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Cnmcok cokpaueHni

al'VC — aTUNUYHBIN réMOJIMTUKO-YPEMUYECKHI CUHIIPOM

AIIK — anbTepHAaTUBHBIN MyTh aKTUBAIIUN KOMIUIEMEHTA

ATIII — aatutpom6OuH 11l (HaumeHoBanue ycnyru cornmacHo I[lpukasy Munsnpasa Poccun ot
13.10.2017 N 804#n: "Onpenenenue aktuBHOCTH anTUuTpoMOmHa 11 B kpoBu")

ADC — anTu(OCHOTUTTUIHBIN CHHAPOM

B-T'YC — I'VC-accommupoBaHHbBIN ¢ OEPEMEHHOCTHIO

I'VC — reMOJIUTUKO-YPEMHUYECKUN CUHIPOM

JABC — nucceMUHHPOBAHHOE BHYTPUCOCYIUCTOE CBEPTHIBAHUE

JIAT" — nakrataeruaporenasa (HaMMeHOBaHKE ycayru coriacHo [Ipukasy Munsapasa Poccun
ot 13.10.2017 N 804H: "OnpeneneHrne akTUBHOCTH JIAKTATICTUAPOTeHAa3bl B KPOBHU')

MATI'A — MUKpOaHTHOIIATUYECKAs TEMOJIMTHYECKAsT aHEMUS

MAK (C5b-9) — memOpaHOaTaKyIOIIHi KOMIUIEKC

OIIII — ocTpoe noBpekICHUE TTOYEK

10 — mnazmooOMeH (HamMeHOoBaHue yciayru corjacHo IIpukasy MwunzngpaBa Poccun ot
13.10.2017 N 804#: "[Imazsmooomen")

C3II — cBexe3aMOpoKEeHHas I1a3Ma

CKB — cucreMHas KpacHasi BOJIYaHKA

TB — TpoMOrHOBOE BpeMs (HauMeHOBaHUE yCiuyru cornacHo Ilpuka3zy Munsnpasa Poccun ot
13.10.2017 N 804H: "OnpexneneHue TpOMOMHOBOTO BpEMEHHU B KPOBU'")

TMA — TpomOoTHYECKass MUKPOAHTHOTIATHSI

TTII — TpomboTHYECKast TPOMOOIIMTOTIEHNYECKas TypIiypa

XBII — xponnyeckas 60J1€3Hb MOYEK

IIHC — nentpanbHast HepBHas CUCTEMA

CFH — daxtop H xommuiemenra

CKD-EPI — dopmysa aist pacdera ckopoct kiiydooukoBoii ¢ubrparu (CKD-Epidemiology
Collaboration 2009)
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Tele/IHbl U onpeaecJaeHus

ATUNUYHBIA reMoauTUKO-ypemuueckuii cuniapom (al'YC) — cucremHoe 3abojeBaHue U3
IPYIIBl TPOMOOTHYECKUX MUKPOAHTHOTIATUH C IPOTPECCUPYIOIIMM TEYSHHUEM M HEOJIaronpusTHHIM
IIPOTHO30M, B OCHOBE KOTOPOIO JIEKHUT HEKOHTPOJIHUpYyEMas aKTUBAlUd AJIbTEPHATUBHOIO ITYTH

KOMILJIEMEHTa  HAcCJIECTBEHHOW  WJIM  NPUOOPETEHHOM  MNpUPOAbl,  MpPUBOAALIAS K
reHepain30BaHHOMY TPOMOOOOPAa30BaHUIO B COCYIaX MUKPOLUPKYISTOPHOTO pycia.
Kommnement-onocpenoBanHas TpoMOOTHYECKass MHUKPOAHTHOINIATUS — TPOMOOTHYECKAs

MUKpPOQHTHUOTIATHS, BBI3BAaHHAS THIICPAKTHBAIMCH  QJIBTEPHATHBHOIO IYyTH KOMIUIEMEHTA
BCJICJICTBHE HApYIICHUS PETyJSIUH, 0OYCIOBICHHOW MYTallUsSIMU T€HOB OCIIKOB-PEryasSTOPOB WIIH
ayToaHTHUTEeNaMH K (akTtopy KoMIuieMeHTa H — OCHOBHOMY pETYISITOPHOMY MPOTEHHY
albTepHAaTUBHOIO MyTH KoMIieMeHTa. Cunonum: al'VC.

KomMrimemMeHT-01oKupytomas Tepanusi — Teparvs, HallpaBJICHHAs Ha TOJABJICHUE aKTUBHOCTU
CHCTEMBl KOMIUJIEMEHTAa U  CHOCOOCTBYIOHIass TEM CaMbIM  MPEKPAIIEHUIO  IPOIECCOB
MUKPOLMPKYJISATOPHOTO TPOMOOOOpa30BaHUsI.

MuKpoaHruonaTuyeckuii FeMoan3 — BHYTPUCOCYAUCThIN HeMMMYHHBINH (KyMOc-HeraTuBHbIi)
MEXaHWYECKUH TeMOJIU3 B Pe3y/IbTaTe MOBPEXKICHUS SPUTPOIUTOB TPU ITUPKYISIIIAA B CY)KCHHBIX
32 CUET OKKIIO3MH TpOMOaMH COCyAaX MHKPOLIUPKYISATOPHOTO pycna. TpomOoTHdeckas
MUKpPOQHTHOTIATAS — KIMHHUKO-MOP(OJOTHIESCKHIA CHHIPOM, XapaKTePU3YIOMIHA OCOOBIH THIT
MOPAKEHUSI COCYOB MHUKPOIMPKYISTOPHOTO PYClia, B OCHOBE KOTOPOTO JIEKHUT TOBPEKICHUE
SHJOTEIHUS C TTOCIEAYIOITUM TPOMOO0Opa30BaHUEM.

TpomboTuyeckass TpoMOOLUTONIEHUYECKasl MypIiypa — cucTteMHas (popma TpoMOOTHUECKON
MHKPOAHTHOTIATHH, OOYCIIOBIICHHAsI CBEPXKPYITHBIMUA MyJibTUMepamMu ¢akropa ¢hon Bumiedpanma
BCJICJICTBUE TPHOOPETCHHOTO (ayTOAHTUTENA) WM HACJIEACTBEHHOro (MyTalnuu TeHa) Aeduiinrta
ADAMTSI1S.

Okynu3ymad**  —  mpemapar  Tpynmbl  KOMIUIEMEHT-UHTHOWPYIOIIUX  AHTHUTET,
MIPEICTaBISAIONINI cO00M peKOMOMHAHTHOE TYMaHU3UPOBAHHOE MOHOKJIOHAJILHOE aHTUTENO Kilacca
Ig G x C5 xomnoHeHTy KoMmIuieMeHTa. [Ipemapar Omokupyer pacmierienne C5 nHa CSa u CS5b,
MPemsITCTBYS TEM CaMbiM O0Opa30BaHUI0 MEMOpPaHO-aTAKYIOIIEro KOMILJIEKCA W  IOAABIIAA
MPOBOCHANNUTEIBHOE, MPOTPOMOOTHYECKOE U JIMTUYECKOE JEWUCTBUS KOMIUIEMEHTa, 4YTO
MpeIOTBpAIllaeT MOBPEXKICHUE OHHAOTENUS M MPEeKpallaeT MPOLecChl MUKPOLHMPKYISITOPHOTO
TpoMOO0Opa30BaAHUSI.

ADAMTS13 — metamtonpoTeasa, pacuieIuIsionias CBEpXKPYIHbIe MYJIbTHMEDPHI (hakTopa poH
Bunnebpanna, iMarHocTUYeCKuil MapKkep TpPOMOOTHUECKOH TPOMOOIIUTOIIEHUYECKON MTyPIYPHI.

STEC-T'YC — wuH(bEKUIHOHHO-OTIOCPEIOBAHHBIA  T'€MOJIUTHKO-YPEMUYECKHI  CHHIPOM,
pa3BHUBAIOIIMICA BCJIEACTBUE HWHQPHUIIMPOBAHUS UIUTAa-TOKCUH MPOAYHHUPYIOIIUMH OaKTepUsIMHU:
SHTEeporeMopparnueckoil uiam sHTepoarrperatuBHoii E. coli unmu Shigella dysenteriae [ Tuma.
CHHOHUM: TUMIUYHBINA T€MOJTUTHKO-YPEMUYECKHI CUHIPOM.

CFH (¢dakrop H kommuiemeHTa) — OCHOBHOU PEryNIsTOPHBIN (haKTOp aabTEPHATUBHOTO MYTH
KOMILJIEMEHTa, KOHTPOJIUPYIOLIUI €ro aKTUBHOCTb.

1. Kparkas wundopmanuss mo 3a00/IeBAHMK0 WIN COCTOSAHUI) (TPyHIbI
3200J1eBaHUI MJIA COCTOSHUM)

1.1. Onpenenenue 3a00/1eBAaHUS WJIM COCTOSIHUSA (FPyNNbI 3200J1eBAHNI WJIM COCTOSIHMIA)

ATUNUYHBIN TeMOTUTHKO-ypeMudeckuil cunapoM (al'YC) — 3To cucreMHoOe 3a00JeBaHue ¢ U3
rpynnsl - TpomOoTHyeckux Mukpoanruomatuii (TMA) ¢ mporpeccupyroliuM TEYEHHEM U
HEOIaronpusATHBIM IPOTHO30M, B OCHOBE KOTOPOTO JIEKHT HEKOHTPOJIMpYeMas aKTHUBaIUs
anpTepHaTUBHOTO TyTH KoMiuieMeHTa (AIIK) HacnencTBeHHOM MM NMPHOOPETEHHOM MPUPOIHI,
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IIPUBOIALIAs K T€HEPAIN30BaHHOMY TPOMOO0OOpPAa30BaHUIO B COCY/IaX MUKPOLIUPKYISATOPHOIO pycia
[1, 2].

TMA — rereporeHHas Trpymmna CHHIPOMOB/3a00JIeBaHHMMA, HMMEIOMIMX CXOTHBIA KIMHHUKO-
Mopdonornueckuii  penotun [1-4]. Knuamueckm TMA mnposiBiasercs TpOMOOLMTONIEHHEH
NOTPEeOICHUs, MHUKPOAHTHOMATHUECKOW T'e€MOJIMTHYECKON aHeMuedl (MeXaHWYeCKUH TeMOJIn3),
JUXOPAJKON W MIIEMUYECKUM MOPAXKEHUEM pa3IMYHbIX OpPraHoB, IVIABHBIM O0Opa3oM, IOYEK U
uentpanbHoi HepBHOU cuctembl (IIHC). ['mctomornueckas kaptuna octpoii TMA mpexacrasiena
OTEKOM DHJIOTEIIMANBHBIX KJIETOK C HMX OTCIOMKOW OT Oa3asbHOW MeMOpaHbl, pacIIupeHueM
CyOSHIOTEINANBHOTO TMPOCTPAHCTBA C HAKOIUIGHHEM B HEM aMop(pHOro MeMOpaHOMOoA0O0HOTO
MaTepuasia U OO0pa3oBaHMEM TPOMOOB, COJAEpXKAIIUX TPOMOOIUTHl W (GUOPHH, W HEPEIKO
BBI3BIBAIOLINX MOJIHYIO OKKJIFO3UIO TPOCBETA COCY/A.

