEIIEHHE BOIpPOCa O CBOEBPEMEHHOM Haualie
3aMECTUTEIIBHOM TMMOYeYyHOW Tepanuu. [loBTOpHBIE TOcCHUTanM3alMu TOKAa3aHbl B
OCHOBHOM TIPU MIPOTPECCUPOBAHUM MTOUECUHON HEJJOCTATOUHOCTH.

MManuentsi ¢ al'YC:

e Benenue nanuentoB ¢ al 'Y C ocymiecTBisieTcss HePpPOIOTOM.

e Jlpu cTaOUIBbHOM COCTOSIHUM TAllMEHTa W  XOpPOIIeH  MepeHOCHUMOCTU
Dkynu3zymaba/PaBynn3ymabda* miaHoBOe BBEICHHUE Mperapara MOXKET OCYIIECTBIISThCS
B YCJIOBUSAX JHEBHOTO CTallMOHApA.

e Jlpu peunmuBe TMA (aHemusi, TPOMOOUMTONEHUS, YXYIALIEHHUE MOYEUHBIX
(GyHKIIUA ¥ TOSBJICHUE TMPU3HAKOB OKCTPAPCHAIBHOTO TMMOPAXEHUs) TOKa3aHa
He3aMeJTuTeIbHasl TOCIIUTAIM3alUs B CTal[MOHap.

o  Credyrowue n1abopamopmvie nokazamenu ciedyenm MOHUMOPUpo8ams ¢ 4acmomou
1 paz 6 mecay, no mepe oocmudiceruss cmabuibHol pemuccuu - 1 pas 6 3 mec., uepes 1
200 - 1 pa3z 6 6 mecsayes:

OO0mwmit aHamM3 KPOBH

buoxumuueckuii ananu3 KpoBu (KpeaTHHUH, MOYeBas KUCIoTa, ansoymun, JIJIT)
OreHka CKOPOCTH KITyOOUKOBOM (PrthbTpariuu

OO6mwmit ananmM3 MOYu

CyTOYHasi anbOyMUHYpPUS/TIPOTEUHYPUSI UM OTHOUIEHHE albOyMHH/KPEAaTUHUH,

/ /
0‘0 0‘0

3

*

3

*
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MPOTEUH/KPEaTUHUH;




o  Habnwoenue nayuenmos, noayuarowux neverue Ixyrusymadbom/Pasynuzymabom™,
npogooumcs 1 pasz 6 mecay:

OOmuit aHaM3 KPOBH

buoxumudeckuit ananu3 kposu (kpeatuHus, JIJI)

OreHKa CKOPOCTH KITyOOUKOBOU (DUITBTpAIIUU

OO0t aHanmm3 Mo4u

Kontpoas AJ]

J J O/ 7 7 7
0‘0 0‘0 0‘0 0’0 0’0 0’0

MOHUTOPHUHT COIMYTCTBYIOUIUX 3a00J€BaHNUN ITPU HEOOXOIUMOCTH.

4. NMOKA3AHUA JIsA TOCHUTAJM3ALIUU C YKAZAHUEM THIIA
TF'OCIIMTAJIM3ALIUMA [1, 2]:

Bce manueHTs! JOMKHBI OBITh TOCIUTAIU3UPOBAHBI B MHOTOTIPO(UIILHBIE CTAlIMOHAPHI C
OTAEJICHUEM PEAHUMAIIMM M MHTECHCHUBHOW TEpaIluH, OCHAIICHHBIM anmnapaTtypou s
3KCTPAKOPIOPAIBHOTO OUUILEHUS KPOBHU.

4.1 Ilokazanus A/ IVIAHOBOW IOCIUTAJIU3ANUN:

® T[pPOBEJEHUE MATOTCHETHUYECKOW KOMIUIEMEHT-OJIOKUPYIONIEH Tepanuu Ipu
HEXU3HEYTPOKAIOIIUX BapUAHTAX TCUCHHUsI 3a00JICBaHNUS;

®  TMpOBEICHHE KIMHUKO-IMATHOCTUYECKOTO ITOMCKA MPUYHHBI HEIP(HEKTHBHOCTH
KOMIJIEMEHT-OJIOKHPYIOIIEH  Tepamuu TP HEKU3HEYTPOXKAIOIMIEM  TCUYCHUHU
3a001eBaHu,

®  HEOOXOIUMOCTH BBITIOJHEHHUS HePpodHroncuu;

®  MpOBEJEHHUE IUIAHOBOTO MOBTOPHOIO BBeNeHUs DKynuzymada/PaBynuzymabda™ mpu
HEXHU3HEYTPOXKAIOIIEM TCUCHUH 3a00IEBaHNUS.

4.2 Tloxka3zaHus 1J1s1 IKCTPEHHOM rocUTATU3AIMNHI:

e [lanmentrsl ¢ npusHakamMu TMA u pa3BUTHEM JKU3HEYTIPOKAIOIMIMX NPOSBICHUN
3a001€BaHUsl — OCTPOrO0 TMOBPEKIEHUS IMOYEK C HEOOXOAMMOCTBIO B MPOBEJIECHUU
3aMECTUTENIBHOW  IOYEYHOW  TEpamuy, OCTPOM  CEpIEYHOM M JbIXATEIbHOU
HEJIOCTaTOYHOCTH, TSKEJIOrO NOPAKEHUS KEIMYJ0YHO-KUILIEYHOTO TPAKTA, LICHTPAIbHOU
HEPBHOW CHUCTEMBI, OpraHa 3pEHMs, I'€MOJIMTHYECKOM aHEMHMH, I'€éMOppParu4eckoro
CHUHJIPOMA C IEJIbI0 TNEPBUYHON JAMATHOCTUKH, IMPOBENEHUS IUIa3MOTEpanuu W/Uiu
KOMIUIEMEHTOJIOKUPYIOIIEH Teparuu.

e  HeoOX0IMMOCTh 3KCTPEHHOIO Hauaja KOMILIEMEHT-OJIOKUPYIOLEH Tepanuu y
MMalMEHTOB ¢ peruauBoM octpoit TMA.

5. TAKTUKA JIEYUEHUSI HA CTAIIMUOHAPHOM DTAIIE [*249.12.14]:
5.1 Kapra Ha0ai01eHns MAlHEHTA, MAPIIPYTHU3ALNS ALMEHTA: HET.
JEYEHHUE STEC-T'YC

Ienun neyenus:

® KYIHMPOBaHUE KIMHUKO-Ta00paTOpHBIX MposBieHnit TMA;



® MaKCHUMaJIbHO BO3MOXXHOE BOCCTAHOBJICHHE (PYHKITUU MOPAKEHHBIX OPTaHOB (B TOM
qucie MpEeAYNPEKICHHUE pa3BUTHUS TEPMUHAITBHOM cTaauu MOYEUHOU
HEJIOCTATOYHOCTH).

5.2. HemeuKkaMeHTO3HOE JIeUeHHe:

PexxuM: B 3aBUCHUMOCTH OT TSXKECTU COCTOSIHUS MallMeHTa.

Jluera: orpaHUYeHHE MOBAPEHHOM COJU M KUJIKOCTU (0O0BEM MOIy4aeMOM KUIKOCTHU
PACCUMTHIBAIOT C YYETOM JMype3a 3a mpeabiaymuil aeas + 300 mi1) mpu 10CTaTOYHOM
KaJlopaXke M COJAEpKaHWU BUTAaMUHOB. [Ipu Hanuuuu oTexkoB, OCOOCHHO B MEPUOJ UX
HapacTaHus, COJEp>KaHUE MOBApEHHOW coiM B muile orpanmuuBaerca o0 0,2-0,3 r B
cytku. KonnuectBo kanopuii u 0enka qoikHO cocTaBuTh 100% OT peKOMeHI0BaHHOM
CyTO4YHOM TOTpeOHOCTH. Heo0XoauMoCTh B MapeHTEepaTbHOM IMUTAHWW BO3HUKACT B
cllydae Mpo0HKAIOIIENCs PBOTHI /WU TUAPEH.

5.3 MeaukaMeHTO3HOe JeYeHue:

Bcem mamumentam ¢ STEC-I'YC pexkomeHaoBaHa KOppeKIUsi HUKEONNCAHHBIX
COCTOSIHMI WM MPOBe/ieHHe NMPEeBEHTUBHBIX MepP NMPH OTCYTCTBUH (GOPMUPOBAHMS
MOCJIeTHUX:

l.reMoIMHAMUYECKUX  HApPYIICHWM;  BOJIEMHYECKHX  PACCTPOMCTB;  aHEMMUH,
apTepuaIbHON rurnepTeH3uu; deKkTpoautHoro o6amanca; KOC;

2.1poQUITaKTUKA HAPYIICHU HYTPUIIMOHHOTO CTaTycCa,

3.mpoduIaKkTAKa W Tepamusl THIMOKCUYCCKU-HIIEMHYECKUX TOPaKCHUH, B TOM YHCIIE
TOJIOBHOTO MO3Ta, MPOPHUIAKTHKA CYJOPOKHOTO CHHIPOMA.

PexoMen10BaHO NpoBeleHNe AHTUOAKTEPUAILHOM Tepanuu y nauueHToB ¢ STEC-
I'YC, mnposBaswmumcas B TOoM umciae OIIII, TtpedyrommuM mnpoBeaeHus
3aMecTUTEIbHOI moveuHoii Tepanumn (3IIT), a Takike NMpU HAJIUYMM CHUCTEMHOI
BOCHAJIUTEbHOM PeaKIuy ¢ MPU3HAKAMH CENTHYECKOr0 MIOKA

IpoBenenne nmiasmorepanuu (IIT) B pexkxume TpaHcdysuii cBeke3aMOPOKEHHOI
mia3mbl (C3I1) pexkoMeHI0BaHO BCeM JIeTAM ¢ TsKeJabIM Teuennem STEC-I'YC.

. [Tpu tsoxenom teuennn STEC-T'YC Hapsagy ¢ MAT'A, TpoMmOouuToneHuen u
OIIIl wnabmomaercd aHypus NPOAOCKUTENBHOCTBIO 0OoJiee CYTOK WM Tpuaaa
cumntomoB (MAI'A, tpomGorutonenuss u OIIIl) B cowetanum ¢ aHypHei,
apTepuaIbHON TUNepTeH3UEN U/UITU CYTIOPOKHBIM CHHJIPOMOM.

= Honopckast C3I1 B cBoeM cocTaBe MMEET IMOJHOIEHHO (YHKIIMOHUPYIOIIHNE
(akTOpbI CUCTEMBI CBEPTHIBAHMSI, UTO KOPpPETUpyeT NeUIUT B CUCTEME reMocTasa, a
TaK)kK€ KOMIIOHEHTHI (PUOPUHOTUTHIECKON CHCTEMBI.

e  Pexomenayemsiii 00beM TpaHchysuu C3II coctaBisier 1040 mu/kr/cyt. Beibop
o6bema C3II 3aBUCHUT OT COCTOSIHUSI CEPJICUHO-IETOYHOMN e TETLHOCTH.

Ilnasmooomen (I1O):

o Jleram IIO mpoBomsar ¢ obvemoMm skchysum 60-75 Mi/Kr/c ¢ 3amernieHUEM
anpexkBatHbiM 00bemMoM C3IT (1,5 OLIIT). YacToTa u nponomkurensHocTh [1T 3aBUCHT OT
ee 2 PEeKTUBHOCTH.



e [IO mnpomomkaloT A0 CTaOWIBPHOW HOPMAJIM3alMU YHUCIA TPOMOOLMUTOB U
MPEKpaIlCHUs] TeMOJiM3a B TeYEHUE HEe MeHee 2-3X JHel (OlleHKa MPOBOJMUTCS HaA
ocHoBanuu JIJII).

AOcCoMIOTHBIMH TIpoTHBONOKazanusiMu kK I[IO saBasiioress  (wezagucumo om
803paCMHOU Kame2opuu):

e  HecTaOWJIbHBIE TeMOJMHAMUYECKUE MTOKa3aTellu;

e  cepleyHas HeJOCTaTOUYHOCTh B CTAINH JIEKOMIICHCAIINH;

e  wH(}Y3USI CHMIATOMHUMETHKOB B MacCUBHOMU /03¢ (momamMuH 6osee 20MKI/Kr/MUH),
uH(Y3Us Ba30MpeccopoB (HOpaApeHAIMH, aipeHAIMH, Ba30TPECCHH);

®  KPOBOTEYEHUE JIIOOOM JIOKAIU3AIUY;

e  1epeOpalibHBIN UHCYJIBT B OCTPON CTaINH,

®  OTEK JIETKUX;

e  BeIpaxeHHoe si3BeHHOE nopaxkenue KKT.