1.2. DTHoNOrNs U MATOreHe3 3a00/1eBaHusI WU COCTOSIHUS (TPYNIbI 3200JIeBAaHU HJIH
COCTOSIHM )

al'YC 00ycCIlIOBIICH TeHETHUYSCKUMH HApYIICHUSIMHU WIH, PeXe, ayTOUMMYHHBIMH PEaKIUsIMHU,
MIPUBOIAITUMH K TTATOJIOTHH CUCTEMBI KOMILIEMEHTA, YTO IMOCTYKHJIO OCHOBAHUEM JUTS TIOSIBIICHUS
TEpMHHA "KOMIUIEMEHT-onocpetoBaHHass TMA", KOTOpBI CeroiHs SBISETCI CAHOHUMOM TEPMHUHA
"a'VC". B OonbpmmHcTBe cinydaeB al'YC accouMupoBaH C TE€HETHYECKH OOYCIOBIEHHBIMU
nedexramu peryisiun AITK, pe3ymbTaToM 4ero SIBISETCS €ro XpOHHYECKas HEKOHTPOJHpyeMast
aktuBarus [1, 5]. Kpome Toro, moutn y 20% manueHToOB, MPEUMYIIIECTBEHHO JETEH, BBISBIISIOT
ayroanturena k gaxropy H xommnementa (CFH) — ocHoBHOMY perynsitopHomy nporeuny AlIK,
HAJIMYHUE KOTOPBIX MPUBOJIUT K TEM K€ MOCIEACTBUSIM, UTO U €ro Mmyrauuu. "AnturensHbiin" al'yYC
CKJIOHEH K u4actomy penuauBupoBanuro [1, 6, 7]. Y mnammentoB ¢ al'YC Moryr OBITH
UACHTUGHUIIMPOBAHBI CIIeayIOMIHe Ae(eKThl, MPUBOAIINE K n30bTouHoM akTuBanuu AITK [6-9]:

- MyTanuu reHoB peryasTOPHBIX OEJIKOB KOMILIEMEHTa, Hapyramomme ux ¢pyakiuuu (loss-of-
function): CFH (paxtop H), CFI (daktop 1), MCP (MemOpanHbIii KodakTopHBIA TpoTenn), THBD
(Tpombomonynun). Cpean Bcex MyTalldid, aCCOIMUPOBAHHBIX ¢ pazButueM al YC, Myramuu reHa
CFH o6napyxuBarot Haubosee yacto (okoiio 30% ciydaes).

- Myranuu renoB ¢akropa B (CFB) u C3 koMmroHeHTa KOMIUIEMEHTa, 00€CIeurnBaroNIne
3HAYMTEIBHOC HapacTaHue ux akTuBHOCTH (gain-0f-function).

- Artutena k CFH u acconuupoBanHas ¢ HuMmH nenernus B reHax CFH-cBs3anHbIX OeKOB —
CFHR1, CFHR3 umu CFHR4 [8, 10].

HecmoTps  Ha  COBEpUICHCTBOBAHME  METOAOB  TE€HETUYECKOIO  MCCIEIOBAHHA,
UACHTUPUIMPOBAT, MyTanuu ypaercs jmmib y 50-70% mnamuentoB ¢ al'YC [7]. Tlpu stom
OTCYTCTBHE€ CEMEHHOM HCTOPUM HE MCKIIOYAaeT BO3MOKHOCTM T'€HETUYECKOM IMPHUPOJIbI
3a00J1€BaHMsL; TOCKOJIbKY IEHETPAHTHOCTb I'€HOB COCTaBIIsACT JHIIb 50%.

Nwmeromuecs 'y mnanueHtoB ¢ al'YC Myrauuu nNOpuUBOAAT K HapyLICHHUIO 3alllUTBhI
SHJIOTEIMAIBHBIX KJIETOK OT aKTHBAallMM KOMIUIEMEHTa BCJEJICTBHE JeduuuTa WM, 4Yalle,
(GYHKUMOHATIBHBIX HapyLIeHUH OelkoB-peryisTtopoB. B Hopme perymaropsl aktuBHoctH AIIK u
¢axTopsl, yeunupatomue ero aktuBHocTh (CFB u C3), HaxonsaTcst B cTporo cOajaHCUPOBAHHOM
cocrossHuu. ['eHermueckuit negext perynaropusix nporeuHoB — CFH, CFI, MCP u THBD -
BBI3bIBAET CHIDKEHHE MX (DyHKLIMOHaNbHOW akTuBHOCTH. Hamportus, myranuu B reHax CFB u C3
YCWJIMBAIOT MX aKTUBHOCTb. JlUCperyisuuss KOMIUIEMEHTA BEIET K HENPEKPaLIIOIEMYyCs
pacuieryieHno komnoHeHTa C5 Ha MOIIHBIM nHpoBocnanuTenbHbll aHadpwmiakcuH CSa u CSb,
KOTOPBI MHULMUpPYET oOpa3oBaHME MeMOpaHoaTakyroulero komiuiekca C5b-9, obGnanparomiero
IpOTPOMOOTHYECKMM M LUTOJIMTHYECKUM JeiictBueM. Takum oOpasoMm, y marmuentoB c¢ al VC
HEKOHTPOJHMPYEMYIO aKTHBALIMIO KOMILJIEMEHTA BBI3BIBAIOT JHOO CHIKEHHAs (PYHKIMS (aKTOPOB,
perymupyromux aeicteue AIIK, nubo ycuneHue akTUBHOCTH (DPakTOpOB, aKTUBUpYHOIIUX ero. B
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o0oMx ciydasXx pa3BUBaeTCs IucOaIaHc Mexay (akTopaMu KOHTPOJIS M aKTHBAIMA B CTOPOHY
npeoOmananus mocnenaux [8, 11]. Pesymbrarom m30biTouHOM aktuBanuu AIIK Ha moBepxHOCTH
SHIIOTETHANBHBIX ~ KJIETOK SBJISIETCS — HapacTarouiee oOpa3oBaHMEe MeMOpaHO-aTaKYIOIIEro
KOMIUIEKCA, BBI3BIBAIOLICE MX MOBPEXKICHHE C OOHAKEHHEM CYO’HIIOTEIHAIbHOTO MAaTpPHKCA,
Tpancopmarueii aTpoMOOTHIEeCKOTO (DEHOTHIIA B TIPOTPOMOOTHICCKII M MPOBOCIIATUTEILHBIA H
nocyeayromuM  obpazoBanueM TpoMmOo [1, 2, 11]. JlomoJIHUTENBHBI BKJIAJL B MPOIECC
TpoMOooOpazoBanusi y mnamueHToB ¢ wyrtamusmMu CFH Moker BHOCHTH Takke aKTHBAIUs
KOMILJIEMEHTa Ha MOBEPXHOCTH TPOMOOIMTOB, MPUBOASIIAS K YCUJICHUIO UX (PYHKUHMOHAIBHOMN
akTuBHOCTH. [IpenmymecTBeHHOEe nopaxkenue novek npu al' YC, mo-BHIUMOMY, CBSI3aHO ¢ 0COOOH
YYBCTBUTEIBHOCTBbIO  (DEHECTPUPOBAHHOTO  IJIOMEPYJISIPHOTO SHAOTENHUS K  IOBPEXKJIEHUIO,
00yCIIOBIICHHOMY HapyIICHHOM peryisiueii kommiemenTa [1, 12, 13].

PazButne al'VYC mNoONHOCTBIO COOTBETCTBYET TEOpUM JBOMHOro ynapa. ['eHernueckue
aHOMAaJIMM KOMILJIEMEHTA CIEAYeT CUMTaTh HE MPUUYMHON, a (aKTOpOM, MpeApacroJiararolliuM K
pazButuio TMA. VYcraHoBiI€HO, 4TO MyTalMu TeHOB KoMIuiemMeHTa wiu ayroanturena k CFH,
KOTOpbIE pPaHbLIE paccMaTpUBAIN Kak OCHOBHYIO mpuuuHy al'YC, nuiup mnpeapacrnojiaralor K
pazBututo TMA — "mepBbiit ymap". ns peanuzanuu 3TOH MPeapacrloyioKEHHOCTH TpeOyeTcs
JIOTIOJTHUTENbHBIE (akTOpel — "BTOpOil ymap" — KOTOpble MOTYT MOBIUSATH Ha pPa3BUTHE WIH
nporpeccupoBanue al'YC [4, 14]. Takumu ¢dakropamu, BbI3BIBAIOUIUMH JOMOJHUTEIBHYIO
aKTUBALMIO KOMIUIEMEHTa Yy MPEeIpacloIOKEHHbIX JIMI M TOTOMY Ha3BaHHBIMU KOMIUIEMEHT-
aKTUBUPYIOIIUMHU COCTOSTHUSIMH, CIY)XaT MH(EKIUHU, B MEPBYIO OYepelb, JbIXaTeNbHbIX MyTed U
xKenynouHo-kumeuHoro Tpakra (30% cmyuaeB), OepemenHocTh (7-17%), TpaHCIUTaHTAIMs
COJIMJHBIX OPraHoOB M KocTHOro mosra (y 5%), ayrouMMyHHbIE 3a00JI€BaHMS, XUPYprHYECKHe
onmepanmi ¥ mp. OgHAKO TOYTH y TOJIOBUHBI manueHToB ¢ al'YC Ttpurrepubsie (haxTopbl
UAeHTUHUIIMPOBATH He yaaercs [2, 15].

1.3. DOnuaeMuosorusi 3a00JieBaHUsI MJIH COCTOSIHUA (Tpynnbl 3a00J1eBaHMi  WJIH
COCTOSIHMA)

al'YC npencrasnser coboit yasTpapenkoe (opdannoe) 3a0osieBaHre, KOTOPOE BCTPEYACTCS B
m000M BO3pacTe, OJHAKO Yalle MopakaeT AeTed M MOJOJbIX B3pocibix. [0 maHHBIM pa3HBIX
aBTOpPOB, B MHpe 3abojeBaeMocTh cocraBisger 0,23-1,9 HOBBIX ciaydaeB Ha | MJIH HaceleHHS B
MOMYJISAIMK B LIEJIOM, paclpOCTPAaHEHHOCTh — NMpUMEpPHO 4,9 Ha 1 MiH ¢ Konebanusmu ot 2,2 1o 9,4
Ha 1 MuIH cpenu neTedt U moapocTkoB [16, 17]. 3a0oneBaeMOCTh U PacCIpOCTPAHEHHOCTh B HAIICH
ctpane Heu3BecTHbl. al'YC oIuHAaKoOBO 4YacTO pa3BUBAETCA y MYXKYMH M >KkeHUIUH. [lpum
MaHu(pecTaiu B 0oJiee cTapuieM Bo3pacte 00JI€3Hb HECKOJIBKO Yallle MOPaXKaeT KEHIIHH.