OTHocuTeabHbIMM  NpoTHBONOKa3anusiMu K IIO  cayxar (nesasucumo om
803PACMHOU Kame2opuu):

®  Tepuoj HOBOPOXKIECHHOCTH,

e  aHeMusd IIPU COAEPKAHUH SPUTPOLUTOB MeHee 3,0x10%%/1, reMorno6una mMenee 75-
90 1/m;

e runopubpuHoreneMus (ypoBeHb GpudpuHorena meunee 2,0 r/m);

e  TUNONpOTeHHEMUs (CcoAep:kaHue o01Iero Oeyka B KpoBU MeHee 55 1/1);

®  HCKOPPUTHPOBAHHAS TUTIOBOJICMHUS.

Bo3mo:xHble ocsio:xkHeHus 11O:

runotensus (Tpedyromias nHGY3UOHHOM Tepanun);
TUTIOKATBITUEMUS,

aJUTePTHYECKHUE PEaKITNH,

TsDKEJasi aHEMUS;

BHYTPUCOCYAUCTHBINA TPOMOO3;

0OCTPYKITHS IIEHTPATBHBIX BEH,;

TpoMOO03 KaTerepa,;

KaTeTepHbIe UH(PEKIIUU.

IHannenram c¢ 000l Gopmoii TMA, TeueHHe KOTOPOl He OCI0KHIWIOCH
KpPOBOTeYeHHeM, NpoBe/ieHue TPaHCcy3uil TPOMOOKOHIEHTPATA Helle1ec000Pa3Ho
U He PEKOMEHI0BaHO.

Tpancdy3uu  TpomOOKOHILIEHTpaTa Moryt ycyryoute Tteuenne STEC-I'VC,
WHAYIIMPOBAB HOBBIC AMH30/IbI TPOMOOOOPA30BaHUs B COCYAaX MHUKPOIUPKYISITOPHOTO
pycaa.

Mamuentam ¢ STEC-T'YC, umewimuM aHemMuio Ttsikeaoii cremenu (HB Mmenee
75r/71), He00X0AMMO POBOAUTH €€ KOPPEKUMIO.

B octpom mnepuone STEC-T'YC pgns KoppeKIud aHEMHUM CIIEIYyET MPOBOJUTH
TpaHC(hY3UHU IPUTPOIUTAPHON MACCHI/OTMBITBIX SPUTPOLIUTOB B pacueTHou moze 10-
15mn/kr. B mepuone paspemenus STEC-I'YC npu coxpassitorieiicss aHeMun, KOTopas



He OOycClIOBJ€HA TI'eMOJIM30M, a BbI3BaHa JIPYTMMU MPUYMHAMH, PEKOMEH]yEeTCS
MPOBOAUTEL TEPAMUIO IPUTPOIOI3-CTUMYIHUPYIOIIUMU areHTaMu KOPOTKOTO JEUCTBUA
3 pacuera 100-150 ME/kr, kpaTHOCTh M YacTOTa BBEACHHUS KOTOPBIX 3aBHCHUT OT
YPOBHSI F€MOTJIO0MHA.

Hanu4yune aprepua/ibHOil rUNepTEeH3UN TPedyeT NPOBeAeHUA AHTUTHIIEPTEH3UBHOM
Tepanu. Koppekuus aprepuanbHOro JaBJIEHUS MPOBOJUTCS COTJIACHO KIMHHUYECKOMY
IPOTOKOJY JUArHOCTUKM U JIeUeHus «AprepuajpHas THUIEPTEH3Us y JAeTed u
HOJPOCTKOB.

IlepeyeHb OCHOBHBIX JeKapcTBeHHbIX cpeacTB (umewmmx 100% BepossiTHOCTH
NPUMEHEHUs1): HET.

IlepedyeHb 1OMOJTHUTEIBHBIX JEKAPCTBEHHBbIX cpeacTB (MeHee 100% BeposiTHOCTH
NnpUMeHeHus1) — Tabauna 9.

Mesicoynapoonoe
yHap Cnocoo Ypoeeno
Dapmakomepanesmuuecka | HenameHmoBaAHHO
NpUMEHEHU | 00KA3ameabHOCH
A 2pynna € HauUMeHOoB8aHue p "
JC
[Ipenapatsl, BIUAIOIIAE HA DOnosTuH anbda I/K WJIU B/B B
KPOBETBOPEHUE U KPOBb. OnosTuH Oerta I/K WU B/B B
[Ipoune cTUMynATOPHI
P y P DONO3THH 3€Ta I/K WU B/B B
reMoI11033a. DpUTPONOITUH

3amecTuTeIbLHAS MOYEYHAS] TepaNus

[Tammmentam ¢ STEC-I'YC u mopaxkenuem mouek ¢ passutuem OIIIl HeoOxogmmo
peuienue Borpoca o 1enecoodpasHoctu nposeaeHuss 31T u Buga 3IIT. Bwibop
MOJQJIBHOCTH JUAIN3a OCHOBBIBACTCS HA TSHKECTH KIIMHUYECKOTO COCTOSHUS, CTEIICHU
MEeTa0OJIMYECKUX HAPYIICHUH, HATUYNHU MPOTHUBOTIOKA3aHUNA K OTIPEICICHHOMY METOIY
JManu3a, Bo3pacTe peOeHKa U aHTPOIIOMETPUUYECKHUX MOoKa3zaTessix (pocT, BeC).

X/

s IlepuTOHEanbHBIN 1HATU3 IPUMEHSAETCS MIPU CIEAYIOIUX COCTOSTHUSAX:

= wu3onupoBanHoe» OIIII;

"  BbIpaXEHHbIE HapylIeHus co ctoponsl [IHC;

"  BBICOKHU PUCK I'€MOPPArnue€CKUX OCIOKHECHUM;

"  BBIpAYKEHHAs HEIOCTATOYHOCTh KPOBOOOPAIIECHMUS;

"  HEBO3MOXXHOCTb (DOPMUPOBAHMS COCYAUCTOrO TOCTYIIA.
s IIponnennas BenoBeHo3Has remoguaduibtrpanus (IIBBBI'Id) pekomennoBana
MalyMeHTaM C BBIPAKEHHOW THMNEpruiparainuei, pa3BUTHEM OTEKa JIETKUX, MO3ra,

FI/IHCpaBOTeMI/Ieﬁ 1 HeCTaOMIBHBIMHU reMoaAnHaMHU4YCCKUMMU I10Ka3aTCIIIMU.

s T'emommanu3 SBISICTCS METOJOM BBIOOpA IMPH JICUCHUH TAIMCHTOB C COXPAHHOU
FEMOJMHAMUKON,  TUIIEPA30TEMHUEN,  TUOEpPrUApaTalued W OpU  HaJIW4YdH
MPOTUBONOKa3aHuil Kk ApyruM metojam 3I1T.

5.4 Xupypruueckoe jgedyenue npu STEC-T'YC




OnepatuBHoe BMemIaTeIbCTBO MOKeT NOTPe0OBATHCS NPH  CJAEAYIOLIHUX
NATOJIOTMYECKUX COCTOHMAX:

e  HEKpO3 U nepdopanus KUIIEeYHUKA

BTOPUYHBIN CTEHO3 KUILIEYHHUKA

BBINAJICHUE MPSMOM KUILIKU

MEPUTOHUT

WMHBarvHalus

Tpancmiiantanusa nouku npu STEC-T'YC

Puck pasutus Bo3zBpaTtHoro STEC-I'YC mocnie TpaHCIUTaHTaIllud MOYKHW MHUHHUMAJICH.
TpaHCIUTaHTaLMA OYKU PEKOMEHAYETCS IMAMEHTaM ¢ TepMUHaiIbHOM craaueir XbII B
ucxoge STEC-I'YC. Ilepen pemieHueM Bompoca O TpaHCIUIAHTAIMM — TOYKH
PEKOMEHAYETCSl MPOBEICHUE MOJIEKYJISIPHO-TEHETUYECKOTO HCCIIECIOBAHUSL C IIEJIBIO
uckmoueHust al' VC. Tlpu STEC-I'YC poacTBeHHass TpaHCIUIAHTAIUSl TOYKK He
MPOTUBOIOKA3aHa.

JIEYEHHUE B3POCJIBIX HAIIMEHTOB C al'YC
Heau nevyenus al'YC:

o MHTUOMPOBAaHNE HEKOHTPOJINPYEMOI aKTUBAIIUN CUCTEMbI KOMILJIEMEHTA
o Ky[IMPOBaHUE KIMHUKO-T1a00paTOpHBIX npossieHnii TMA
o MaKCHUMAaJIbHO BO3MOKHOE€ BOCCTAaHOBJIEHHE (PYHKUMHU MOPAKEHHBIX OPraHOB (B

TOM 4HCJIE€ TOPEAYNPEkKICHUE Pa3BUTUA TEPMUHAIBHOW CTaAuU  TMOYEYHOU
HEJIOCTATOYHOCTH )

HemeannkaMeHTO3HOE J1eUeHHE

Pexxum: B 3aBUCUMOCTH OT TSKECTU COCTOSIHUSA IAL[UEHTA.

HMuera: Cnenuanu3upoBaHHas >HTEPAIbHAS HETA B COOTBETCTBHM C KIMHUYECKUMH
nposiBiicHus MU U TspkecTbto OIIIl mpu  mocTaTodHOM KajlopaXke W COAEpPKaHHUU
BUTaMUHOB. [lapeHTepalbHOE TMHUTAHWE PEKOMEHIOBAHO IIPU HENEPEHOCUMOCTHU
SHTEPAIBHOIO MHUTaHMsS. AJEKBaTHoe o0ecriedyeHue OelnKoOM U KaJopusiMd B
COOTBETCTBUM C MOTPEOHOCTSAMHU, BbIpakeHHOCThIO OIIIl um mpoBOAMMBIM METOIOM
3aMECTUTENIBHON IIOYEYHON TEPAUU.

MenunkamenTo3Hoe jeyenue al'yC Bkirouaer B cedsi:

1) TIlnasmorepamnutio;

2) Tepanuto HHIHOMTOPOM KOMIUIeMeHTa (Dkynu3ymad; PaBynnzyma0™);

3)  DpuTPOII033-CTUMYITHPYIONIUE arCHTHI;

4)  TpaHchy3uH SPUTPOIMTAPHON MACCHI;

5) AHTHUTHIEPTECH3UBHBIC MPENapaThl;

6) AHTHOAKTEpUAIBHYIO M TPOTHBOBUPYCHYIO TEPAIUU (110 MOKA3aHMSIM).
TpeOyercsi BoisiBJIeHue Tpurrepos al'YC ¢ mocJjieyoimiuM Ha3HAYEHUEM Tepanuu
JJIS1 MX MOAABJICHUS

Oco6oe 3HaueHne UMeeT CBOCBPEMEHHAs JUArHOCTHKA MH(EKIIMOHHBIX 3a00JeBaHUMH,
npeamectBytomux ~ Manupecranmun  al'YC, ¢ 1poBeneHHeM  palMoOHAIbHOU
aHTUOAKTEepUATHHON TEepaIuu.