1.4. OcoGenHoCcTH KOAMPOBAHUS 3a00J1eBaHUS WJIH COCTOSIHUSI (rpynnbl 3a00j1eBaHUI
WIN COCTOSIHUIT) M0 MeXIyHapoAHOH cTaTHYecKOd KJaccupukanum 0oJiesHeil U mpodieMm,
CBSI3aHHBIX CO 310POBbEM

NO08.2* — I'momepynsipHble MOpPaXKEHHUS MpU OOJE3HAX KPOBHM M HMMMYHHBIX HapyHICHHSX
D59.3 — I'eMmonuTHKO-ypeMHUUECKUI CUHAPOM

M31.1 — TpomOoTHYecKass MUKPOAHTUOTIATUS

N17.0 — Octpas noyeuHast HEJOCTATOUHOCTh C TYOYJISIPHBIM HEKPO30M

N17.1 — Octpas noyeuHast HEJOCTATOYHOCTb C OCTPBIM KOPTHKAIBHBIM HEKPO30M

1.5. Kuaaccupukanus 3a00/1eBaHMs WJIHM COCTOAHUSI (Tpynnbl 3a00/1eBaHMil MM
COCTOSIHM)

Uctopuuecku TMA  kimaccupuuupoBaq Ha TEepBUYHbIE U BTOPUYHBIE, MpPUYEM
nepBoHayanbHO nepBuuHble TMA Britoyanu B ce0st TPOMOOTHUYECKYIO TPOMOOIMTOTIEHUYECKYIO
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nyprnypy (TTII) u remonutuko-ypemuueckuit curapom (I'YC) [18]. [lpuumHoii nociemHero
aBisieTcss MH(peKuus mura-Tokcud npoayuupytomei Escherihia coli (STEC), u3-3a yero ceromus
on mosyumsn HazBanue STEC-I'VC. TTII oOycnoBiieHa TpHOOPETEHHBIM MM T'€HETHYECKUM
IePUIMTOM aKTUBHOCTH MeTtamonporeassl ADAMTS-13  (menee 5%), pacmieruisironiei
CBEPXKpYIHbIE MYIbTUMEpHl (akropa ¢on BureOpanma, KOTOpble B YCIOBHSIX HEIOCTATOYHOMN
aKTUBHOCTH (pepMEeHTa HHIYyIUPYIOT 0Opa3oBaHHE TPOMOOB B COCYAaX MHKPOIHMPKYISITOPHOTO
pycna [19, 20]. STEC-T'YC — naubosnee gacras ¢popma ['YC, Ha 10150 KOTOPOH MPUXOAUTCS MOUYTH
90% B ero crpykrype. Okono 10% npunamnexutr ['YC, e cBszannomy co STEC-undekuuei,
kotopbiii u Obul Ha3zBaH al' YC. B 80-x romax XX Beka Oblna ycraHoBieHa cBs3b al YC ¢
HacJeACTBEHHBIMU WK TipruoOpeTeHHbIMU aHOMausiMu ALK, koTopeie Obl1u 0OHapykeHbl B 50-
60% cmyyaeB, YTO TMOCHTYXWIO oOcHOBaHHMeM oOTHecTH K al'VYC ToiIbkO KOMIUIEMEHT-
onocpenoBanHbli  ['YC. TMA, accouuupoBaHHble C OEpEMEHHOCTbIO, AyTOMMMYHHBIMH U
OHKOJIOTUYECKUMH  3a00JIEBaHUSMHU,  JIEKAPCTBEHHBIMHU  CpPEACTBAMH,  3JI0KAUECTBEHHOM
apTepUaJIbHON TUIEPTOHUEH, TPAHCIUIAHTALIMEW COJMIHBIX OPraHOB M KOCTHOTO MO3ra COCTABWIIH
rpynmy BTopuuHbix TMA [18]. B Hacrosimiee Bpemsi MpeINpUHUMAIOTCS MOMBITKA OOHOBJICHHSI
Toi Kiaccupukauuu. B wactHocTH, pemieHunem koHgepeHuuun KDIGO Obuto mnpeyioxeHo
3ameHuTh TepMuH "al'YC" tepmunoMm '"mepBuunbiii al' YC", oGo3Hauas UM ciayd4aum C YETKO
ycraHoBlieHHbIMU reHeTnueckuMu aedextamu AIIK win antutenamu k CFH, a Bropuunsie TMA
MMEHOBAaTh B 3aBUCMMOCTH OT BBI3BABIIEH WX IPUYMHBI, Hanpumep, "nexkapctBeHHbI al YC" win
"acconmuupoBaHHBIi ¢ OepemenHocthio al YC" [21, 22]. [IpyruMm  TpeasiOKEHHEM,
Mpe/ICTaBIsIoMUMCsT  6osiee  000CHOBaHHBIM, siBiseTcs pasfeneHue al'YC Ha KOMIUJIEMEHT-
onocpenoBaHHbll ['YC (cob6ctBenHo al'YC wnu nepBuunblii al'YC) u Bropuunbsii ['YC, mopg
KOTOpPBIM TIOHMMAIOTCS CHUTyaluu, oOO3HauaeMble paHee Kak BTopuuHbie TMA [23, 24]. B
MOAOOHBIX CIydyasiX MpeArnojaraeTcsi BO3MOXKHOCTh BTOPUYHOM aKTHUBAllMM KOMILIEMEHTa Kak
pe3ynbTaT MOBPEXKACHUS SHIOTENHS, BBHI3BAHHOTO pPa3IMYHBIMU (DaKTOpamMH U MEXaHH3MaMH Y
MalyeHTa, He WMEIONIEr0 TeHETHYSCKHX aHOMAaMi cucteMbl KomiuiemeHnTta [25]. Ilpemmaraercs
Takke HoBas kimaccudukanus TMA, cormacHo kotopor TMA chmegyer pa3nensarh Ha
HaCJIEICTBEHHbIE, NPHOOpPETEHHbIE, AaCCOLUMUPOBAaHHbIE ¢ HH(pekuueld u BTOopUyHbIE. B
COOTBETCTBUU ¢ 3TOM Kiaccudukanuein al'YC, o0ycnosnennsiii anturenamu k CFH, otHOCHTCS K
rpynmne mnepBuYHbIX npuobpereHHbIX TMA, a al'VC, accouumupoBaHHBI ¢ TE€HETHUYECKUMH
nedexkramu AIIK, BXOIuT B rpymnmy nepBUYHBIX HacieacTBeHHbIX TMA [25, 26]. Takum oGpa3om,
CeroJiHA He cymecTByeT oOmenpuHAThIX kiaccupukammii TMA u al'YC. B cBsa3u ¢ 3tuMm B
HACTOSIIIUX PEKOMEHJALUAX HCIONb3yeTCsl KiIacCHU(UKanus, B COOTBETCTBUM ¢ KoTopoil al'CY
(komriemenT-onocpeaoBanHass TMA) oTHocuTcs K nepBudHbBIM TMA, Bce ocCTalabHBIC
nepeuunciennbie Boiie TMA paccmaTpuBaroTes kak Bropuunbie. al ' YC Takke mojpasnaensercs Ha
ceMeliHyl0 W crnopaaudeckyro Qopmbl. B crpyktype al'YC Ha pomo  ceMeHHOro
(IMarHocTUpyeMoro mo KpaiiHel Mepe y JByX UJIEHOB CEMbH) MPUXOTUTCS, MO Pa3HBIM JaHHBIM,
Bcero 10-20%, Torpa kak cnopaaunueckuil al'YC, npu KOTOpOM OTCYTCTBYET CEMEHHBIN aHAMHE3,
Bcrpeuaercss 'y 80-90% mnanumenToB ¢ sToi narosjorueil. Cieayer NOMHUTB, YTO OTCYTCTBHE
3a00JIeBaHKs y POJCTBEHHMKOB HE UCKITIOYACT €ro HACIeICTBeHHBIN xapakrep [1, 16].

1.6. KnnHuyeckass KapTuHA 3a00J/IeBaHUS MJIM COCTOSIHUS (Ipynnbl 3a00JieBaHU HJIN
COCTOSTHMA)

Knununyeckass kaptuHa al'YC oTnuyaercs 3HAYMTENbHBIM TOTUMOpGU3MOM. OCHOBHBIMU
MPOSIBIICHUSIMU OOJIE3HU SIBISIOTCS TPOMOOLMTOTEHHUSI, MUKPOAHTHOMATHYEeCKasi TeMOJIUTHYECKAs
anemusi (MAI'A) u octpoe moBpexaenue mnouek (OIIII), cocraBisiomue KIaCCHYECKYIO TpHALY
TMA [1, 2, 15]. Tloutu y monoBuHbl manueHToB ¢ al'YC 3a0oneBaHue pazBHBAeTCsS IMOCIE
BO3JICHCTBUSI TPUITEPOB, HaNOOJIee YaCTHIMU U3 KOTOPBIX CIyXaT MHPEKIUU: B MEPBYIO OUYEPEb,
IbpIXaTenbHBIX TyTel (y 18% mamueHToB) W KemyJo4HO-KHIIedHOTo TpakTa (23-30% ciydaes).

Ctpanuua 5 u3 45


http://disuria.ru/

KnuHnyeckne pekomeHaauum — ATUMNUYHBIA FEMOSTUTUKO-YpeMUYecknii cuHgpom — 2021-2022-2023 (16.01.2023) — YTBepaeHb!
Mwunsgpasom PO

Hepenxo al'YC pasBuBaercss WM pElMIUBUPYET IMOCIE NMEPEHECEHHBIX BUPYCHBIX MHQEKIHA —
rpunma HIN1, BerpsiHo#t ocnibl. BaxkHbIM (pakTOpOM, CLIOCOOCTBYIOIMIMM PA3BUTHIO WA PELUANUBY
al'YC, sBnsiercss GEpeMEHHOCTh, KOTOpasi MpeAmecTByeT 3abosieBanuto y 7-17% mnamueHToB, u
TpaHCIUTAHTALIUS OpraHoB — y 5% mnanueHTos [ 1, 16].

B GonpmmucTBe ciaydaeB al YC naumHaercs BHe3zanmHO. Hepenko 0one3ns manugectupyer
HeCcTIeUM(UIECKUMH CUMITOMAaMH — CJIA0OCTBIO, YTOMIIIEMOCTBIO, OOLIMM HEIOMOTaHHEM,
IPUIIIONOJO0HBIM CHHIPOMOM. Y B3pociblX HanueHToB B 20% ciydyaeB OTMEUYaeTcsl CTEpTOe
HayaJjio ¢ MEJUIEHHBIM IporpeccupoBaHueM. [Ipu 3ToM MOXKET JUITMTENBHO, IO HECKOIbKUX MECAIIEB,
MIEPCUCTUPOBATh AHEMUS JIETKOM CTENEHW IPU HE3HAUUTENbHONM TpPOMOOIIMTONIEHUH WU €€
OTCYTCTBHHM M COXpaHHOW (yHKIMU mouek. BozmoxkHO Takxke passutue "HenonmHou" TMA 06e3
TpombormTonienun win, pexe, MAI'A. B psine ciiydaeB OnmmcaHo pa3BUTHE TOJIBKO IMOYCUHBIX
npusHakoB TMA B 0TCYTCTBHE reMaToJIOrMYECKUX HapymeHui [27].

Y OonpIMIMHCTBA MAlMEHTOB KIMHUYECKas KapTHHA IpeJCTaBiIeHa TPOMOOIUTONEHUEH,
HenMMyHHOH MAT'A u OIIII [1, 2, 16]:

- TpomGonuronenus (Menee 150000/MM® UM cHIDKEHME YHCIa TPOMOOIUTOB Gojee UeM Ha
25% OT WCXOTHOTO) pa3BUBAETCS BCJIEACTBUE TOTPEOJIEHUsT TPOMOOIIMTOB B Tpolleccax
MUKPOIUPKYIATOPHOTO TPOMOOOOpa30BaHUsI.

- MAT'A (remorio6uH, kak npaBuio, meHee 100 r/1) sBiaseTcss pe3yIbTaTOM MEXaHUIECKOTO
reMojiM3a BCJEICTBHUE MOBPEXKACHUS MeMOpaH HpUTPOLIUTOB NpU KOHTAKTe C TpoMmOaMu U
BO3JICHICTBUU MEXaHM3MOB shear stress B Cy>KEHHBIX cocyaax Manoro kaiauopa. Hanuuue remonuza
MOATBEPK/IaeT HU3KUN YpOBEHb TranTorioOMHa W BBICOKMH — naktarneruaporeHassl (JIAI) B
KpOBHU, a MHKPOAHTMONATHYECKYIO MPUPOIY FeMojiM3a — HaJU4Me MIW30LUTOB (IIHCTOLMTOB) B
Ma3ke nepudepruuecKoi KpoBH, U OTpuliaTenbHas peakiusa KymoOca.

- Tlopaxenue mnouek B OosbmuHCTBE ciaydaeB MaHudectupyer OIIl ¢  wHammymem
OJIUTO/aHypuH Wi 6e3 Hee. Y TMalMeHTOB C COXPaHEHHBIM TUYPE30M OTMEYaeTCsl MPOTEHHYPUS
pa3Hoil BbIpakeHHOCTH. [Ipm TmoOCTeneHHOM pa3BUTUM 3a00JIEBAHMS MOXKET Pa3BUTHCS
HepoTuueckuii cuHapoM. Bosmoxxno mosisnenue rematypuu. OIIIl He Bcerma ObIBaeT mepBBIM
nposiBiiecHueM 0oJsie3HH: 0Koyo 17% mMaluMeHTOB NEeMOHCTPUPYIOT JHIIb YMEPEHHBIM MOYeBOM
cuHapoMm 06e3 HapymieHUs (QyHKUMM mnouyek. B peakux ciyudasx al'YC moxker nebroTupoBaTh
W30JIMPOBAHHON MPOTEUHYpUEH W YMEPEHHBIM MOBBIIIEHHEM KpEaTMHHHA B KPOBH, KOTOpPOE HE
HapacTaeT. bospmuHcTBO B3pocibix nanueHToB ¢ al'YC u OIIIl B MOMEHT rocnuraiu3alnuu
HY)KJAIOTCSl B MPOBEJICHUU reMojauanusa. TepMuHanbHas mouyedyHas HegoctaTtoyHocTh npu al'yC
pa3BHUBaeTCs HE3aBUCUMO OT Xapakrepa MaHudecTaluu OO0Je3HH, HEPEeIKO B MCXOJIE MEPBOro
smmzoga TMA [1, 2, 16].

- YV GonbmuHcTBa nanueHToB ¢ al'YC pa3BuBaercst apTepuanbHas THIIEPTOHHUS BCIEICTBUE
neperpy3ku o0beMOM B CiIydae OJIMTO/aHypUU W/ WU TUIEPPEHUHEMUH BCIIEICTBUE UIIIEMUH TKaHH
nouek, ooycnosiennoit TMA.

- al'VC mnpeacraBnsier coboif cuctemuytro TMA, npu KOTOpoil pa3BUBaeTcs MOpPaKEHHE HE
TOJIBKO MOYEK, HO U JIPYTUX >KM3HEHHO BAXKHBIX OPraHOB — TOJIOBHOTO MO3Tra, CEpIIa, JIETKUX,
MUIIEeBApUTETILHOTO TpakTa, opraHa 3peHus u Ap. [4, 28-31]. DxcrpapeHanbHbIe MPOSBICHUS
3aboJeBaHMs OOHapyXHBatOoT He MeHee 4eM Yy 20-30% mnaiueHTOB, MpH 3TOM JBE TPETU U3 HUX
UMEIOT 0oJiee OJAHOTO OPraHHOTO MOPAKEHUS, KpPOME TOYEK.

- bonpmmHacTBO naruentoB ¢ al' YC umeeT mMaccuBHbIE NepHdepHuecKrue OTEKH BIUIOTH 10
aHacapku M TOJIOCTHbIE OTEKH (THAPOTOpaKC, TUAPONEPUKAp], aCIMT), OCHOBHOW NPHYMHOMN
KOTOPBIX sIBIsieTcs Bo3zelcTBHe aHaduiuoTokcMHoB C3a m CSa, oOpasyromuxcs B mpoliecce
aktuBanuu AIIK u BbI3BIBAIOIIMX OCBOOOXK/IEHME THUCTAMUHA, YCHJIUBAIOIIETO COCYAUCTYIO
npoHuIaeMocts [32].

- Tlopaxenne IIHC pa3Hoii creneHH BBIPRXXKEHHOCTH (COHJIMBOCTD, PA3IPAKUTEIBHOCTD,
CyJIOpOTH, HapyIllEHUsl 3pEHUs, FTEMUIIAPE3 WIN TEMUILIETH, CTYIOp, KOMa) pa3BUBAETCS MOYTH y
nosioBuHbl nanueHtoB ¢ al'YC. B psne ciaydaeB BO3MOXHO pa3BUTHE OTEKa I'OJIOBHOTO MO3Ta,
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00YCIIOBJICHHOE MOBBIIICHHOW COCYIUCTOMN MPOHUIIaeMOCThIO [33].

- ¥V 40% nauuenroB c¢ al'YC pasBuBaercs TMA Muoxapna, NposiBISIOIIAsACS CUMITOMaMU
JUJIATalMOHHOM KapAUOMHOINATHUM C IIOCTEIIEHHO HapacTallIed WIM OCTPOM CEPACUYHOU
HE/IOCTaTOYHOCTBIO, OCTpOro HH(papKTa MHOKAapAa, TSDKEIBIMH — HapylIeHUs puUTMa U
MPOBOAMMOCTH, KOTOPBIC MOTYT ITPUBECTH K BHe3amHou cmeptH [30, 31].

- Jlerounas TMA MOXeT CTarb NPUYMHOW Pa3BUTHS I€MOPPATMYECKOTO aIbBEOJIMTA WIIU
OCTPOT0 PECIUPATOPHOIO JUCTpecc-CUHApPOMa B3pocibiX. Hapacraromas BeiieCcTBUE ATUX MPUYNH
JBpIXaTellbHas HeIOCTaTOYHOCTh B PSJIE CIydaeB TpeOyeT MPUMEHEHHUS! UCKYCCTBEHHON BEHTUIISIINN
nerkux. Hepeako y nmammenTtoB ¢ al'YC pa3BuBaroTCst JBYCTOPOHHUE MHOUIBTPATHI B JIETKUX, YTO
3aTpyAHseT Bepu(UKALUIO IMaruno3a u Tpedyer nudepeHnaaIbHOl THarHOCTUKY ¢ BaCKYJINTaMH
1 MHPEKIIMOHHOM martosoruei [28].

- TlopaxxeHue elyAOYHO-KMILIEYHOIO TpakTa BcTpeuyaeTcss mnpuobnauszurenbHo y 30%
nanueHToB ¢ al'YC. Hawubosiee dacto HaOmomaeTcsi MOPaKCHHE KHIIEUHUKA, TPOSBIISIONICECS
nuapeel, TOIHOTOM U PBOTOM, XOTS BO3MOYKHO pa3BUTHE abJOMHHAIBLHOTO OOJEBOrO CHHIPOMA.
Hepenko oTMedaercsi pa3BUTHE OCTPOTO IaHKpPEAaTHTa C XapaKTepHBIMH KIMHUYECKUMHU
MpU3HAaKaMU BIUIOTH 10 MaHKpeoHekpo3a. OmHucaHo OCTpoe pa3BUTHE caxapHOro auadera. Pexe
HaOJII0/IAF0TCS MIIIEMUYECKUE HEKpOo3bl neueHH [ 28, 29, 34].

- IlopaskeHue KOXH, MPEACTABIEHHOE PAa3BUTUEM OOIIMPHBIX OYAaroB HEKPO3a, Y B3POCIBIX
MAIlMeHTOB  BcTpewaercss peako. OmmcaHa TakKe JWUTHTaIbHAs WIIEMHYECKash TaHTPEHa,
NPUBOJIAINAS K aMITyTaI[lK MaIbIeB pyK u HOT [28].

- Ilpumepno y 5% manueHntoB, yamie Bcero mnpu akymepckom al'YC, pa3BuBaetcs
MOJIMOpraHHasi HEIOCTaTOYHOCTh, OOYCJIOBJIEHHas TeHepanu3oBaHHOW TMA ¢ nopaxeHuem
COCYJIOB MUKPOLIMPKYJIATOPHOTO pycia >KU3HEHHO BAKHBIX OpPraHos [1].

2. IlmarHocTuka 3a00/IeBAHUS WJIN COCTOSIHUS (rpynnbl 3a00jeBaAaHUH WU
COCTOSIHMII) MeIMUMHCKHE TMOKA3AHUS M TNPOTHBONOKA3aHMS K NPHMEHEHUIO
METO/10B IMATHOCTHKH

Jlo HacTosiero BpeMeHu crienupuyeckue nuarnoctuueckue mapkepsl al' YC OTCyTCTBYIOT.
Juarno3 al'YC — sto auarHo3 uckiatoueHus. OH yCTaHABIIMBAE€TCS HA OCHOBAHHUU XapaKTEPHOU
KIIMHUYECKOW KapTUHBI Tocie uckimodeHus Apyrux ¢opm TMA, kak NepBUYHBIX, TaK U
BTOpUYHBIX. B cBs3u ¢ Tem, uro Bce TMA He3aBUCMMO OT MX NATOrE€HE3a HMEIOT CXOIHBIE
KIIMHUKO-JIa00OpaTOpHBIE MPOSIBIIEHUS U OOIIYIO THCTOJIOIMUECKYIO KapTHHY, YPE3BbIUAHO BaXKHOMN
spisgerca auddepeHnnanbHas AUarHOCTUKA MEXIY OCHOBHBIMH (opmamu nepBuyHoi TMA —
TTII, STEC-TYC u al'VC. VY B3pocabsix mamueHToB ¢ TMA HE0O0XOAMMO TaKKe HCKIIOYHTH
3HAYUTENILHOE YUCIIO 3a00JIEBaHUM U COCTOSIHUHM, NMPU KOTOPBIX BO3MOKHO Pa3BUTHE BTOPHUYHBIX
TMA, B niepByIo ouepe/ib, CBI3aHHBIX C OEPEMEHHOCTBIO M POJAMH, CUCTEMHBIMU 3a00JI€BaHUSIMU
(cuctemuas kpacHas Bomuanka (CKB), antudochonunuansiii curapom (ADC), ckiepoaepmusi),
31I0Ka4eCTBEHHBIMU  HOBOOOpa3zoBaHusiMu, BUU-undeknueit, cemncucoMm, 370KaueCTBEHHOU
apTepuaJbHOM MOSI TOJIOBA HABEPHOETHUIIEPTEH3UEH, JIEKApCTBEHHOW Tepanued, CHUHIPOMOM
JMCCEMUHMPOBAHHOTO BHYTpucocyauctoro cpepreiBanus (/IBC-cunapomom). Takum obOpazom,
nruarHocTuKy al'yVC MOXHO NpeAcTaBUTh KakK JBYXYPOBHEBBIHN MPOLECC, TPUUEM JUATHOCTUYECKUE
HCCIIeIOBaHUST 000MX YPOBHEW NOJDKHBI OCYILECTBIIATHCSA HE MOCIIEA0BATENIBLHO, & OJJHOBPEMEHHO.
IepBbIil ypoBeHb NpeHa3HayYeH i Bepuukanuu cuapoma TMA, BTOpoit — /Ui BepupUKaiu
HO30JIOTMYECKOT0 JMarfHo3a, M ¢ 3TOM Ienbio HeoOxoauMa auddepeHiuanbHas JuarHoCcTUKa
Mexly nepBuuHbIMU ¥ BTOpUYHbIME TMA 1 nepsuunsix TMA (TTIIL, STEC-T'YC u al'YC) mexny
coboii [1, 2, 15, 16, 35, 36].