Y Bcex B3pOCJIbIX NMAIIMEHTOB KAaK C BIIePBble YCTAHOBJEHHBIM AUArHo3oM TMA,
Tak u peunauBom al'YC, Trepanueii nepBoil JTMHNH ABJSAETCHA MJIA3MOTEpPaANuUs

(*He 3apeructpupoBaH Ha Tepputopun Pecyonuku Kazaxcran).

o [IT moxet mpoBoauThes B pexkumax [10 mmm tpancdys3un cBexxe3aMOpOKEHHOM
wiasmbel (MIT). IMammentam ¢ mpennosaraembiM guarHo3oMm al'YC pekoMeHayeTcs
IPOBOJUTH IJIA3MOTEPAIUIO B BUJIE TpaHC(DyY3Uil CBEKE3aMOPOKEHHON T1a3Mbl TOJIBKO
B CJIy4ae HEBO3MOKHOCTH HEMEJIEHHOTO Havazna [1O uinm ero HeloCTyITHOCTH.

o [Ipu BepositHoM auarHoze al'YC IIO mpenmoururesnbHee Ha4MHATH B IIEPBBIC
CYTKM OT MOMEHTa rocnuTagu3anuu B cranuoHap. [1O mo3BosisieT 3IMMHUHHPOBATH
(GYHKIIMOHATFHO  HETOJHOICHHBIE OSHIOTEHHBIE WHTHOUTOpPHI KOMIUIEMEHTa W,
BO3MOXKHO, aHTUTeNa K pakTopy H.

° Pexxum WII nogpasymeBaeT BBenaeHue manueHTy goHopckoit C3II, xoropas B
CBOEM COCTaBE UMEET MOJTHOLUEHHO (PYHKIMOHUPYIOIINE PErYISTOPHbIE OCJIKN CUCTEMBI
KOMIUIEMEHTA, YTO BOCIIOJIHAET IUCHYHIMIO KacKaJa KOMIUIEMEHTA MalMeHTa, a TakKe
MOJIaBJIsIET IpoLecc TpoMO0oOpa30oBaHMs 3a CUET COJAECPKAaHUS B HEH aHTUKOATyJISIHTOB,
KOMIIOHEHTOB (PUOPUHOIUTUYECKON CHUCTEMBI M JPYI'MX KOMIIOHEHTOB IUIa3Mbl,
o0jafalomuUX MPOTEOJUTUYECKOW AKTUBHOCTHIO B OTHOLIEHUHM CBEPXKPYMHBIX
MyJIbTUMEPOB (.B.

o Pexxum 110 mmeer mpenmymectBo nepen MII, mockonbKy mo3BojisieT BBOJIWUTH
oonpue oobembl C3I1 6e3 pucka neperpy3ku 00beMOM, pa3BUTHSA THIIEPBOJEMUU U
TUIEPTUAPATALNH, COOTBETCTBEHHO.

o Tpancdysuu C3II npoBoasar B oobeme 30-40 MiI/kr B 1-ii 1eHb, B MOCIEAYIOIINE
aau o0vem C3I1 cocraBnser 10-20 mi/kr. Beibop oosema C3I1 3aBUCHT OT COCTOSTHUS
CEpAECYHO-JIETOYHOUN AESATEIIBHOCTH.

° B nHavasne Tepanuu pEeKOMEHIIOBAHO IMPOBECTH S5 exeIHEeBHbIX ceaHcoB [1O c
obbemMoM 3kchy3un 40ma/kr/c, mpu HeoOxoaumocTu 60-75 MI/Kr/c ¢ 3amelieHueM
panmoHaNbHBIM U aniekBaTHBIM oO0bemom C3II (1-1,5 pacuetHoro obbema TIa3Mbl).
Jlaiee TpUHUMAETCS pEHICHHE O JAIbHEWIIECW TAKTUKE BEIACHHUS IIAllMCHTa Ha
OCHOBAaHHMH XapakTepa OTBeTa Ha IutazMoTepanuio. Eciam HaOmromaeTcss OTBET Ha
Teparui, OIpeACIsIeMbIi KakK pocT umcina TpoMmbouutoB u  cHmwkeHnue JIJTI,
MJIa3MOTEPANUIO CIEAYET MPOJOJIKUTH B IPEXKHEM PEXKUME, IPOBOJIs 10 5 ceancos 110
B TEUCHUE CIEAYIOMMNX 2-X HEJENb, a 3aTEM — 10 3 ceaHca B HEJIEIIO €I1le B TEYEHUE 2-X
Henenb. Kpurepusimu 3pPEeKTUBHOCTH TMJIa3MOTEpANuU CIY>KaT HOpMaJIU3allys 4Yuciia
TPOMOOITUTOB U MIPEKPaIEHUE TeMOJIN3a, O YeM CBUJICTEIIbCTBYET HopManu3arus JIJII.
[TponomxurensHocTs JsieueHus C3II He onpeneneHa, OAHAKO TMOKAa3aHUEM K
MPEKPAICHUIO TUIa3MOTEPaAIlUU SIBJISIETCS HOPMaJIbHOE KOJIMYECTBO TPOMOOLIUTOB U
ypoBeHb JI/II' B TeueHue 2-x qHer moapsia.

o Pexomennyercs mnpekpatuth JjedeHue C3I1 u HayaTh NaTOr€HETHYECKYIO
KOMILJICMEHT-OJIOKUPYIONIYIO Tepanuio DKynu3ymabom/PaBynn3ymad* marueHTaMm c
noaTBepxAeHHbIM al 'Y C ¢ 0TCyTCTBHMEM OTBETA HA IIa3MOTEPAIIHIO MOCIE 5 mpoueayp
nostHooO0beMHoro [10 unu naruenTaM, IEMOHCTPUPYIOIIUM IIa3MO3aBUCUMOCTb.
AO0COIOTHBIMY NIPOoTHBONOKa3aHusaMu K 11O aBasiores:



e  HecTaOWIbHBIC TEMOJMHAMUYECKUEC ITOKA3ATEIH;

®  cepleyHas HeJJOCTaTOYHOCTh B CTAIUH JICKOMIICHCAIIHH;

e  uH(]Y3Us CUMIIATOMUMETHUKOB B MAaCCUBHOM J103¢ (HomamuH Oosee 20MKI/KI/MUH),
UHQY3HUS Ba30IPecCcOpoB (HOPAIpSHAINH, aIpeHAINH, BA30TPECCHH);

e  1pody3HOE KPOBOTCUCHHE JIIOOOH JTIOKAIU3AINH;

e  liepeOpabHBIN HHCYJIBT B OCTPOM CTa/IUH;

®  OTEK JIETKHX;

e  BeIpaXeHHOE s3BeHHOE opakenne JKKT.

OTHoOCUTEIbHBIME TPOTHBONOKA3aHuAMH K I1O sBaAsIIOTCS:

e  aHeMMs IPUM YpPOBHE SpUTPOLMTOB MeHee 3,0x10%%/m, remorno6una menee 75-90
/1,

e rtunodpubpuHOoreHeMus (ypoBeHb pubpuHorena mexnee 2,0 1/m);

®  runonporenHeMus (coaepxkaHue oOiero 6enka B KpoBU MeHee 55 1/1);

®  HCKOPPUTHPOBAHHAS TUIIOBOJICMHUSI.

Bo3mo:kubie ociioxkHenus 110

runotensus (Tpedyromias nHGY3UMOHHOMN Tepanun);
TUTIOKATBITUEMUS;

aINIEPTUYECKUE PEaKIINH;

TsDKETIash aHEMUS,

BHYTPUCOCYAUCTHIN TPOMOO3;

00CTPYKITUS IEHTPAIbHBIX BEH;

TpoMOO03 KaTeTepa,;

KaTeTepHble UHPEKIIHH.

Manuentam ¢ al'YC 0e3 BbIpamkeHHON TPOMOOUUTONECHUN (YHUCJIO TPOMOOIUTOB
menee 20x10%n), TedeHHe KOTOPOro He OCHOKHHJIOCH KpPOBOTEYEHHEM,
nposejaeHne TpaHcy3nii TPOMOOKOHIIEHTPATA HeleJ1eC000Pa3HO.

Tpancdy3uu TpOMOOKOHIIEHTpAaTa MOTYT YCyryoOuTh TeueHne TMA y TNanueHToB ¢
al'VC, WHIynmupoBOB  HOBbIE  OMU30[bI  TpoMOOOOpa3oBaHHMs B  COCydax
MUKPOIUPKYJISITOPHOTO pycia.

IManuentam ¢ al'YC, uMmerommnm aHemuio Tsikeaod crenenu (HB menee 75r/i),
HE00X0AMMO NPOBOAUTH €¢ KOPPEKUMIO

B octpom nepuoge al' VC nisi KOppekuuMyd aHeMHH ClelyeT NPOBOIUTH TpaHChy3uu
APUTPOLIMTAPHON Macchl, B niepuoie pazpemieHus: al' YC npu coxpaHsarouiencs aHeMuu,
KOTOpasi He 00yCJIOBJIEHA TEMOJIM30M, a BhI3BAHA JPYTUMU MPUIHMHAMH, PEKOMEHIYETCS
MPOBOAUTH TEPAIHUIO SPUTPOIOI3-CTUMYJIUPYIOMIUMHU areHTaMd KOPOTKOTO JEHCTBHS,
KpPaTHOCTh M YaCTOTa BBEJICHUS KOTOPHIX 3aBUCUT OT YPOBHS T'€MOTJIO0MHA.

Hajnun4yue aprepuajibHON runepreH3un y nanueHToB ¢ al'YC TpeOyer npoBeaeHust
AHTUTHIIEPTEH3UBHOM Tepanuu. Koppekius apTepuaibHOTO IABJICHUS MPOBOJMUTCS
COIVIACHO KJIMHUYECKOMY MPOTOKOJY JWUArHOCTUKA U JICYCHHUS «ApTepuaibHas
TUTIEPTEH3US.



Ikyauzymad/PaByauszymad™ — npenapartbl rpynnbl KOMILIeMeHT-HHIHOUPYIOUIHX
aHTUTeJ B3pocibiM nanueHTam ¢ al'YC pekoMeH10BaHO HA3HAYATH B CJIEAYIOIIHNX
cIy4asx:

o HeA(PEKTUBHOCTH IJIa3MOTEPAIIUH;

o J1a3MO3aBUCUMOCTb;

. pa3BHUTHE OCI0XHEHHM BO Bpems nposeaeHus [1T;
o peLUIMBUPYIOIIEE TeUEHUE 3a00IEBaHUS;

o CEMEHMHBIN XapakTep 3a00JIeBaHUS.

Pexxum Tepanuu JKyanzymadom/PaBannzymadom:

. [IpyauMass BO BHHMAaHHE TMOBBIMIEHHBIA PUCK Pa3BUTHUS MEHUHTOKOKKOBOW
nHpekmu Ha (OoHE Tepamuu mpenapaToM OKyau3ymad/PaBanm3ymal, MamueHTH C
al'YC 3a 2 Hemenu A0 Hayajda IATOT€HETHYECKOrO JICUCHUS BBIIICYKAa3aHHBIM
IpenapaToM JOJKHBI ObITh BaKIIMHUPOBAHBI NMPOTHMB MEHUHITOKOKKOBOM HWH(EKINH
MPEUMYIIECTBEHHO  YETHIPEX-BAJEHTHOM MEHWHIOKOKKOBOM  BaKIWHOW  IPOTHUB
cepotunoB Bo3OyautTens A,C,Y u W135.

o [Tpu HE0OXOAMMOCTHU HKCTPEHHOTO Hayasia Tpanuu
Okynuzymabom/PaBynu3zymMmabomM™ U HEBO3MOXKHOCTH COOJIIOJICHHS JBYXHEIIEIHLHOTO
MHTEpBaIa 00JBHOTO BaKI[MHUPYIOT OJIHOBPEMEHHO co CTapTOM

KOMIUIEMEHTOIOKUPYIOIIEH Tepanuu U ¢ NpO(UIAKTUYECKOW I1I€JIbI0 Ha3HA4yaroT
aHTUOaKTepUalbHbIE MpemnapaTbl Ha CPOK HE MeEHee 2 Henelb. PexkoMeHmyercs
MPOBOAUTL  AHTUOMOTUKONMPODUIAKTUKY MpernaparamMu, MPOHUKAIOIIUMHU  4epes
reMatodHIepaauyeckuii  Oappep:  HUNPODIOKCAIMHOM,  IEHULMUIMHOM  WJIH
AMOKCHIUJUTTHOM.

o B cinydasx OTCyTCTBHSI BO3MOKHOCTH BaKIIMHAIMKA MPOTUB MEHHHTOKOKKOBOM
uHQEeKMM B MOMEHT Hauajga Tepanuu  OKyiauzymabom/PaBynmzymabom™
aHTUOMOTUKOMPOUIAKTHKA MOKET OBITh TIPOJJICHA HA CPOK JI0 HECKOJILKMX MECSIIEB B
3aBUCHUMOCTH OT BPEMEHU BAKIIMHALINY.

e B3pocnbim nanpentam ¢ al'YC Tepanust npenapatoM DKylau3yMad MpOBOJIUTCS B
CTaHJAPTHBIX JO3UPOBKaxX 0e3 ydeTa mMacchl Tena. B unaykinonHoi daze Dkynuzymad
BBOAMUTCS B A03¢ 900 Mr B BuJE BHYTPUBEHHOM HMH(Y3UM C 4YACTOTONM OJUH pa3 B
HEJIeTI0 B TEUCHHE TIEePBhIX 4-X Hefenb Tepanuu (B o6mieM, Bcero 4 undysun). Ha 5-oit
HeJleNie Tepanuyd MPOBOAMTCS BHYTpHBEHHass MH(y3us mpemnapara B aoze 1200 wr,
yepe3 2 HeJeau Mocie KOTOpO HauMHAeTcs mojjiep KuBaromas gaza tepanuu. B atoi
daze Dkynmuzymabd BOIUTCS BHYTPUMBEHHO B j03¢ 1200 Mr oauH pa3 B JABE Heaenu [2,
10, 11].

o PexoMeHlyeMbIll peKUM JTO3UPOBAHUS Yy B3pocibix mnamnueHToB ¢ al' YC mid
PaBynu3ymaba* ocHoBaH Ha macce Tena naiuenra. [lanuentam ¢ maccoit tena ot 40-
59 kr mnokazaHa Harpy3ouHas no3a 2400 mr (momaepxkuBaromas go3a 3000 wr),
namueHTaM ot 60-99 kr 2700 mr (mogaepskuBaromias no3a 3300 mr), mamMeHTaMm C
Maccoit tena 100kr u 6osbmie 3000 mr (3600 mr), u yepe3 2 HeneIu MOCe BBEACHUS
Harpy304HOM 703kl CIIeyeT HAaUMHATh MpHUEM TOAJIepKUBAIOIUX 103 1 pa3 B 8 Henelb
B 3aBUCHUMOCTH OT Macchl Tena. [loaneprkuBaroiasi Tepanusi MpOBOJIUTCS OJUH pa3 B 8
Hezenb. [18]



o B3pocasiv marenTam, nepexoasmuM ¢ DKynu3ymada Ha PaBynmu3ymad*, BBOIST
Harpy304Hyr a03y PaBmm3ymaba depe3 2 HEACHM MOCIe IOCAeTHed WHQY3UH
MOJIICPKUBAIOIIEH 7036l OJKyiau3ymaba (uiau yepe3 | Hemenaro Mmocie mnocieaHein
nHPY3UH HavaJabHOH J03bI JKyldu3ymaba), a depe3 2 HEICIU II0CIIC BBEICHUS
Harpy304HOM J03bl BBOAST MOJIEPKUBAIONIYI0 /103y PaBanmzymaba oauH pa3 B 8
HEJ/IeIb B 3aBUCHMOCTH OT Macchl Teja. [18]

o Pexomenyemas noanep:xuBaronias g103a Papauzymabda ¢ moMOIIbIO CHUCTEMBI TS
MOJKOKHOTO BBeACHUsI cocTaBisger 490 Mr oawH pa3 B HEACTIO JUIS B3POCIBIX
naiueHToB € al'YC ¢ wmaccoil tena Gonmee 40 kr. Jloza PaBynmszyma6a* 490 wmr
JIOCTaBIISIETCS C MOMOIIBIO 2 CUCTEM JIOCTaBKU Ha Teje. Kaxas cucrema 10CTaBKU Ha
TeJle COCTOUT U3 | MHBEKTOpa Ha Telie U | mpeABapUTEIbHO 3alI0JTHEHHOTO KapTpUIKa,
coaepkamero 245 mr paByiausymata*. I['padmK MOIKOKHOTO BBEACHUS 103 MOMKET
MHOT/Ia U3MEHATHCS Ha + | JIeHb OT 3aIUIAHUPOBAHHOTO JIHS J103bl, HO MOCIETYIOUTYIO
703y CclieyeT BBOJUTh B COOTBETCTBUM C IE€PBOHAuYalbHBIM TpadukoMm. B crydae
MPOMyCKa WJIM YaCTUYHOTO BBEJEHHUS J03bl PaBynu3ymaba* MOAKOXKHO TMalMEHT
JIOJKEH HEMEJJICHHO CBS3aThCSl CO CBOUM JieHalluM BpayoM. [ 18]

o [IpoBenenne IIT nHa ¢done Ttepanuu IKkyauzymaboMm TpeOyeT BBEICHUS
JIOTIOJTHUTENIBHOU J103bI MperapaTa B CBA3U C BO3MOXKHBIM yJIaJIEHUEM IOCIIETHErO U3
UPKYJISAIUU (cM. Tabnuiier 14).

Taoauua 10. PaBpyiusymada™ 1y BHyTpuBeHHOT0 (B/B) BBeaeHusi Ungopmanus
10 10 HAYAJYy JieyeHus: — nanueHToB ¢ al'yYC

Bpemsa npuema nepeoii
noooepoicusarouieii 003vl
Paeynuzymaoa™ 490 mz uepes
Cucmemy oocmagku
Paeynuzymaoa™ ons
NOOKOJHCHO20 66€0eHU

Haczpyszounaa 0o3a
Hayuenmot Pagynuzymaoa™ ¢
3aeucuMocCmu Om mMaccyl mena

yepe3 2 HeJleIu TI0CIIe BBEICHHS
B Havane neuenus HaArpy304YHON O3Bl
PaBynuzymaba™ B/B

B HacTosee BpeMs He
IIPOXOIUT JIEUEHHE
OKynu3ymaboM uin

PaBynusymabom™
Bo Bpewms cnenyromeit yepe3 2 HeJleU Nocye BBEICHHS
B nacrosimee Bpems monydaer p A um P ﬂu g
3arJIaHUPOBAHHOM J103bI Harpy304HOM J103bl
JeyeHne DKynu3ymadbom *
IKyIU3yMada PaBynuzymaba™ B/B
B nacrosimiee Bpemst UYepes 1 Henemnto nociie
MIPOBOJIUTCS JICUCHHE MIOCJIEHEN MOAIEP )KUBAOILEN

PaBynusymabom™ uepes no3bl PaBynusymabom™ uepes
Cuctema 10CTaBKH Cucrtemy 10cTaBKH
PaBynuzymaba™ s PaBynusymaba™ mist moaKoKHOTO
MIOJIKO’KHOT'O BBEJICHUS BBEJICHUS

He npumennmo

Tonpko 1151 B3pocibix nanueHToB ¢ al YC

Ta6auna 11. Cucrema nocrasku PaBpyanzymada™ 11t moiKoKHOT0 BBeI€HUS.
Nudopmanusi mo Hava y JiedeHUss — B3POCJabIxX namuenToB ¢ al'YC[18]




Bpemsa npuema nepeoii

Haczpyzounasa 0o3a noooepcusarouieri 003l
Pagynuzymaoa™ ¢ Pagynuzymaba™ 490 mz uepes
Hayuenmor
3a6UcCUMOCmU OM MAaccol Cucmemy 0ocmaexku
mena Pagynuzymaba™ ons
NOOKOMHCHO20 66€0eHUA
yepe3 2 HeJleu T0CIie BBEICHUS
B Hacrosiee Bpemst He mpoxoauT | B Hauane neyeHus HaArpy304HOU 71036l
nedyenue PaBynuzymabom™ unu PaBymu3ymaba™ (B/B)
Okynuzymadbom
Bo Bpewms cne el yepe3 2 HeJleau 10Ciie BBEICHUS
B nacrosiee Bpems monydaer p IlijIH P ﬂu A
3aIJIaHUPOBAHHOM J103bI HArpy304HOU JT03bI
nedeHre JKyInu3ymadom x
IKyIM3ymada PaBynu3zymaba*™ B/B
B Hacrosiee BpeMst IpOBOAUTCS UYepes 8 Henenb nocie nociaeaHen
nedenue PaBynuzymabom™ He npumenumo MOJIICPYKUBAIOLIEH J103bI
BHYTPHBEHHBIM (B/B) BBeJICHUEM PaBynuzymaba* B/B

CMmotpu Bbiie WHGOPMAIUIO JUISI HATPY304HOW 1036l PaBynu3ymaba* Juis BHYTPUBEHHOTO BBEICHHS B
3aBUCUMOCTH OT MAacCCHhI T€Ja y MaIllMeHTOB ¢ Maccoi Tena > 40 Kr.

JIIATeIbHOCTH TEpaNuu

s IIpomoIDKUTEIbHOCTh JieUeHHs OKyau3zymabom/PaBymuzymabomM* TOYHO He
ycTaHOBJIeHa. B HacTosImee BpeMs CUMTAETCS, YTO Tepamus JI0KHA IMPOA0JDKATHCS
nokusHeHuo [1, 2, 4, 9, 14]. OgHako ecTh JaHHBIC, YKa3bIBAIOIINE Ha BO3MOXKHOCTH
MPEKpAIICHUsT Tepanuu y OOJIbHBIX TPYIINbl HU3KOTO pHUCKA TMOCIE JOCTUKEHUS
pemuccud. K rpymme HU3K0ro pucka OTHOCSTCS CIEAYIOUINE HalluCHTHI:

° C M30JIMPOBaHHOU MyTanueit B rene MCP;

e c HagumuyueM aHtuTel K daktopy H, B OUHAMHKE HMMEIOIIUE OTPHULIATEIIbHbBIC
pe3yJbTaThl aHAJIU30B Ha JIaHHBIC AHTUTENIA B TEUCHUE MTPOJIODKUTEILHOTO BPEMEHH, U

oe3 JOITOJIHUTCIBbHBIX My'TaI_[I/Iﬁ I'CHOB-PETYJIATOPOB CUCTEMbI KOMIIJICMCHTA.

% JleyeHne y MalMEHTOB KATETOPHH CPEIHErO PUCKA MOXKET OBITh MPEKPAIICHO
yepe3 | ron croitkoi pemuccuu. IIpy BO3HMKHOBEHHM NPU3HAKOB PELUIUBA
3a00JieBaHUsl JIEYEHHE JIOJDKHO HEMEIJIEHHO BO300HOBIsAThCA. K kareropum
CPEAHEBBICOKOIO PUCKA OTHOCATCS CJIEAYIOIINE ITAllUEHTHI:

e  C M30JIMPOBaHHOW MyTauuew B reHe ¢dakropa I;

®  CO CTa0WJIBHO HU3KHUM ypOBHEM aHTHUTeNl K (paktopy H m 0e3 AOMOTHUTENbHBIX
MYyTalHi T€HOB-PETYIISITOPOB CUCTEMBI KOMIIJIEMEHTA,;

e  C MyTauusMH HEACHOI'O KJIMHUYECKOTO 3HAYCHUS,

e  0e3 UICHTUPUIIMPOBAHHBIX MYTAIIM B FT€HAX CUCTEMbI KOMILIEMEHTA.

v  Tepanmst y mamyeHTOB TPYIIBI BHICOKOTO pUCKAa MPOBOAMUTCS MOXH3HEHHO. K
JAHHOM KaTEeropuu OTHOCSTCS CIEAYIOIUE MAUEHTHI:

° ¢ peuuauBamu al'YC B aHamMHe3e;

e  C ceMeitHoM Gopmoii al Y,

o ¢ myranusamu CFH wnm npu Hanuanmn rubpunnoro rena CFH/CFHRI,

e ¢ myrauusamu redoB C3 u CFB, ycunuBaommmu ux QyHKIHH.