Anroputmsl aelictBuil npu noxo3peHuH Ha TMA u muarsoctuku al'YC mpencraBiieHbl B
paznene "llpunoxenue b", . 1 (TMA) u n. 2 (al'YC).
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2.1. ’KanoObl u anamMue3

Knuanueckne naHHbIe, MOJYYEHHBIE NIPU aHAU3E KAT00 M aHAMHE3a M YKa3bIBAaloOIIUE Ha
BeposiTHoe Hanmuue al'YC, npuBenens! B pazzene 1.6.

- MBI pekoMeHIyeM ITpH OCMOTpE MarueHTOB ¢ mogo3penueM Ha al'YC ¢ mepio TMarHoCTUKA
PEHATBHBIX U HKCTPAHEHAJIBHBIX MPOSBICHUI 3a00JIeBaHUSI OOpAaTHUTh BHUMAHHE Ha CIICAYIOIINE
KAIOOBI: MepupepUIECKUe OTEKH, YMCHBIICHHE OoObeMa OTIEISIeMOM MOYM, W3MEHEHHE I[BETa
MOYHM; OJbIIIKAa;, TIEMOPPAru4€CKUC BbICBIIIAHUA Ha KOXC; CJIa6OCTI>, BsJIOCTb, 6I)ICTpaﬂ
YTOMIIIEMOCTh, OTCYTCTBHE AalleTHTa, TOJIOBOKPYKCHHE; TOJIOBHBIE OO0JIM, HapyIIeHHE 3pEHUS
pa3HON BBIPAKEHHOCTHU (BIUIOTH JI0 TIOJIHOM CJIEMOTHI); TOITHOTA, pBOTA, OOJIM B KUBOTE, YACTHII
xuakuii cryn [1, 2].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapuu: xano6s! nanuentos ¢ al'YC Hecnieunduunel. B nebrote 3a0601eBaHie MOXKET
MMpOTEKAaTb CO CTCPTBIMU KIIMHHUYCCKHUMH IPOABICHUAMMU. Hepez[Ko € INMHCTBCHHBIMHU ’)Kamo0amMu
SIBIISIETCS CJ1a00CTh U YTOMIIIEMOCTS [2].

2.2. DuzuKajgbHOe 00C/Ie10BAHNE

Jlanable (Qu3MKaIbHOrO 00CiIeoBaHMs, YKas3blBalollue Ha BepostTHoe Hamuuue al'VYC,
IIpUBEJIEHBI B pazene 1.6.

- MBI pekoMeHayeM MPU OCMOTPE NalMEeHTOB ¢ ogo3peHueM Ha al ' YC ¢ 1elblo TUarHoCTUKH
pEHAJIBHBIX W DKCTPAHCHAIBHBIX TMPOSBICHUN 3a00JICBaHUS OILCHUTHh HAJWYHE: IOBBIIICHHON
TeMIEpaTypbl TeJla; HW3MEHEHHS KOXXHBIX TIOKPOBOB (OJICTHOCTBH, JKEIATyXa, T'e€MOpparvun);
nepuepruIecKuX OTEKOB; BJIAXHBIX XPUIIOB TPH AYCKYJbTAIMHM JIETKUX; PACIIUPEHUS TPaHUII
Cep/ilia; MOBBIIIEHHOTO apTEePUAIBHOTO JABJICHUS; TAXUKAPAUHN WIIM HApYyIIeHUH putMma cepana [1,
2, 3].

VYpoBeHb yOeAUTENBHOCTH PeKOMeH 1aluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 3)

KommenTapun: xano6sl manueHToB ¢ al YC Hecnenududabl. B nebroTe 3a00sieBaHre MOXKET
MPOTEKaTh CO CTEPTHIMH KIMHUYECKUMHU MPOSBICHUSAMU. Hepeako eIMHCTBEHHBIMH >KaJIoOaMHu
SIBIIACTCS C1a00CTh M YTOMIIIEMOCTS [2].

2.3. JIaGopaTopHble IMATHOCTHYECKHE HCCIeI0BAHUSA

Jlo HacTosIero BpeMEHH HE CYIIECTBYeT KaKUX-THO0 CHenu(pUUecKuX AUarHOCTUYECKUX
mapkepoB al ' YC. B cBsa3u ¢ atum quarno3 al ' YC siBisieTcs TMarHo30M UCKIIOUYEHHUS, U MOKET ObITh
YCTAHOBJICH TOJIBKO MOCIIE TIATEIBHOTO 00CIIeIOBaHMS MMAlMEHTa, KOTOPOE MO3BOJIUT OTBEPIHYTh
nuarno3bl mo0bix apyrux nepBuuHbiX (STEC-I'YC, TTII) u Bropuunbix TMA, K KOTOpPBIM
otHocsATcss TMA, accouuupoBaHHble ¢  HMH(EKIHEH, JIeKapCTBEHHBIMU  IpernaparamMu,
OEpeMEHHOCThIO M POJaMHU, AyTOMMMYHHBIMH 3a00JI€BAaHUSMH, OIYXOJSMHU, 3JI0KAY€CTBEHHOM
apTepHallbHOM TUIMEePTOHHUEH, TpaHCIIaHTAIlel KOCTHOTO MO3ra M COJMIHBIX opraHoB [4, 16, 25,
35, 37-49].

- MBI pexoMeHIyeM BceM MalMeHTaM C mnojao3peHueM Ha TMA s ee JMarHOCTUKU
BBIMOJIHATE OOUMHA (KJIMHUYECKUI) aHalW3 KPOBHM DPa3BEpHYTHIH C ONpeAeTICHHEM KOJINYEeCTBa
TPOMOOLIMTOB M HCCIIEJOBAHUEM YPOBHS HIM30LMTOB B KPOBH, aHAIM3 KPOBH OMOXMMHUYECKHUN
oOrierepaneBTHUECKHI ¢ onpeiesieHneM KpeaTuHIHa, akTuBHOCTH JIJII' B KpoBU U Hcciae10BaHuEM
ypOBHSI OMIMPYOMHA CBOOOTHOTO (HEKOHBIOTHPOBAHHOTO), HEMPSMON aHTUTIIOOYJIMHOBBIN TecT
(tect Kym0Oca), npsiMoii aHTUTrI00yIMHOBBIN TecT (mpsiMas npoba KymOca), ucciaenoBanue ypoBHS
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ranrorjobuna [1, 14-16, 35, 37-39, 50].

VYpoBeHb yoeauTenbHoCTH pekomMeHaauii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)

Kommenrapun: nuarHoctuka TMA ocHoBaHa Ha Hanuuuu TpoMOouutoneHnn u MAT'A B
COYETAaHWU C TPHU3HAKAMH TOPAKEHUS TMOYEK W/HIM  AKCTPApEHATBHOTO  MOPAKECHUSI.
TpPoMOOIMTONIEHNIO KOHCTATHPYIOT HpU KojiudecTse Tpombonutos < 150 000/mMm°. Ecau umcno
TPOMOOIIMTOB TPEBBIIIACT ATO 3HAYCHHE, TO 00 WX MOTPEOICHWH MOKHO CYJUTH MO CHHYKECHHUIO
KOJIMYECTBa TpoMOOLUTOB > 25% 0T 0a3anbHOro YpoBHs (€ciau OH u3BecTeH). B penkux cioyuasx
BO3MOXHO paszsutue MAI'A 6e3 tpomOonutonenuu. Hammume MAI'A  ycTaHaBiMBaroT Ha
OCHOBAHMU BBISBIICHUS y TMALMEHTOB C aHEMHUEH MoBbImeHHOTO ypoBHs JI/II' w/mnm mm3onuTo3a
(urcro WU30IMTOB B Ma3ke nepudepudeckoii kposu dosee 1%) [1, 14-16, 35, 37-39].

- MBI pekomMeHyeM y ManueHToB ¢ nojo3peHueM Ha TMA B ciydyae HOpMaJbHOTO YPOBHS
aktuBHOCTH JI/I[' B KpOBHW MpOBOAWTH HCCIEIOBAHWE YPOBHS TanTOrjoOWHA KpOBH Kak Ooliee
YYBCTBUTEIHHOTO Mapkepa remonusa, uem JIJII [37].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTtapuu: npu nogospennn Ha TMA HeoO6XolMMO OIpesielieHHe BCEX TPeX YKa3aHHBIX
MapkepoB remosinza (JIAI', mmu30uuThl, rantorioOWH), MOCKOJIbKY B OTCYTCTBHE H3MEHEHUM
OJIHOTO W3 HUX M HEBBINOJIHEHHBIX MCCIEAOBAHUAX ABYX Apyrux auarHo3 TMA ycTaHOBUTH
HEBO3MOXHO (JIOKHOOTpHUIIATENbHBIN pe3ynbTaT!) [37]. Beem marnuentam ¢ mogo3pennem Ha TMA
HEOOXOIMMO TakKe BBIMONHATh peaknuio KymOca Ui HCKIIOYEHUS HMMMYHHON TNPUPOIbI
remonu3a. Y nauueHToB ¢ MAT'A u tpom6ouutonenuert Hamuuue OIIIl mam apyrux nmpusHakoB
MOPAXKEHUS NOYEK, U30JIMPOBAHHOTO WM B COUETAaHUHU C CUMITOMAaMU MOPaXEHUs APYruX OpraHoB
CIY’KUT OCHOBaHHEM Jisl AMarHoctuku TMA.

- Mbl pekoMeHIlyeM MaluMeHTaM ¢ CUMNOTOMOKoMIUiekcomM TMA ycTraHaBiuMBaTh JAHAarHo3
al'VC Tonwpko nocne uckmtouenust nuarno3oB STEC-T'YC u TTII, a taxxe Bropuunsix TMA [1,
16].

Yposens yoeaurenbHoCTH pekoMenaiiii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

- MBI pekoMeHIyeM BceM ManueHTaMm ¢ nogo3peHueM Ha al YC u mpu3Hakamu MOpakeHHs
YKEITYTOYHO-KHUIIIEYHOTO TPaKTa, 0COOCHHO MMEIOIIUM Auapero, ¢ nenbto uckimodeHuss STEC-I'YC
BBITIOJTHATh HEOOX0AMMBIE JTaOOpATOPHBIE MCCIICIOBAHUS (CM. KOMMEHTApHN) TPU MOCTYIJICHUU B
CTallMOHAp JI0 Havaja aHTHOaKTepuanbHoM Tepanuu [2, 39, 51].

VYposens yoeaurenbHoCTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIIbCTB — 5)

KommenTapun: mockosbky okxono 30% mamuentoB ¢ al' YC B ne6roTe OOJE3HM HMEIOT
CUMITOMBI MOPAYKEHUS JKETYI0YHO-KHUIIIEYHOTO TPaKTa B BHUJIE TOIIHOTHI, PBOTHI, [uapeu, 6oseil B
xuBote, HeoOxoauMm ckpuHuHr Ha STEC-I'YC. JlmarHo3 STEC-I'YC ocHoBbIBaeTcs Ha
uaeHTuGUKaM  BO30yauTens (MOCEeB Kalla) WM ONpPENENICHUH IIUra-TOKCHHA METOJI0M
MOJIMMEPAa3HON LEMHOM peakiuu B CTyJe WM PEKTAIbHOM Ma3Ke, OMpEIeNIEHUU B CHIBOPOTKE
KpPOBU LIUTa-TOKCHHA WJIM AHTUTEJ K JUMOMOJINCaXapuay Haubojee paclpoCTpaHEHHOTO B JAHHOM
peruone ceporuna E. Coli (B Poccun — O157:H7) [2, 35, 39, 51].