Jleuenue Ikyauzymadom/PaBynuszymadoM™ oamHakoBo 3¢ @ekTHBHO NpU Bcex
reHeTHYeCKNX BAPHMAHTAX M TaKKe Yy MalMeHTOB 0e3 HIeHTH(PUIUPOBAHHBIX
MyTaUuii

B cayuyae HeI()(PeKTMBHOCTH Tepanmuv IJKYJU3yMaOboM ¢ 1eJdbl0 OIEHKH
3¢ dexTUBHOCTH 0JI0KAABI KOMILIEMEHTA PEKOMEHI0BAHO oOmpeaejeHHe oOuIei
reMojuTH4ecko cnocodHocTn komiuieMenra (CHS0). Yposenr CH50 Gonee 10%
SBJISIETCS MHAUKATOPOM HEMOJHON OJIOKaabl KOMIUIEMEHTAa MU MOXKET HaOJII0JaThCs B
CICAYIOIIMX  CIydasx: HWHAUBHAyajdbHas HEJIOCTaTOYHOCTh JO3bl  (4amie B
NEeIUATPUYECKON MOMYJISIIUKM, OJHAKO BO3MOXHO M y OYEHb KPYIHBIX B3POCIHBIX
MAlMEHTOR), SKCKpeusl DKyau3ymada ¢ MOYOM MPH HAJWYUHU Y TallMeHTa MacCCUBHOM
npoTeMHYypUH Ha hoHEe HEPPOTUUECKOTO CHHAPOMA, HAJTUIME TeHETHYECKOI0 BapuaHTa
C5 KOMMOHEHTA, 4YTO MPEMATCTBYET CBS3U C HUM DKyJnIn3ymMada, 00pa3oBaHHE aHTHUTEIN
K DKynu3ymaoy.

IlepeyeHb OCHOBHBIX JieKAPCTBeHHbIX cpeacTB (uMewmux 100% BeposiTHOCTH
NPUMEHEHUs1): HET.

IlepedyeHb 1OMOTHUTEIBHBIX JEKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiTHOCTH
npuMeHeHus1) — Tadauua 12:

Measicoynapoonoe
Dapmaxomepaneemuueckan yiap Cnocoo Ypoeens
HenameHmoeanHoe
2pynna npumeHenus | 00KazameabHOCMU
HaumeHnoeanue JIC
NmmyHOenpeccuBHoOE
i P Oxynuzymad//PaBynuzymad™ B/B B
CPEICTBO
[Ipenaparsl, BIUsIOIKE HA OnosTuH anbdha T/K WJIH B/B B
KPOBETBOPEHUE U KPOBb. OnosTuH O6eta II/K UK B/B B
[Ipoune cTumynaTopbl
p Y p DMOATHH 3€Ta I/K WJIH B/B B
reMono33a. DpUTPONO3THH

3amecmumenvHas noueynas mepanus

e Bcewm nanuentam ¢ al' YC u nopaxenuem noudek ¢ pazsutueM OIIIl meo6xomumo
pemieHre Borpoca o 1enecooopasnoctu nposeaeHus 31T (remoaunanus, npoasieHHas
BEHOBEHO3Has remoanaduiabTpanus). Beibop MOJaaIbHOCTH quain3a OCHOBBIBAETCS HA
TSDKECTH KJIIMHUYECKOTO COCTOSIHUS, CTETICHU METa00IMYECKUX HAPYIICHUN U HaJTUIUU
MPOTHUBOIIOKA3aHUH K ONPEIETICHHOMY METOAY AUAIN3a.

JEYEHUE JETEM ¢ al'YC

Hesecoo0pa3ubiM  siBasieTcss HasHayenue IIT Bcem pgerssM Kak ¢ BlepBble
YCTaHOBJIEHHBIM quario3omM TMA, Ttak u BeposiTHbIM al'YC

° [IT MOXeT MPOBOAUTHCS B PeXUMax TpaHC(HY3Uil CBEKE3aMOPOKEHHOMN IIa3Mbl
(MIT) nnu I1O.

e [Ipu BeposatHom muarHose al'YC IIO mpeanodrurenbHee HAYWHATH B IIEPBBIE
CYTKHA OT MOMEHTA F'OCIIUTAJIN3alMU B CTAI[MOHAD.




e Pexum IO mmeer npeumyiiectBo nepen MII, mockoyibKy MO3BOJIAET BBOJMTH
6omapimme o6bembl C3I1 6e3 pucka meperpy3ku 00beMOM, pa3BUTHS THIIEPBOJIEMUU H
TUIEPTUIpaTallii, COOTBETCTBEHHO.

o Tpanchyzuu C3II mpoBoast B oobeme 10-40 mu/kr/cyr. Bribop obobema C3I1
3aBUCHUT OT COCTOSIHUSI CEpJICYHO-JIETOYHOU JIeATETbHOCTH

e TIO mpoBoasaT ¢ oobemoM dkcdy3uu 60-75 MII/Kr/c ¢ 3aMerIeHUEM aJIeKBAaTHBIM
oobemom C3II (1,5 OLII). Yactora u npomoipkutenbHocTh [IT He ycTaHOBIeHa U
3aBHCHT OT €€ 3((HEKTUBHOCTHU

o  Tepanusa al'YC moxer Bkimodats komOouHanuio pexxumon UIT u T10.

e JIO mnpomomxaroT A0 CTaOWIBHOW HOpPMalM3allMd YHCIa TPOMOOIUTOB H
NpeKpalleHusl TeMoJi3a B TeUeHUEe He MeHee 2-3X AHell (OlleHKa MpPOBOAMUTCS Ha
ocHoBanuu JIJII).

A0COIOTHBIMHE NIpoTUBONOKA3aHUsAMHU K 1O y nerei ABJasIIOTCSA:

HeCcTaOWIIbHBIE TEMOJMHAMHUYECKUE MTOKa3aTeNu;

cepAevHasi HEJOCTaTOYHOCTh B CTAAUU JEKOMIICHCAIUH;

uH(Y3UsS CUMIIATOMUMETHKOB B MACCUBHOM J103¢€ (1onaMuH O6osiee 20MKI/Kr/MUH);
HH(Y3HS Ba30MPECCOPOB (HOpaApEHATINH, alpeHAINH, Ba30IIPECCHH);

npody3Hoe KPOBOTEUEHHE JTFOO0M JTOKATN3AIUH;

1epeOpanbHbIi UHCYJIBT B OCTPOU CTaIUH;

OTEK JIETKHUX;

BBIpAKEHHOE A3BeHHOE nopaxkenue KKT.

OTtHocuTeabHBIMU NpoTHBONOKA3aHusAMH K [10 y nereii aBasiloTcs:
MEePHO]T HOBOPOXKJICHHOCTH
e  aHeMus IpH YpOBHE >puTporMToB MeHee 3,0x10'%/1m, remornobuna menee 75-90
/1,
e runopubpuHorenemus (ypoBeHnb pudpuHorena menee 2,0 r/mn);
®  rumonporenHeMus (coaeprkaHue ooiero 6eaKa B KpoBU MeHee S5 1/7);
®  HEKOPPUTHUPOBAHHAS TUTIOBOJIEMHUS.

Bo3mo:xHble ocsio:xkHeHus [1O:

runotensus (Tpedyromas nHQY3MOHHOM Tepanun);
TUIMOKAJIBIUEMUS,

aJIeprUYeCKUe peaKiniy,

TSDKeIas aHEMUS,

BHYTPHUCOCYAUCTHIA TPOMOO3;

OOCTPYKLIHS LEHTPAJIbHBIX BEH,

TpoMOO03 KaTerepa,;

KaTeTepHble NHPEKITHH.

IManuentam al'YC 0e3 BbIpa:KeHHO TPOMOOUMTONEHHH (YHMCJIO0 TPOMOOIUTOB
menee 20x10%n1), TedyeHHe KOTOPOro0 He OCJOKHHJIOCH KPOBOTEYEHHEM,
nposeaeHne TPaHCPY3uil TPOMOOKOHLIEHTPATA HeLeJaeco00Pa3Ho.



Tpanchy3un TpoMOOKOHIIEHTpaTa MOTYT ycyryouth Teuenue TMA y nereit ¢ al'YC,
WHIYIIMPOBOB HOBBIC AMU30bI TPOMOOOOPA30BaHUS B COCYaX MUKPOIUPKYISATOPHOTO

pycia.

Heram ¢ al'YC, uMeromum aHeMuio Tsikesio crenenu (HB menee 75 r/a),
HEe00X0MMO NPOBOAUTH €€ KOPPEKUHIO

B octpom mnepuone al' VC st KOppekiMyd aHeMHH CleyeT MPOBOIUTH TpaHChy3uu
SPUTPOIUTAPHON MacChl B pacueTHol no3e 10-15mn/kr. B nepuoae paspemenus al'yC
OpU COXpAHSIONICICS aHEMUHU, KOTopas He OOyCIIOBJIEHA TI'e€MOJM30M, a BbI3BaHA
OPYTMMHM  TNPUYMHAMHM, PEKOMEHIYETCS  MPOBOAUTH  TEPANUIO  SPUTPOINOI3-
CTUMYJIMPYIOIIMMH areHTaMu KOpPOTKoro naeictBus u3 pacuera 100-150 ME/xkr,
KPAaTHOCTh M YaCTOTA BBEJICHUS KOTOPBIX 3aBUCUT OT YPOBHS T€MOTJIO0MHA.

Hanuune aprepuajibHoil runeprerH3un y nauueHToB ¢ al'YC tpelGyer npoBeaenust
AHTUTUINEPTEeH3UBHOM Tepamuu. Koppekuus apTepuaibHOTrO AAaBICHUS MPOBOIAUTCS
COTJIACHO KJIMHUYECKOMY MPOTOKOJIY JAHArHOCTUKA M JIEUYEHHS «ApTepuaibHas
TUIIEPTEH3US Y IETEU U MOJAPOCTKOBY.

Y nereid ¢ ycraHOBJeHHbIM auarHo3om al'YC, cemellHOM ero xapakrepe, Nnpu
TeueHun al'YC ¢ JKcTpapeHAJbHBIMH TPOSIBJEHUSIMH TPenapaToM BbIOOpa
siBjsieTcss JKyausymao/PaByansymao™.

IIpunuMass BO BHUMaHHME IOBBIIICHHbIH PUCK Pa3BUTHUS MEHUHIUTA HA (OHe
TepanuM npenaparoM JKyausymad/PaByauzymad™, neaimarpuyecKkue NalUeHTHI ¢
al'YC 3a 2 HemeJm A0 HA4YaJla NMATOT€HETHYECKOrO JieHYeHHS BbINICYKA3AHHBIM
npenapaToM A0JKHbI ObITh BAKIMHMPOBAHBI TIPOTUB MEHUHIOKOKKOBOU MH(MEKITUU
MPEUMYIIECTBEHHO  YEThIPEX-BAJEHTHOM MEHUHIOKOKKOBOM  BAaKIMHOW  IPOTHUB
ceporunoB Bo3Oyautens A,C,Y u WI135, a Takxke KOHBIOTUPOBAHHOM BaKIIMHOU
npotuB Haemophilus influenzae type b u BakumHoi nmpoTus Streptococcus pneumoniae.

[Ipu OTCYTCTBMM BO3MOXKHOCTH COONIOACHHUS 2-HENEIBLHOTO WHTEpBalia TIOCIe
BaKIMHAIIMK M JO Havajna Ttepanuu Okynuzymabom/PaBynmzymabom™, Hapsmy c
BaKIMHAIMEH TpeOyeTcs Ha3zHayeHUE NPOPMIAKTUYECKON aHTHOAKTEpHAIbHON
Tepanuu, Ha4yWHas C TIEPBOTO JHS BBEJICHUSA TMpernapata u g0 14 pgHell mocie
BaKI[MHAIMM TPOTUB HH(EKINHA, BBI3BIBAIOIIMX pa3BUTHE MEHUHTUTA. B ciydae
HaJU4Msl TPOTUBOIOKA3aHUN K BaKIMHAIIMK MPOQUIaAKTUYECKass aHTUOAKTepUuaibHas
Tepanusl JODKHA TIPOBOJUTCS B TEUYCHHWE BCErO IIEpUOJa BBEICHUS IIpemapara.
AHTHOaKTepuaIbHBIC TpemapaThl I CHCTEMHOTO WCITOJIb30BAaHUS TPUMCHSIOTCS B
COOTBETCTBUM C KIMHHYCCKUMHU TIOTPEOHOCTSIMH MalWeHTa Ha  OCHOBAaHUH
MEPCOHAJIBHBIX W/HJIN JIOKAIBHBIX JTAHHBIX UYBCTBUTEILHOCTH MUKPOOPTaHU3MOB.

Jas manuenToB a0 18 jer no3a DKyamzymada pacCUUTHIBAETCH HA OCHOBAHUU
MAacchl TeJIa Mo cXeMe, MPeJACTABJICHHOH B TA0/IMe HUXKE.

Ta6auna 13. PexxuM n0o3upoBaHus UM KPAaTHOCTh BBEJEHUS Tpernapata DKynu3ymad y
narerToB ¢ al'YC maame 18 net [2, 9, 10, 11].

IHoooeprcusarowan gpaza

Macca mena nayuenma Hnoykyuonnasn ¢paza neuenusn
Jleuenus




12 a ; 3a
40 xr u Ooiee 900 Mr B Henemro X 4 1036l 00 mr Ha 5 Hepene; 3arem
1200 Mr Kaxaele 2 HeaeIu
30-39 xr 600 Mr B HEZEIIO - 2 J103BI 900 mr na 3 renene; satem 900
MTI KQKIbIE 2 HEEIH
20 - 29 kr 600 Mr B HeAEIIO - 2 10351 600 wr na 3 nenene; sarem 600
MTI KQKJIbIE 2 HENEIH
300 mr Ha 2 uepneine; 3areM 300
10- 19 xr 600 mr B Hexenro - 1 mo3a ACTIC,
MTI KQXJIbIE 2 HEIEIH
300 mr Ha 2 uepneie; 3areM 300
5-9«kr 300 mr B Hexenro - 1 mo3a ACTIC,
MI KQXIbIE 3 HEIEIn

IIposenenue IIT Ha ¢oHe Tepanum Ikyandymadom TpedyeT BBeICHUA
JAOMOJTHUTEIbHOM /103bI NMPeNnapaTa B CBA3M C BO3MOKHBIM y/IaJIeHHEM IO0CJIeTHEro
U3 HUPKYJISAIHA

Tadaumma 14. Pexxum 103UpoBaHUST U KPATHOCTb BBEICHUS OONOJHUMENbHOU O003bl
Okymusymaba Ha done miazmorepanuu [9, 10, 11].

Jlonoanumensnasn
N 003a IKynusymaoa Bpema ésedenusn
Memoo nnazmennou Ilpeowvioywyan 0o3a N
DOUCOVDIL K YMaba nocine Kaxco02o 00NOJHUMENbHO
poueccyp Y. ceanca niazmeHHo 00361 IKynusymaoa
npoueoypul
[Tnasmadepes (I1D) 300 mr 300 Mﬁg/lﬁ(aomﬂbm B teuenue 60 Mun
WIH I171a3MO00MEH 600 T Ha KaxBIT 1oCJIe KaXJ10T0
(ITO) >600 mr /IO [MO/TTIO
300 Mr Ha KOXIYIO 3a 60 MUH 10 BIUBAHUS
>
Tpancdysnn C3II 2300 mr eqununy C3I1 kaxxmon equHUIEBI C3I1

Jlis nectkoro Bo3pacra ao3a PaBynusyma®a™ paccUuTbIBaeTCsl HA OCHOBAHUM
MAacchl TeJIa 10 cXeMe, MPeJACTABJICHHOH B Ta0/IHMIe HUKe.

PexoMeHTyeMbIil pexuM 103UpOBaHUA Yy JIETE B Bo3pacTe 1 Mecs U cTapiie ¢ Maccou
Tena 5 kr U MeHee 40 Kr, BKJIIOYAET BBEJACHUE HArPy304YHOM 03Bl C MOCIEAYIOLIUM
BBEJCHUEM MOJIEpKUBAIONIEN 103bl. Uepe3 2 Helenu Mocje BBEACHUS HAarpy304HOU
J03bl CIIEyET HAaUYMHATh MPHUEM MOJAEpKUBaOIMX 103 1 pa3 B 4 win § Henellb B
3aBUCUMOCTH OT Macchl Tena. Jlomyckaercs meproaudeckoe Hu3MeHeHue Tpaduka
BBEJICHUS B Tpejienax 7 JHEW OT 3allaHUPOBAHHOTO JHS WH(OY3UH (32 UCKIIOYECHHUEM
NIEPBOM TOJIICPIKUBAIONICH 103b1); [18]

Ta6auna 15. Pe:xxum no3uposanusi Papyansymaoa™ mo macce tejia — nauenra ¢ al'YC [18]

Ioxazanue Jluanazon maccot mena | Hazpyzounas ooza | Iloodepicusarouwian 0o3a (m2) u
(x2) (m2) UHmMepPsa 66e0eHUs
Ot 5 no menee 10 600 300 OnuH pas B 4
Ot 10 10 menee 20 600 600 HEICIH
al'yVC
Or 20 no menee 30 900 2100 OnuH pas B 8
Ot 30 no menee 40 1200 2700 HENEIb

JiiaTeIbHOCTH Tepanuu




[TpoaomKUTENBHOCTD JICUEHUS IKYIN3yMaOoM/paBaan3yMaboM TOYHO HE YCTaHOBJICHA.
B HacTosIee BpeMs CYUTACTCS, YTO TEpamus A0HKHA MPOAOIKATHCSA MOKH3HEHHO [1,
2, 4, 9, 14]. Jleuenne al' YC PaBymuzymaboMm [ODKHO IPOJOJKATECS HE MEHEEe 6
MecseB. M3-3a rereporeHHoro xapakrepa sBiaeHui al' YC m crnerududecKkux s
nmanpeHTa (GpakTopoB PHCKA MPOIOJDKUTEIBHOCTh JICUCHHUS IIOCIIC IEPBBIX 6 MecCSIeB
JOJKHA MOA0MpAaThcs UHAUBUAYaIbHO [18]. OgHako B psae cliyd4aeB MpU JOCTUKCHUU
CTOMKOM PEMHUCCHM JJIUTEIBHOCTBIO HE MEHEE 2X JIET BO3MOXXHAa OTMEHA TEPAINUU C
CUCTEMAaTUYECKUM MOHUTOPUHTOM aKTUBHOCTH 3a0osieBaHus. [lpu mosiBiaeHun
CUMIITOMOB pEIUMJMBa Tepamus B He3aMEJIUTEILHOM IOPSAJIKE JOJDKHO OBITh
BO300HOBJICHA.

¢ Ectp nmaHHBIC, yKa3pIBalOIIME HA BO3MOXHOCTH TIPEKpAIICHHUS TEpamud Yy
OOJBHBIX TPYIIIBI HU3KOTO PHUCKA IMOCIE JOCTHXKEHUs pemuccuu. K rpymnmne HU3KOTro
PHCKa OTHOCSTCS CIAEAYIOIINE NTAUEHTBI:

e  C u30aupoBaHHOM MyTanuen B rene MCP,

e c HamuuyueMm aHTUTen K (akrtopy H, B AuHamuke uMerIIMe OTpUIlATEIIbHBIC
pe3yJIbTaThl AHAJIM30B Ha JIaHHBIC AHTUTENA B TEUEHUE ITPOJOJLKUTEIBHOTO BPEMEHH, U
0€3 JOMOTHUTENIbHBIX MyTallui TEHOB-PETYISATOPOB CUCTEMbI KOMITJIEMEHTA.

s  IIpu ormene mpenapata peuuauB al YC ¢ O0JbIION 10€H BEPOSATHOCTH MOMKET
pa3Butbes y manueHtoB ¢ myrtamusmu CFH, C3, THBD. B cBsa3u ¢ 3tum B psae
CJIy4aeB pelieHrue O 1eJIeco00pa3HOCTH OTMEHBI Mpernapara JOJKHO MPUHUMATHCS Ha
OCHOBAaHMHW BBIABJICHHOW TE€HHOWM MyTalluM M CTEeNeHW pucka peuuaupa al YC,
COOTBETCTBEHHO (CM. Tmojpaszfen «/lmurensHOCTh Tepanmuu» B pasnene «JleueHnue
B3pOCIBIX MAIeHTOB ¢ al Y Cy).

Y namuentoB ¢ al'VC, o0yciaoBiaenHbiM antutesamu k CFH, nomumo
Oxkyaudymada/PaBanu3dymadba* pekoMEeHIOBAHO PpaccCMOTpeHHEe BOIpoca O
NPUMEHEHUH HMMYHOCYIIPECCUBHBIX NpenapatoB. MIMeroTcsl JaHHbIE, YKa3bIBAIOLIUE
Ha IIOJIOXKUTENIbHBIE W3MEHEHUS B OTHOLICHWM TI'E€MATOJIOTMYECKHUX IOKa3aTeseH,
(YHKLIMOHAJIBHOTO COCTOSIHUSL TO4YeK, CHIbkeHuss Ttutpa antuten k CFH npu
nposenenuu [T B komOuHanuu ¢ uukinodochamMuioMm B pexuMe MyJabC-Teparnuu, J103a
xoToporo cocrasiser 0,5r/1,73M?, TIIOKOKOPTUKOCTEPOUIAMU U PUTYKCHMAOOM.

B cayyae HeddpdexkTMBHOCTHM Tepanuu IJKYyJIUM3YyMaOdOM ¢ MHeJbI0 OLEHKH
3¢ deKTUBHOCTH O0JIOKAJAbl KOMILIEMEHTAa PEKOMEHJI0BAHO oOmpeaedeHue oOei
reMoJuTH4Yeckoi cnocodoHocT komiuieMenta (CHS0). Yposenr CH50 Goxee 10%
SBJISICTCS MHIAUKATOPOM HEMOJHON OJIOKaabl KOMIUIEMEHTA M MOXKET HaOII0JaThCs B
CIAEAYIOMMX  Ciy4yasX: HWHIUBUIyaJdbHAas  HEIOCTAaTOYHOCTh J03bl  (yaiie B
MEeIMaTPUUECKON TMOMyJIsIUA, OAHAKO BO3MOXKHO M Y OUYEHb KPYMHBIX B3POCIbIX
MaIMEHTORB), IKCKpEIus DKyJln3ymada ¢ MOUON MPU HAIMYUU Y MAIMeHTa MacCHUBHOM
MPOTEUHYpUH Ha (POHE HEPPOTUUECKOTO CUHAPOMA, HAJIMYKNE TEHETUYECKOr0 BapraHTa
C5 KOMMOHEHTa, 4TO MPENATCTBYET CBS3U C HUM DKyJin3ymada, 00pa3oBaHHE aHTUTEN
K DKynu3ymaoy.



IlepeyeHb OCHOBHBIX JieKapcTBeHHbIX cpeacTB (umewmmx 100% BepossiTHOCTH
NPUMEHEHUs): HET.

IlepedyeHb 1OMOJTHUTEIBHBIX JEKAPCTBEHHBIX cpeacTB (MeHee 100% BeposiTHOCTH
npuMeHeHus1) — Tadauua 16:

Meosicoynapoonoe Ypoesenw
dapmakomepanesmuueckan Cnocoo
HenameHmMoeaHHoe 0oKazamenbHOC
2pynna npumeHenus
HaumeHosanue JIC mu
NmMmmyHOenpeccuBHoe
yHozenp Okynuzymad/PaBynmu3ymad™ B/B B
CPEICTBO
[Ipenaparsl, BAUSIONIKE HA OnoaTHH anbdha T/K WU B/B B
KPOBETBOPEHHUE U KPOBb. OnodsTuH OeTa /K WK B/B B
[Ipoune cTumynAaTOpbI
P Y p OIO3THH 3€Ta TI/K WM B/B B
reMoro33a. DpUTpOonodTUH

Ipu passutum auanus-zapucumoro OIIIl y manuenToB ¢ al'YC pexkomenaoBaHo
onpeaequTh mnokazanusi K Bbeidopy Buaa 3IIT (nmepuroHeanbHBIA —TUATH3,
reMo/Iualin3, MpOoJJICHHAass BEHOBEHO3HAsi remMoauaduibTpanus). BeiOop MomaibHOCTH
UaIN3a OCHOBBIBACTCSI HA  TSHKECTH  KIMHUYECKOTO  COCTOSIHUSA,  CTEICHHU
MeTab0IMUECKUX HApYUICHUH, HaJTUYUU MPOTUBOIIOKA3aHUN K OINpPEEeICHHOMY METO/y
Jain3a, Bo3pacte peOeHKa U aHTPOIOMETPUUECKUX TOKa3aTeNsixX (pocT, Bec).

s IlepuToHea bHBIN JUATU3 IPUMEHSICTCS IIPH CIACAYIONINX COCTOSHUSIX
° «u3onupoBanHoe» OIIIT;

e  BbIpaXKEHHbIE HapyIeHus co ctoponsl [THC;

®  BBICOKHMU PUCK F€MOPPArNYECKUX OCIIOKHEHNN;

®  BBIpAXEHHAs HEJOCTATOYHOCTh KPOBOOOpAIEHUS;

®  HEBO3MOXXHOCTh (POPMUPOBAHUS COCYAUCTOrO AOCTYTIA.