- MBI pekoMeHIyeM BceM manueHTaMm ¢ nojos3peHueM Ha al'VC omnpeneneHue akTMBHOCTH
metautonporenHassl ADAMTS-13 B mia3me kposu s uckimrouenus TTII [2, 37, 39, 52, 53, 54].

VpoBeHb YOeAUTENbHOCTH peKoMeHauii A (YPOBEHb JJOCTOBEPHOCTHU JIOKA3aTEIbCTB — 2)

KommenTtapun: meramonporenHaza ADAMTS-13 urpaer kirodeByr0 poJib B IaTOTEHE3E
TTII, nosTomy omnpeneneHue ee akTUBHOCTH Mo3BoJisieT yeTko auddepenuuposats TTII u al'YC.
AxtuBHocte ADAMTS-13 B HOpME cocTaBiseT 50-150% B 3aBUCMMOCTH OT METOZA OIIPENEIECHHUS.
Hedunur aktuBHOCTH ADAMTS-13 co cHmxkennem MmeHee 10% sBIsSeTCS MUATHOCTHYECKUM
mapkepoMm TTII. V mamueHTOB ¢ akTMBHOCTBIO (pepmeHTa HUke 10% HE0OXOAMMO OIpenesiTh
anHTu-ADAMTS-13-unrubupyrone  anrturena. [Ilpy  uX  HaIMYUM  JUArHOCTUPYIOT
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uauonarnyeckyto (ayrommmynayto) TTII, mpu orcyrcTBUM — HacieacTBeHHyro. [Ipu m1ro0bIx
apyrux TMA, Bxmowas u al'YC, aktuBHoctb ADAMTS-13 MokeT cHmXaTbcs, HO BCerja
npesbimaer 10% [2, 35, 37, 39, 52, 53, 54]. Ilpu uckiIOUEeHHBIX BTOPHYHBIX TMA 3HaueHUs
ADAMTS-13 Oomee 10% mo3Bossiror auarHoctupoBats al' YC. HccnemoBanue akTUBHOCTH
ADAMTS-13 crexyet BBIOIHATH 10 HaYaja IIa3MOTEpau.

- Jns mupdpmmarnoctukn al'YC m TTII B ciydasx HEZOCTYITHOCTH OIEPATUBHOTO
ONpe/iesieHus] aKTUBHOCTU MeTaiionporenHassl ADAMTS-13 B miasme KpoBU y NHAlMEHTOB C
TMA ¢ JXH3HEYrpOKAIOUUMH TPOSIBICHUSAMH OOJIE3HW W/WIM BBICOKHUM PHCKOM  TSDKEIBIX
MOYEYHBIX /WM BHEMOYEYHBIX OCJIOKHEHHUH, TpeOYIOIMMH HEOTJIOKHOTO Hadaia JICYCHHS, MBI
pEKOMEHAYEM CUUTaTh MajoBeposTHBIM AuarHo3 TTII nmpu 3HaueHHsSX YpOBHSI KpeaTMHUHA KPOBU
> 150 mxmous/ (1,7 mr/mn) B coueTanuu ¢ ypoBHeM TpomOonuToB B kpoBu > 30 000/1 mxi [52-
57].

YpoBeHb yOeAUTEIBHOCTH peKoMeH 1aIiil A (YpOBEHb JTIOCTOBEPHOCTH JIOKA3aTEILCTB — 2)

- MBI pekoMeHIyeM BceM mMalpeHTaMm ¢ mpeanosigaraeMbiM nuarHozom al'VC ¢ menbro
g depeHnrnaibHON AUarHOCTUKA TPOBOJUTH 0OCIEI0BaHME, HAIPAaBIEHHOE Ha HCKIIOYEHHE
HanbOoJIee YaCTO BCTPEUAONIUXCS B KIMHUYECKOH MpakTuke BTOpu4HbiXx TMA (Tabmuma 1) [16, 38-
49].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTtapun: paszutue TMA Bo Bpems OEpeMEHHOCTH U TOCIE poOJIOB Tpeldyer
He3aMeNINTEeFHON Bepu(HUKAIMK TUarHo3a, KOTOPBIM OMpeneNsieT TaKTUKY JICYCHUS U MPOTHO3
st Matepu M peOenka. "Akymepckas TMA" B OONBIIMHCTBE CJIy4aeB TpEICTaBIICHA
crenru(pUUecKuMHU TeCTallMOHHBIMU BHIaMH TaTosioruu — mnpeskinamrncueii 1 HELLP-cunapomowm,
KOTOpbIE€ CJEAyeT HCKIoYaTh B TEpBYI0 ouepenp. IlammentaM ¢ cuMmToMokoMmIiuiekcom TMA
HeoO0XxoauMo HCKIoYaTh cucteMHble 3a0oneBanus — CKB, ckmepoaepmuro u ADC. Ilocneanmit
MoxeT pa3BuThcs u B pamkax CKB (Bropuunbii ADC), u Kak caMOCTOSITEIIbHOE 3a00JIeBaHHE
(nepBuunbli  ADC). CoueraHue KJIMHHUKO-TA00OpaTOPHBIX mposiBieHnid TMA ¢ Hamumuuem
aHTU(POCPONUMNHUAHBIX ~ aHTUTEN  0e3yCJIOBHO  CBUAETEIbCTBYET B  MOJB3Yy  JMarHosa
"katactpouueckniit ADC", He3aBUCHUMO OT TOTO, HMMEIOTCS WM OTCYTCTBYIOT Y IIallMCHTA
KIIMHUYeckre U ummyHosorudeckue npusHaku CKB. B cBsi3u ¢ 3TuM y manueHToB ¢ MpU3HAKaMu
TMA cnenyer o0s3aTesibHO ompenensaTh cepojorudeckue mapkepsl 1 CKB, 1 AD®C, mockoiabKy
BBISIBJICHHBIH Yy TMAallMeHTa CIEKTP MapKepOB OMpENeNseT TepaneBTUYECKYI0 TakTuky. Kpome
CUCTeMHBIX 3a00JyieBaHMi, HeoOxoauMo uckKiIouath BUY-undekuunio, Tak Kak cpeiy MalUueHToB ¢
BUY-undeknuerr yacrora TMA Bblme, 4yeM B OOIICH NOMYJSIIMH, U BO3pACTaeT IO MeEpe
nporpeccupoBanus 3aboneBanus. [[pyrue BUIbI MaTOJIOTUH, KOTOPBIE CIEAYET UCKIIOUUTD, IPEKIE
yem nuarHoctupoBath al ' YC, ykazansl B Tabnure 1.

Tabmuua 1. HanGonee yacteie Broprunbsie TMA u 10X0AbI K HX HCKIHOUEHHUO [38-49]

3a001€eBaHus U COCTOSHUS ITogxoapl K MCKIIFOUEHUIO

bepemenHocTh 1 ee ocnoxkHeHus: | Cpok recraiuu, TecT Ha OepeMEHHOCTb B MAJIOM CPOKE,
HELLP-cunnpowm, npesknamrcus | pepMeHTHI IeYeHU

CucteMHas KpacHasi BOJYaHKa, aHTUHYyKJIeapHblil pakrop Ha HEp-2 kneTkax, manens
CKJIEpOAEpMHUS, aHTUAJCPHBIX aHTUTEN, aHTUTeNa K ABycnupanbHoit JITHK,
aHTU(HOCHOTUITUIHBIN CHHAPOM aHTUTENa K KapIUOJUIHMHY, BOJIYAHOUHBIA aHTUKOAT YJISTHT

antu-B2 -TTI1-anTurena

BUY-undexnus [onoxxuTenpHbIE pe3yabTaThl IMMYHHO-OJOTTHHIA Ha
BUY-unpexnuto
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3510KayeCTBEHHAs apTepUaIbHast AHamHe3 apTepuallbHON THIIEPTOHUY, XapaKTepHbIE

TUIIEPTOHUS WU3MEHEHHS TJIA3HOTO JHA pU 0(TaIbMOCKOINH,
AIIeKTpOKapauorpaduu, 3XoKapauorpadum

3J10KaYyeCTBEHHbIE OHKoMapKepbl, OHKOIIOUCK C UCIOJIb30BAHUEM PA3TUUYHBIX

HOBOOOpPa30BaHUs BU3YQJIN3UPYIOIINX METOJIOB

TMA, acconuupoBaHHasi C AHamHe3 JIeKapCTBEHHOM Tepanuu: aHTUOMOTUKH,

JIeKapCcTBaMu IIPOTUBOOITYX0JIEBbIE CPEJCTBA (IIpernapaThl IUIATHHBI,

uHruoutopel VEGF), uHrubutops! kanbuuHenpuHa,
npenapaTsl UHTepQEepOHa, aHTHATPETAHTHI
TUKJIOTIMIMHOBOTO psijia, OpajibHble KOHTPALENTUBBI U TIP.

Tpancrnantanus koctHoro Mo3ra | CoOTBETCTBYIOIIMM aHaMHE3
HCOJIUTHBIX OPraHOB

- MBI pexoMeHyeM BBITIOJIHATh KOMIUIEKC MCCIEA0BaHUM, HEOOXOAUMBINA ISl TUATHOCTUKHU
JIBC-cunapoma, BceM mnanueHTam c¢ nojo3peHueM Ha al'YC, ocoOeHHO B ciydasX pa3BUTHS
MOJIMOPTaHHOM HEI0CTAaTOYHOCTH, st uckmodenus JIBC-cunapoma [2, 39, 41, 58, 59].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrtapun: JIBC-cunapom mpencrasisier coOoil MaToJorMueckoe COCTOSIHME, B OCHOBE
KOTOPOTO JISKUT TPOMOOOOpa3oBaHUE B COCyIax MaJoro KanuOpa, oOyCIOBJIEHHOE aKTHUBAIHEH
MJIA3MEHHOTO 3BEHA KOAryJsilIuy C TOCIIECAYIOIeH BTOPUYHON aKTUBAIMEH CUCTEMBI (PHOPUHOIU3A.
HNMenHO B 3TOM ero riaBHoe otauuue oT Japyrux TMA, m B nmepByro ouepeawr or al'VC, npu
KOTOPBIX TEPBHUYHO MOPAXEHUE OSHIOTENMs, NPUBOJAIIEe K aKTUBAlMM U TOTPEOJICHHIO
tpomboruroB [58]. IManens ucciaemoBanus it auarHoctuku JIBC-cuuapoma BkIo4aeT B ceOs
oTnpejiefieHue aKTHBHUPOBAHHOIO YACTHYHOTO TPOMOOIJIACTUHOBOTO BpPEMEHH, MPOTPOMOMHOBOTO
(TpOoMOOTTACTUHOBOTO) BPEMEHH B KPOBH WJIHM B IJIa3Me, TPOMOMHOBOTO BpeMeHu B KpoBu (TB),
UCCIIeIOBaHUE YPOBHsSI (UOpUHOTEeHAa B KpPOBH, OIpeneieHHe aKTUBHOCTU aHTHUTpoMmOuHa III B
kpoBu (ATIIl) w xoHmeHTpammu J[-mumMepa B KpPOBH WM  YPOBHA  PacTBOPUMBIX
(bubpuHMOHOMEPHBIX KoMILIeKkcoB. B GonprmHcTBe citydaeB al YC mokasareiau KoaryinorpaMMbl
(OpUEeHTHPOBOYHOE MCCIIEAOBAHUE CUCTEMBI TeMocTa3a) He u3MeHeHsl [2, 39, 41, 58, 59]. Onnako y
psana nanuenToB al'YC MoxkeT ocnoxkHuThes pazputueM JIBC-cuHapoMa, 4To HaiIeT OTPpaKeHUE B
YAJMHEHUH BPEMEHHBIX [1apaMeTPOB CBEPTHIBAHUS KPOBH, CHUKEHUH KOHLIEHTpauuu puOpuHOreHa
u ATII, yBenuuenunn conepxkanus [-numepa. Coueranue al'YC ¢ JIBC-cuHapoMOM BO3MOKHO U3-
3a TECHOrO B3aMMOJCHCTBHSI CHUCTEM TIeMOCTa3a U KOMIUIEMEHTa, CHOCOOHBIX B3aUMHO
aKTUBUPOBATh oJ1Ha pyryto [60].