% Ilpoanennas BeHOBEHO3Has reMoauMaQWIbTPALUs PEKOMEHIOBaHA MAaIlMEHTaM C
BBIPAKCHHOMW TUIIEPTUIpaTallMel, pa3BUTUEM OTEKA JIETKUX, MO3ra, TUIIEPA30TEMUEH U
HECTaOUJIbHBIMUA F€MOJMHAMUYECKUMHU MTOKA3aTEISIMHU.

% T'eMomumanus sIBJISIETCSI METOJIOM BBIOOpA MPH JICUCHUU TMAIUCHTOB C COXPAaHHOMH
FEMOAMHAMHUKOM,  TUIIEPA30TEMHEN,  TUIEPrUApaTalvMed W [pd  HAIWYHAH
MIPOTUBONOKa3aHui K ApyruM metogam 3I1T.

Xupyprudeckoe BMemareabcTBo npu al'yC

TpancnmiianTanus NoYku y nauueHToB ¢ al'yYC

e  TpancmnanTanusi TOYKH MOXET OBITh MPOBEJEHA Y MAIMEHTOB C TEPMUHAIBHON
cTtaguen xpoHnnueckoil moueunor HegoctatouHoct (TXIIH) B ucxone al'YC He panee
yeM dyepe3 12 mec. mocne Havyana 3IIT u He MMEIOIUX KIMHUYECKUX MPOSBICHUIM
skcTpapeHanbHoil TMA.

e  He pexoMeHayeTcst MpoOBEAEHUE POACTBEHHOM TpaHCIUIAHTALMK MOYKU. OIHAKO B
HEKOTOPBIX CIIy4asiX OHA MOKET OBbITh MPOBEJEHA, €CJIU UAECHTU(UIIMPOBAHHAS MyTalUs



r€Ha CHCTEMbl KOMILJIEMEHTa, OTBETCTBEHHass 3a pas3Buthe al'YC y mnamnueHra
(MOTEHIIMAJILHOTO PEIUIUEHTa), He OOHApY)KHUBACTCS Y IMOTEHIMAIBHOTO JOHOpA.
HeobOxomuMo MakcHMaiabHO OCBEIOMUTH JOHOpPAa W PEIUIIMEHTa O Pa3BUTHHU
BO3MOXKHBIX OCJI0KHCHUH TpaHCILIaHTAuH. [Ipy yCIOBUU OTCYTCTBUS UACHTU(DHKAIHH
MyTalui, OTBETCTBEHHBIX 3a pa3putThe al YC, Kak y pelunueHTa, Tak M y JOHOpa,
PEKOMEH/IYETCSl BO3JIEPKATHCS OT IIPOBEICHUS POJACTBEHHOM TPaHCIJIAHTAIIUH.

e Ilepen Bkmouenuem nanmeHTa ¢ al'YC B «JIMCT oXuJaHus» TpaHCIUIAHTALIMU
MOYKH HEOOXOJUMO BBINOJHUTh TEHETHYECKOE MCCICAOBAaHWE U OIpeJeieHue B
TUHAMHKE TUTpa aHTUTeNl K (akTtopy H, 4YTO TMO3BOJUT MPOBECTH OICHKY pHCKa
penuMBa 3a00J1€BaHUsI TIOC]IC TPAHCIIAHTAIINH.

K epynne nuzrkozo pucka omuocamcs cieoyrowjue nayuenmsl.:

e ¢ M30JaMpOBaHHOM MyTanuen B rene MCP;

e C HamuyueMm aHTUTen K (akrtopy H, B AuHamuke uMeIIMe OTpUIIATEIIbHBIC
pe3yJIbTaThl AHAJIM30B Ha JIaHHBIC AHTUTENA B TEUEHUE MTPOJOJKUTEIBHOTO BPEMEHH, U
0€3 JOMOTHUTENIbHBIX MyTallui TEHOB-PETYIATOPOB CUCTEMbI KOMITJIEMEHTA.

K kamezopuu cpeonesvicoko2o pucka omuocamcs ciedyroujue nayueHmol:

e  C U30JUMPOBaHHOW MyTauueul B reHe dakropa I;

® CO CTa0WIbHO HU3KUM ypOBHEM aHTHUTENl K (pakTtopy H m 6e3 JOmOoIHUTENbHBIX
MYTalui T€HOB-PETYIATOPOB CUCTEMbI KOMIUIEMEHTA,;

e  C MyTalWsIMHU HESICHOTO KIIMHUYECKOTO 3HAUYCHUS,

e  0e3 uIeHTU(UIUPOBAHHBIX MyTallM B TeHAX CUCTEMbI KOMILIEMEHTA.

K xamezopuu évicoxozo pucka omuocamces ciedyoujue nayueHmol

° ¢ peuuauBamu al'YC B aHaMHe3e;

e C cemeitHol popmoit al' YC;

e ¢ myrauusamu CFH mam npu Hanuuun rubpunnoro rena CFH/CFHRI,
e ¢ myrauusamu redoB C3 u CFB, ycunuBaommMu ux QyHKIHH.

I1pu mpancnaanmayuu nouku paxmopamu, CROCOOCMBYOWUMU PA3BUMUIO PEYUOUBA
al'VC, asnaromces:

®  TSDKENOE HIIeMHUYECKH-perepdy3uOoHHOE MOBPEkKICHUE TPAHCIIAHTATA,

®  BBICOKHE KOHIICHTpAIlMd B KPOBU WHTHOMTOPOB KaIbIIMHEBPHHA (IIUKIOCTIOPHH,
TaKPOJIUMYC);

®  DIU30/BI OCTPOTO OTTOP)KEHUS TPAHCIIAHTATa, 0COOCHHO aHTUTENO-
OTIOCPEIOBAaHHOTO;

e  BuUpYCHbIC HHPEKINH (IMTOMETAIOBUpPYCHAs MHPEKIUA U Jpyrue  Trepriec-
BUpYCHBbIE WHGEKIMN, BUpychl rpunmna, BK-undexknus, wuHdexus, BbI3BaHHASA
napBoBupycoM B19, nH(peKIMOHHbBIE TACTPOIHTEPUTHI U . ).

IMpopuiaakruka peuuausa al'YC nocjie TpaHCIVIAHTALMH OYKH

° [Tocne TpaHCIUIAHTAIIMK TIOYKM TMAllMEHTaM C HU3KUM pucKoMm peruauBa al'yYC
CrienralibHas MPO(PUIAKTHKA MOYKET HE POBOIUTHCS.



o [lariueHTaM CcO CpeaHUM PHUCKOM peruuBa HEeoOXoauma MPOQUITAKTHKA
peuunuBa al'YC, koropas  MOXKET  OCYIIECTBISITRCA  KaK  MPOBEICHHUEM
npodmraktuaeckoro 110, Tak u OoJjiee TPEAMOYTHTEIBHBIM MPOPIIAKTHICCKUM
BBEJICHHEM 3KyIn3yMaba/paBynu3ymada™.

v Beibop wmexay IO u skyam3ymabom/paByin3ymMabOM™ OCHOBBIBACTCS Ha
JOCTYITHOCTH  JKyJlIu3ymaba, HaJIM4YUM aJEKBATHOTO COCYAMCTOrOo JOCTyna u
NEPEHOCUMOCTH JJOHOPCKOM MJIa3MBbl.

v’ Ilpu BBIOOpE mpOBeAeHHs TnpeBeHTHBHOrO IIO mOCHeTHMIA NPOBOIUTCSA B
cienytomeM pexume: 1 ceanc IO HemocpencTBeHHO mnepes omnepauuei, 1 uHPy3us
C3II Bo BpeMs TpaHCIUIaHTaIUH, exxeHeBHbIEe ceaHchl [10 mocne onepanuu He MeHee 5
JHEN C MOCHEAYIOIUM IMMOCTENEHHBIM YMEHBIICHHEM KOJIMYECTBa Ce€aHCOB (5 aHel B
HEJICNIIO B TEUCHHUE 2 HEMIEIb, Jaiee 3 ceaHca B HEJICNIO B TeUCHUE 2 HeACHb U T.1.).

v Y mnmanueHTOB €O CpPEIHUM PHUCKOM penuauBa 4Yepe3 12 MecdAleB mnocie
TPaHCIUIAHTAIIMU TIPU OTCYTCTBUU MPU3HAKOB JIAKE CYOKIIMHUYECKOTO PELUINBA MOKET
OBITH MPEANPUHATA MOMBITKA OTMEHBI AKyJn3ymMada/paByau3zymada™ wiu, 1mno KpanHeu
Mepe, YBEJIMUCHUSI HHTEPBAJIOB MEXIY €ro BBEACHUSIMU (CHUXKEHUS YaCTOThHI BBEJICHUS
npenapara).

o [laniueHTaM Tpynmbel BBICOKOTO pPHCKAa Pa3BUTHUS PELUIUBA HACTOSTEIHHO
PEKOMEHAOBAHO MIPOBEJICHUE poHIIaKTHIECKOM Tepanuu
sKynu3ymMabom/paBynuzymabomM™. BBenenue skynuzymada JoJKHA OBITH HA4aTo J0
TpaHCIUTAHTAIMK — nepBast nHMy3us npenapara B 103e 900 Mr y B3pOoCIIbIX HE MO3/IHEE
yeM 3a 1 4wac g0 penepdy3uu MOHOPCKOM MOYKHA (y IAIUEHTOB, OXKHIAIOIINX
YPTreHTHYIO TPAHCIIAHTALMIO WK TPAHCIUIAHTALIMIO OT )KUBOTO JIOHOPA, MPO(dUIIaKTUKA
MOXET ObITh HauaTa 3a HECKOJIbKO Heflelb). Bropoe BBegeHue skynu3ymada B 103e 900
MI' 00s3aTeIbHO B TEPBbIE CYTKH TOCJE TpaHCIUIaHTauuu modku. l[locnenyromiue
BBEJICHMS TIpernapara OCYIIECTBISIIOTCA ¢ yacTorod 1 pa3 B Hememto (900 mr y
B3pOCIIbIX) € TiepexogoM Ha pexuM 1 pa3 B 2 uHemenu (1200 wmr). Tepamus
AKYJIU3yMabOM MOXET ObITh MPOBEJCHA B TEUCHHUE BCEro Mepuoia GyHKIIMOHUPOBAHUS
TpaHCIUIaHTaTa. PaBynn3ymab* Ha3HayaeTcsi COMVIACHO CXEME OCHOBAHHOW Ha Macce
Tena.

o C uensio mpeaynpexaenus pa3sutus peruausa al'YC pekomenayercst u3oerarb
BBICOKHMX KOHIIEHTpAIlMii B KPOBU PEIUIHUEHTOB WHTUOUTOPOB KAaJbIIMHEBPUHA —
IUKJIOCTIOPHUHA U TaKPOJIUMYCA.

° [IpuMeHeHnue HEBBICOKUX /103 MHTMOUTOPOB KaJIbIIMHEBPUHA MPEANOUYTUTEIIbHEES
UCIONIb30BaHUI0 MHTHOuTOpoB MTOR.
° [Taruentam ¢ al'YC mocie TpaHCIUIAaHTAllMM TOYKH PEKOMEHIYETCS MPOBOJIUTH

NpOPWIAKTAKY  [UTOMETAJIOBUPYCHOM  WH(MEKIMM U THEBMOIIMCTO3a  TI0
CYIIIECTBYIOIIUM KIMHHYECKUM TIPOTOKOJIAM.

o [Tocme TpaHCIIAaHTAIlMM TIOYKHM PEKOMEHJIOBAHO TMPOBEACHHUE CXKETOMHON
BaKI[MHAIIMM TIPOTUB CE30HHOTO TpHUMNNA TPU YCIOBUU MCIOJB30BAaHUS TOJIBKO
WHAKTUBUPOBAHHBIX BAKITMH.

o B pamkax mMmOArOTOBKM K TPAHCIUIAHTAMM TOYKH W MPOQPHIAKTHIECKOMY
BBEJICHHUIO DJKyln3ymaba/paBynu3zymadba* u y JeTed, U y B3pOCIbIX HEO0OXOIUMO
MIPOBE/ICHUE BaKI[MHAIIMU MPOTHB MEHMHTOKOKKOBOM, MHEBMOKOKKOBOW WH(MEKIINH U



MHQEKINY, BRI3BAHHOW reMO(DHILHONM MaT04YKOM, MPU YCIOBHH YTO MAIMEHT paHee He
OBLIT BaKIIMHUPOBAH.

JluarHoctuka u jgedyeHue peuuausa al'yYC nmocie TpaHcIuIaHTAMH TOYKH

o Jlpu mobo¥ AUCPYHKIUU TMOYEHHOrO TpaHCIUlaHTata y mnanueHToB ¢ al'yYC
pekoMeHayeTcs: uckiouenne TMA Ha OCHOBaHUHM OIEHKH KOJIMYECTBa TPOMOOIIUTOB,
ypoBHs rantoriobuna, JIJII' 1 olieHK: Ma3Ka KpOBH J1JIs1 BBISIBIICHUS ITU30IIUTOB.

e  JlucpyHKIMs TpaHCIUTAHTATa SBIISETCS MOKa3aHHWEM K MPOBEACHHUIO €ro OMOoTCcHU
Jake TIPU OTCYTCTBUU JIabopaTOpHBIX npu3HakoB MAT'A.

e  Tepanueln nepBoi auHUM npu peuuanBe al YC mocnie TpaHCIUIAHTAIMU TOYKHU
SBJISIETCS DKYJIU3yMad/paBynu3ymao™.

o Jleuenue nskymmuzymabom/paByiuzymadbom npu peuuause al' YC nomkHO OBITh
HAYaTO HE3aMEIUTEIILHO, MMOCKOJIBKY TOJBKO MPH PaHHEM JiedeHHH (0 4 HeAelb OT
Hayajga peluauBa) IO3MOKHO HamOoyiee TOJHOE BOCCTAHOBIEHHE (DYHKIUH
TpaHCIUIaHTara. He ycTaHOBIE€Ha onTHUManbHas MPOIOJDKUTEIBHOCTh JICUCHHS
permauBa (TpeOyeTcsl MPOBECHUE JAIBHEHIINX UCCIICOBAHUI), OJTHAKO Y MAIUECHTOB
C TPyHNIbl BBICOKOTO pUCKa PELMJIMBA TEPANHMs IKYJIU3yMaOOM/paByIn3yMadOM MOKET
OBITH MTPOBE/ICHA B TEUEHUE BCETO Mepruoaa PyHKIMOHUPOBAHMS TPAHCILJIAHTATA.

e B nepuon oxxugaHus mocTaBKM mpenapara AobkeH rnpoBoauTbes 10 ¢ o0bemom

skchy3un 40-60 MuI/Kr Macchl Tena MalMEeHTa ¢ 3aMELICHHEM aJeKBaTHBIM 00bEMOM
C3II.

5.5 lanbHeiimee Beaenne [1, 2, 4,9, 12, 14]:

IMamuentnl ¢ STEC-I'YC

B OonpmmHCTBE cliydyaeB B TE€UEHHE MeHee 4eM | - 2 Henellb OTMeuaercs
HOpMaJIM3aIsl TeMaTOJIOTHYECKUX MOoKa3aTesiei, HopMalu3alus Iuypesa ¢ TeHACHIuen
K BOCCTAHOBJICHUIO moueyHbiX (yHkiud. Onnako y 10% neteit B TeueHue 4 mecsieB
Ha0roAaeTCs pa3BuTHE TepMUHAIBHOU cTtaanu XITH.

JmuTeapHOCTh TUHAMUYecKoro HabmoaeHus nocie nepeneceHHoro STEC-T'YC
JIOJKHA COCTABJISATh HE MEHEE S5 JIET U 3aBUCHUT OT TsbkecTH nepeHeceHHoro STEC-T'YC,
HaJIM4Ms IPOTEUHYPHUH, apTEPUATTLHON TUTIEPTEH3UU U YPOBHS CKOPOCTH KIIyOOUKOBOM
¢bunpTpanuu. J{Baxapl B TOJl pEKOMEHIyeTCsl MPOBOIUTh MOHUTOPUHT OOIIET0 aHalln3a
KpOBU C TpPOMOOIIMTAMHU W KOHTPOJIb TMOYEUYHbIX (GYHKIUNA (KpEaTHHHH, OIICHKA
cKopocTd Kiy0oukoBoil puibrpanun). [Ipu noctmxennn XIIH tpebyercs npoBeneHue
ee TMOCHUHAPOMHOW TepanmMd M pelIeHHe BOMpOca O CBOEBPEMEHHOM Haualie
3aMECTUTEIIBHON TIOYEYHOU Tepanuu. I[lOBTOpHBIE TOCHUTAIM3AIMKA TOKA3aHbl B
OCHOBHOM TIPH IIPOTPECCUPOBAHUM TOYESYHON HEJOCTATOUHOCTH.

IMamuenTtwl ¢ al'YC

TpeOyetcsi cucremarnyecknii MOHUTOPUHT mareHToB ¢ al' YC Hedposorom u
CHenuainucTaMu JApyroro mnpoduias TaKUMH, KaK HEBPOJOTHU, TacCTPOIHTEPOJIOTH,
rematosiornu W aApyrumu. [lpu CcTaOWIBHOM COCTOSHUM TIAllUEHTa W XOPOIIEH
MEePEHOCUMOCTHU IKyIu3ymMada/paBynn3ymMada™ TUIaHOBOE BBEJCHHE Ipernapara MOXKET
OCYIIECTBIISITHCS B YCIOBUSIX JHEBHOTO CTAI[MOHAPA.

PexoMeHIOBaHO TIpOBEACHUE BCEX BaKUMWHAIIMKA, BKJIOYas CE30HHBIC, 3a
HCKJIIOUEHUEM JKUBBIX ATTEHYMPOBAHHBIX BakUMUH. OIHAKO OTMEYEHBI OTICIbHbBIC



AMM30/bl peuuauBa OO0JIE3HM IOC/IE BakIMHAUMKA. TemM He MeHee, NMOTEHIUalIbHas
MoJIb3a MOCIEAHUX CYIIECTBEHHO NPEBAIUPYET HaJ BO3MOXHBIM PHUCKOM B
COOTHOLIEHUH PUCK-TIOJIB3A.

[Ipu peummue TMA (aHeMus, TpPOMOOIMTOINEHHS, YXYALIEHHE IOYEYHBIX
GyHKIMIT W TOSABIEHHWE MPHU3HAKOB JKCTPAPEHAIBHOTO TMOpPAXEHMs) IOKa3aHa
He3aMeNIMTEIbHAs TOCIIUTAIIU3ALMS B CTAl[MOHAP.

5.6 Unaukatopsbl 3¢ppeKTUBHOCTH JeYeHHs :

Kputepun 3¢ppexTuBHOCTH Tepanun IKyausymadom/Papyausymada™ npu al'YC:
® HOpPMaJIM3AITUS YHCIIa TPOMOOITUTOR,

® MpeKpalleHue reMosin3a (OIeHKa MpoBOAUTCS Ha ocHoBaHuu JIJII');

e yIlydllleHHE PYHKIUU MOYEK.

O:xunaemble HeJieBbie IPPexThl OT Tepanuu IKyauzymadom/Papyauszymada™ npu
al'YC:

® CyIIECTBEHHOE CHU)KEHUE PUCKA JIETAIBHOIO UCX0/1a;

® WHIYKIUS F€EMaTOJIOTMYECKON pEMUCCUU U €€ MOAEPKAHUE;

® OTCYTCTBHE HEOOXOJUMOCTH B IIPOBEJICHUH TJIa3MOTEPaIy;

e yiydllleHHe PYHKIIMOHAIIBHOTO COCTOSIHUS TTOYEK.

6. OPTAHU3AIIMOHHBIE ACIIEKTBI [IPOTOKOJIA:

6.1 Cniucok pa3paGoT4MKOB MPOTOKOJIA:

1) Tyran6ekoBa Canranar KeHecoBHA — JOKTOpP MEAMIMHCKUX HayK, Mpodeccop
«HarnyoHnanbHpIE  Hay4YHBIM ~ MEAWIIMHCKUN  IIEHTP», 3aBeAyromuid  Kadeapoi
«Buytpennux Oonesneit Ned» HAO «MenunuHckuii  YHuBepcuter AcTaHay,
npeacenarens POO «Hedpomaoros, Bpadeit 1uain3a v TpaHCIUIAHTOJIOTOB Kazaxcranay,
TJIaBHBIM ~ BHEIITAaTHBIA ~ Heposor  (B3pochblif,  jaerckuil)  MuHHCTEpCTBa
3npaBooxpaHenus Pecryonmku KazaxcraH.

2) Kabynbaer KaitpaT AGayiayibl — JOKTOp MEIUIIMHCKUX HAyK, mpodeccop Kadeaps
Hepponornn HAO «Kazaxckuii HainmoHanbHbI MEAUIIMHCKUNA YHUBEPCUTET HUMEHU
C.JA. AcdenauspoBa», koHcyinbTaHT-Hedposor AO «HaydHo-Hcclien0BaTeNbCKUMA
WHCTUTYT KapJHOJOTMH W BHYTpEeHHHX OonesHei», wieH «International Society of
Nephrology», POO «Hedposoros, Bpadei quanusa u TpaHciuiaHToaoroB Kazaxcranay.
3) l'aiinoB AOxyarmap DpKHUHOBUY — KaHAHIAT MEIUIIMHCKUX HAyK, Bpad Hedposior
BBICIIIEH KaTErOpUM, ACCUCTEHT Mpodeccop Kapeapsl MEAUIIMHBI, TUPEKTOP MPOrPAMMBI
pesunentypsl 1o Tepanuu [lkonsr Menunmasl Hazap6aeB YHuBepcurTera

4) KapabaeBa Aiirynp JKyMmapToBHa — TOKTOP MEAUIMHCKUX HAYK, ACCOLMUPOBAHHBIM
npodeccop, Hedpoior BeIciIel kareropuu, npodeccop kadenpsr «OOMel BpaueOHON
npaktukn» HY O Kazaxcrancko-Poccuiickoro MEIUIIMHCKOTO YHUBEPCHUTETA.

5) KXymaauno Arsam IllaiiMapgaHOBHY — JOKTOP MEIUIIMHCKHX Hayk, mpodeccop,
npejacenarens npasieHus «Kazaxckoe o01IecTBO aHECTE3MOIOTOB U PEAHUMATOJIOTOBY,
[JIaBHBIM BHEIITATHBIA AHECTE3UOJIOT-PEAHUMATOIOI MUHHUCTEPCTBA 3IPaBOOXPAHEHUS
Pecny6nuku Kazaxcras.



6) PaxumvxkanoBa Canranar CarblHIBIKOBHA — CTapIIMA  OpAMHATOP OTICICHHUS
«Hedpomoruu u guanuza» KopnopatuBHoro douna «UMCy», nedpomor Bsiciiei
KAaTeroOpHH.

7) TaypOexoBa bunypa EpHypoBHa — Bpau HeppoJioT, MAaruCTp MEIUIIMHCKHAX HAYK,
«HarmoHanbHBI HAyYHBIA METUIIMHCKHN [EeHTp», gokropant PhD B oGmactu
MouieKyJisspHOi MmeaunuHsbl [kona menuunuael HazapbaeB yHuBepcurera.

8) Makankuna Jlapuca ['eHHamWeBHa — KaHAWAAT MEAMIMHCKHX Hayk, PhD, MD,
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6.2 Yka3zanue Ha 0TCYyTCTBHE KOH(l)J]I/IKTa HHTEPECOB: HCT.

6.3 PenenzenT(bl):

1) Ko3znosckas Hartanbs JIbBOBHa — JOKTOp MEIUIIMHCKHX Hayk, mpodeccop,
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