- Jns BoisBneHUs [edEKTOB CHUCTEMbl KOMILIEMEHTa MBI PEKOMEHAYEM HCCIeI0BaHUE
ypoBHe# o0miel reMonuTudeckoit aktuBHOCTH koMmiiementa (CHS50), C3 dpakiuu KoMIjieMeHTa,
C4 dpakuuu KOMIJIEMEHTa B CBIBOPOTKE KPOBU, BCEM MAI[MEHTaM C MPENnoJiaraéMbIM JAUarHO30M
al'VC 1, 38, 39, 41, 42].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: renernueckuit gedexr AIIK oOycnoBnuBaeT mpenpacnoiokeHHOCTh K
pazBututo al'YC, mostomy ormnpeneneHue B KPOBU COJAEPkKAHUS KOMIIOHEHTOB KOMIUIEMEHTa U
(dakTopoB, perynupyromux akTuBHOCTh AIIK, sBisieTcss BaXHBIM JOTOTHUTENBHBIM METOJOM B
muarHoctuke al'YC [1, 38, 39, 41, 42]. Ilanens wmccieoBaHUl KOMILUIEMEHTA BKJIFOYACT B CeOs
ompezeneHue oOmeil remonuTuyeckoil aktuBHOocTH KomruiemeHTa (CHS50), ypoueit C3 u C4
¢bpakuuii KOMIUIEMEHTa, a Takxke peryiaTopHbix ¢akxtopoB kommuiementa CFH, CFI, CFB. B
PYTMHHOM KIMHMYECKOW MPAKTUKE CEroJiHA JOCTYMHO TOJbKO ompeznenenue B kpoBu C3 u C4
¢bpakuunit kommuementa. CHmwkeHue coaepkanus C3 npu HopMainbHOM ypoBHe C4, ykasbiBaroliee
Ha aktuBanuio AIIK, otmedaercs e 6onee yem y 50% mnaruenToB ¢ al' YC [61-67]. HopmanbHsrii
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nokazatenb C3 He uckmrodaer nuarHo3a al'YC, a BBIIBIECHHOE CHHIKEHHME 3TOTO KOMIIOHEHTA
KOMILJIEMEHTa MOJKET CIYXXUTh JOTIOJHUTEIHHBIM apryMEHTOM B IOJIb3Y JAHHOTO Iuaruosa. B
MOCIIEIHUE TO/AbI ObUIO MpenIokeHo ¢ 1enbio auddepennumansuoil auarnoctuku Mexay al' YC u
TTII y nmanueHToB ¢ OCTphIM 3mU3040M TMA HCIIONB30BaTh OMpPEICICHUE B KPOBU (parMeHTa
komiuiementa CS5a u  pactBopuMmoro MemOpaHoarakyromero komiuiekca (MAK, C5b-9),
OTPaXKAIOMIUX AKTUBAIMIO AIbTEPHATHBHOTO W TEPMHHAIBLHOTO ITyTeld KOMIUIEMEHTa. bbuio
YCTaHOBJICHO, 4YTO COJIEp)KaHWE OJTHX (AKTOPOB TIOBBINIACTCS MPH OCTPOH KOMILIEMEHT-
onocpenoBaHHOW TMA, 4TO AaeT OCHOBaHUE paccMaTpUBaThb UX KaK OMOJIOTMYECKHE MapKepbl
al'’YC [35, 64, 65]. OmHako aisi TOATBEPXKIACHHUS WX TUATHOCTUYECKOTO 3HAYCHHS TPEOYIOTCS
JOTIOJTHUTEIIHHBIE UCCIICIOBAHUS.

- Me1 pexomenayem omnpenenenue conepxanus anturen k CFH (antu-CFH-anTHTeNa) BCcem
MalueHTaM C mpeanosiaraeMbiM  auarHo3oM al'VYC  uisi MCKITIOYEHUs WM TOATBEPIKICHUS
ayTOMMMYHHOTO (aHTUTeNIbHOr0) BapuaHnTta al'YC, 3abupast KpoBb AJIsl UX OINpEAeIeHHs O Hadaia
wiasmorepanuu [ 1, 39, 42, 67].

YpoBeHb yOeAUTEILHOCTH peKoMeH IaIiil A (YpOBEHb JTOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

Kommentapuu: ayroantutena k CFH o0HapyxuBatot y 5-20% nanuenrtos ¢ al'YC [7, 61, 66].
XoTs Hanbosee 4acTo uX UASHTUPHUIMPYIOT y neTeit oT 5 10 10 jeT, 0JHaKO HEPEIKO BBISBISIOT U
y B3pocisix [5]. Meticteue antu-CFH-anturen, kak u myranuii CFH, npuBoauT Kk M30BITOYHOMN
axktuBaruu AIIK. Hammane momo6ubix antuten csizano ¢ nedunurom CFH-cBs3anHbIX 6enkoB 1 u
3 (CFHR1 wu CFHR3), BO3HMKaWOIMHUM BCIEACTBHE MYTAllMd COOTBETCTBYIOIIUX T'EHOB.
YcranosieHo, uro y 90% mnanuentos ¢ anTu-CFH-anTuTenamu nonrocTeio otcyretByror CFHR1 1
CFHR3 BcrneacTBHE TOMO3MIOTHOM JENEIMU B T€HaX ATUX MPOTEUHOB. [[0CTaTOYHO BBICOKAs
yacToTa oOHapyxeHusi antTu-CFH-anTuTen maet oCHOBaHUS ISl BBIICICHUS ayTOMMMYHHOTO THIIA
al'YC. CaoeBpemeHnHoe BbisBicHHE aHTH-CFH-aHnTuTeNn mMmeeT BakHOE 3Ha4YeHUE I BBIOOpA
TAKTUKH JICYCHUSI.

- MBI pekoMeHayeM MpoBeAeHUE UcciaeaoBanus s BbisiBieHuss myraruid rena CFHR1 Bcem
nanueHTaMm ¢ auarfo3om al YC mist mporHo3a reéHeTHYeCKOro BapuaHTa 0oJie3HH, 3a0upasi KpOBb
JUISL MX OTIPEIEIICHHs 10 Havaja riasmMorepanun [67].

VYpoBeHb yOeaUTENBHOCTH PeKOMeHAaluii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 2)

- MBI pekoMeHayeM y naueHToB ¢ npeanojaraeMbiM al'Y C ucnosns3oBatk kputepuun KDIGO
2012 roma mns nuarnoctuku OITIT [39, 68].
VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

2.4. UncTpyMeHTA/IbHbIE JUATHOCTHYECKHE HCCJIeJOBAHUS
Crennuyeckas ”HCTpyMeHTa bHas nuarHoctuka i al'YC He nmpeaycMoTpeHa.

- MbI pekOMeH/IyeM JIOMOJHUTEIBHOE 00CIIEIOBAHNE C MCIIOJIb30BAHUEM BU3YaTH3HPYIOLIMX
METOJIOB HCCICIOBAHUS MO TOKa3aHHUsAM, OINPEACTSEeMbIM HATHUYHEM KJIMHHUKO-T1a00PaTOPHBIX
MPU3HAKOB MOPAKEHUS TOTO MM WHOTO OpraHa MalMeHTaM C KCTPApEHATbHBIMH MPOSBICHUSIMHA
3aboneBanus [2, 3].

VYpoBeHb yOeaUTETbHOCTH PeKOMEeH IaIHii B (YypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 3)

2.5. Uuble nuarsocTuyecKue UCcjae0BaHus

- Mb1 pekomenayem mnanueHtam ¢ al'YC B COMHUTENBHBIX U HESACHBIX CIIY4asX C LEJbIO
MOATBEepXKAeHUST nuarHo3a TMA BBITIOJHATH OWMOTICHM MOYKH TOJ KOHTPOJEM YIbTPa3BYKOBOTO
WCCIIEIOBAHUS C MAaTOJIOT0-aHATOMUYECKUM HCCIIEeIOBaHUEM OUOTICHMITHOTO MaTepuana [26, 45, 49,
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69, 70].

VYpoBeHb yoeauTenbHocTH pekoMeHaanuii C (YpoBeHb IOCTOBEPHOCTH JJOKA3aTeIbCTB — 4)

KommeHnTapun: Ouoncus MOYKM HE sBiseTcss oOs3atenbHOM Juis guarHoctuku al VG,
MOCKOJIbKY 3a00JIeBaHHE HE UMEET CHeln(UIeCKUX MOP(OIOTHIECKUX MPU3HAKOB, a WHBA3HUBHAS
nporenypa y HalueHTOB Jake ¢ HEOOJBIIOW TPOMOOIIMTOTICHUEH CONPSKEHA C BBICOKMM PHCKOM
kpoBoteueHuit [35, 69]. C nmpyroii cTOpoHBI, WHBa3WBHAs MPOIEAYpa MOXKET CTaTh CTHMYJIOM
JOTIOJIHUTEILHOM aKTHUBAllMM KOMIUIEMEHTa, uTo y mnanueHTtoB ¢ al'YC Oyner cnmocoOCTBOBATH
reHepalu3aluil MUKPOAHTHONIATHYECKOTO0 TpoMO0oOoOpa3oBaHMUs C Pa3BUTHUEM SKCTPAPEHAIBHOIO
MOPXEHUSI M, B KOHEYHOM HUTOre, MOJUOPTaHHOW HEJOCTATOYHOCTH. PemieHwe o MpoBeNeHUU
OWIICUM TIOYKH M €ro CpoKax Yy KaXJ0r0 KOHKPETHOTO TAalWeHTa SBISETCS CTPOTO
WHJIMBHUIYyaIbHBIM. BHOTICHIO TTOUKH HE CJIETyeT BBIMOJIHATH MallMeHTaM ¢ ceMmeiHon gopmoit al' YC
U ¢ peuuauBamu octpoit TMA, MOCKOJBKY B 3THX Clydasx nuarHo3 oueBuueH [69]. OmHako oHa
MOJKET IMOMOYb B Bepr(PHUKAIIMHU JUarHo3a B CACIyonux ciydasx [26, 45, 49, 69, 70]:

- Heo6xonumocts onpenenenust npuannsl OIIII npu comuenun B nuarnose al YC;

- OrcyrcTBUe TOJHOrO JaboparopHoro cumnrtomokoMmiuiekca TMA — (dame Bcero
TPOMOOIIMTONIEHUH);

- MaccuBHas MpoTeMHypHsl y NAllMEHTOB C TEMaTOJOTUYECKUMU MposiBiIeHUsIMH TMA;

- Ilono3penue Ha BTopuuHble popmbl TMA;

- [Ipennonaraemas xponnueckas TMA.

- MBI pekOMEHJIyeM BBITIOJHATh MOJICKYJISIPHO-TEHETHYECKOE HCCIICOBAHUE MYTAIlHi:
dakropoB H, I, B, C3, tpombomomynun, MCP mnanueHTaM C KIMHUYECKH YCTAHOBIICHHBIM
muarHo3om al'YC nmist onpeenieHust TporHo3a M TAaKTUKHM BEICHUs B OTJAICHHOM Tiepuoje [42, 59,
69].

VYposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTapun: ['eHeTHUeckoe HCClIeIOBaHNWE HE SIBISETCS HEOOXOIUMBIM JUIsl TTOCTAHOBKH
muartoza al' YC u He urpaet poju B PEIICHWH BOTPOCA O TAKTHKE JICUYCHHUS IMAIIMEHTa B MOMEHT
OCTPOTO 3MH30/1a, OJHAKO HMMEET Ba)XKHOE 3HAYCHHWE I ompeaesieHus mporHo3a. OTCyTcTBHE
HEOOXOJUMOCTH TEHETHYECKOro CKpuUHUHTa s auarHocTuku al'YC OCHOBaHO Ha TOM, 4YTO
MYTaIluU T€HOB peryasaTopHbIX 0enkoB AIIK BwISBISIFOTCS y mariueHTOB ¢ HacnenacTBeHHbM al YC B
60-70% cny4aeB, a mpu cnopaauyeckoil ¢opme 6onesnu — B 30% [1, 15, 35, 62, 63]. Takum
00pa3oM, OTpHUIATEIBHBIM PE3yJbTAT TCHETHMYECKOTO CKPUHHMHTA Y IMalMeHTa ¢ HECOMHEHHBIM
cumMnToMokominuiekcoM TMA He wuckmouaer Hammdug al'YC. BrimonHeHne TeHETHYECKOTO
HCCe0OBaHUsl 3aHUMaeT HE MEHee JIBYX MECAICB, a MPOTHO3 OJWHAKOB Y IMAIIMEHTOB KaK C
UICHTU(PUIIMPOBAHHBIMU, TaK U ¢ HEUJECHTUPUIIMPOBaHHBIMU MyTauusmu [61, 62]. [Tostomy ans
muarHocTukd al'YC U Ha3HaueHuUs JIeYeHHs] TEHETUYECKOE UCCIIeJJOBaHMEe He TpedyeTcs.
Oco0OcHHOE 3HAYECHHE OTO HCCIEOBAaHUE HMMEET MPU IUIAHUPOBAHMM TPAHCIUIAHTAIIMH ITOYKH,
MIOCKOJIbKY TocIie Hee puck peruauba al'YC, onpeaensonero nporuo3, 3aBUCUT OT BUJa MyTallHii
(Tabnuma 2) [61, 62, 71, 72]. B aToM ciiydae 0HO, KpOMeE OTpe/ie/ieHUs] TAKTUKH BEJCHUsI MalleHTa
MocJie OMepaluy, MOXKET MOMOYb B BhIOOpE TOHOPa, OCOOCHHO eciu 00CYX)IaeTcs BO3ZMOKHOCTh
POJICTBEHHO# TpaHcIutanTanuu [35].

Tabnuma 2. [Iporno3 mpu al ' YC B 3aBUCHMOCTH OT BUJIa MYTAIlMi B TeéHaX KOMIIJIEMEHTa

I'en Puck cmepTu ninu Puck Puck cmept | Puck peuuausa mocie
TIIH B MoMeHT peunauBa | wiMn TIIH gepes | TpaHCIIaHTalIMK TOYKH
OCTpPOTO AIU30/a 3-5 et ot
WJIN 4epes3 roJ OT Hayaja
nebrora 0os1e3HU
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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 manueHT

Antu-CFH-AT | 30-40% 40-60% 35-60% Bbime y manueHTOB €
BBICOKHM yPOBHEM

[Ipumeuanue: TITH — TepmuHanbHas noyeyHasi HEAOCTaTOYHOCTb.

Crnemyer OTMETHUTBh, YTO TEHETHUYECKUH CKPUHHMHT HEOOXOIUM, 4TOOBI TOATBEPAWUTH HWIIH
OTIPOBEPTHYTH CBSA3b 3a00JI€BaHMSI C MATOJOTUE KOMIJIEMEHTA, YTO UMEET BaXXHOE 3HAUEHHE MPHU
Pa3BUTUM TEPMUHAJIBHOW MOUYEYHON HEJAOCTATOYHOCTH, MPUYMHA KOTOPOM HEsACHA, B 0COOEHHOCTH
y MOJIOABIX TMAalUEHTOB, a TaKXke s OINpeaeieHusl NpPOrHo3a, pHCKa pPEUUUBOB U
nporpeccupoBanus XxpoHudeckoit 6osie3nu nmoyek (XBIT) (tabmuma 2) [35]. B Hacrosimiee Bpemst
T€HETUYECKOE HCCIIEOBAHNE MPOBOJAUTCS METOJAOM CEKBEHUPOBAHUS MOCIEAHETO IOKOJIEHHUS.
[lanenb reHOB KOMILIEMEHTA, MCCIEAYEMbIX C LENbI0 MOATBEPKACHUS KIMHHUYECKOTO TUarHo3a
al'VC, Bxmouaer B cebs rennl ¢akropoB H (CFH), I (CFl), B (CFB), C3, memOpanHorO
kodakropHoro nporenna (MCP), tpombomoaynmuna (THBD), 6enkos, cBs3annbix ¢ CFH (CFHRI1 -
R5), a taxke rensr guanuiraunepoikuaassl dncuiod (DGKE) m ADAMTS13 [35, 41, 42, 59, 62,
63, 69]. IIpu 3TOM HEOOXOAMMO OTMETUTD, UTO OTCYTCTBHE F€HETHYECKUX AC(PEKTOB HE MCKIIIOYAeT
muar"osa al'YC, ocoGeHHO TIpu criopaaudeckoit hopme 3a00eBaHuUs.

3. Jleyenne, BKJIIOYAsi MEIMKAMEHTO3HYIO H HEMEIMKAMEHTO3HYI0 Tepalnuu,
AHETOTEePANNIO, 00e3001MBaHHeE, MeTHIIHHCKHEe MOKa3aHus /|
NPOTUBONOKA3aHUS K MPUMEHEHHUI0 METO/I0B JIeUeHHUs

Henssmu  Tepanmmu al'YC, moMuMo oOecnedyeHHs Jydlled BBDKMBAGMOCTH IallUCHTOB,
SBJISIOTCSI ~ MHTUOMIMS ~ HEKOHTPOJIMPYEeMOW  aKTUBAallUM  KOMIUIEMEHTa,  IpeKpalieHue
MUKPOIMPKYIATOPHOTO TpoMO0OOOpa30oBaHUs, KyMUPOBAHUE KIMHUKO-TA00PATOPHBIX MPOSBICHUIMA
TMA, coxpaHeHue u ynyuuieHre GyHKIMN MOPaXKEHHBIX OPraHoOB (B TOM YHCIIE, IIPEIOTBPAILICHUE
Pa3BUTHUS TEPMHUHAIHHONW MOYEYHON HEIOCTaTOUYHOCTH, M30aBJICHHE OT MOTPEOHOCTH B AMAU3HBIX
METO/IaX JICUYCHHUs, HENOMYIICHHE MOpPaXKEHHs APYrUX BHYTPEHHUX OPraHoB, KpoMe TIOYeK),
yJIy4llIEHHE KayecTBa XKU3HU MalMEHTOB. ANropuT™m BeleHus nauuenta ¢ al'YC mpexacraBieH B
"I[Ipunoxenun b", . 3.

3.1. IlnazmoTepanusi

- MBI pekoMeHlyeM NpoBejeHHe IIa3MoTepanuu B Bujae miazmooOmena (I10) B kauectBe
Teparuy NepBOil JIMHUKM BCeM MalMeHTaM ¢ IMpeanojaraeMbiM auarHo3oMm al'YC wimm peunauBoM
3a00JIeBaHMs, €CJIM AMAarHo3 ObLI YCTAHOBIJIEH paHee, B O)KMJAHWU PE3yJIbTaTOB 00CIeI0BaHMS Ha
STEC-TYC u onpenenenuss ADAMTSI13 s CHM)KEHHUSI BBIPQXKEHHOCTH >KHU3HEYTPOKAIOIIUX
KJIMHUYECKHUX MPOsiBiIeHui 6osesnu [39, 41, 42, 59, 69, 73-76].

VYpoBeHb yOeaUTENbHOCTH PeKOMEHAaIHii B (YypoBeHb 10CTOBEPHOCTH JIOKA3aTENbCTB — 1)

- Ilaumentam c¢ mnpeanosnaraemplM auarHo3oM al'YC Mbl pekoMeHAyeM IpOBOJIUTH
IUIa3MOTepanuio B Bujie TpaHcy3uil cBexesamopokeHHOM miasmbl (C3II) Tonmpko B ciydae
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HEBO3MOXXHOCTH HememneHHoro Hadana 110 wm ero memocrymuoctu [39, 41, 42, 59, 69, 73, 74,
77].

YpoBeHb yOeAUTEIBHOCTH peKOMeH 1a1uii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 3)

KommenTapun: y manueHToB ¢ nojao3penueMm Ha al'YC B mMoMeHT octporo snuzofga TMA
SMITUPUYECKas IJIa3MOTEpanus YK€ B TEUCHHUE HECKOJbKHUX JCCATHIIETUM OCTaeTCs Tepamuen
MePBOM JTMHUH, KOTOPYIO CIIEyeT HAUMHATh B TeUeHUE 4-8 4acoB OT MOMEHTa KoHcTaTarun TMA u
KOTOpasi MPOBOJUTCS [0 MOATBEpPXKACHUS auarnosa, T.e. A0 uckmodenuss STEC-I'YC u TTIL
Hcnonb3yrores aBa pexuma miazmorepanuu — [10, kotopsiit npeanoututeneH, u tpaicgys3uu C3I1
B ciydae HepoctynHoctu [10 [39, 41, 42, 69, 73, 74, 77]. Ilpu tparcdysusx C3II B KpoBOTOK
MOTNaIal0T (DYHKIIMOHATILHO AKTHBHBIC OCIKU-PETYIATOPHl KOMIUIEMEHTA, KOTOPBIC YCTPAHSIOT
nedunut cooctBeHHbIX perynaropoB — ¢akropoB CFH u CFI, a Takxke ecTeCTBEHHBIN KOMIIOHEHT
mia3Mbel — Metautonporeaza ADAMTSI13, orpanuuuBaromas TpoMOooOpa3oBaHME B COCYyIax
MUKPOLIMPYASTOPHOTO pyclia 3a CUET PACUICIUIEHUS CBEPXKPYMHBIX MYIbTHUMEpPOB (hakropa (QoH
Bunneopanna [78]. Ipu 1O, kpome TOro, MPOUCXOIUT SIMMHHAIUS H3MCHEHHBIX SHIOTCHHBIX
pPacTBOPUMBIX MHTHOUTOPOB KOMIUIEMEHTa W, B ciiydae aHTUTeNbHOTO al YC, MUpKyIUpYIOIIUX
antuten k ¢akropy CFH. Pexum [1O Taxke mo3BoJjisieT MUHUMM3UPOBATH PHUCK IMEPETPY3KH
00BEMOM, YTO O0COOEHHO Ba)KHO Yy ManueHTOB ¢ ojurypuei, nmopaxenneMm L[HC u cepama [69].
[IpuMeHeHne mIa3sMoTepanny MPUBEIO K CHUKEHUI0 CMEPTHOCTH B MOMEHT OCTpOro 3nu3ona TMA
npu al'YC nHa 50-60%, omHako HE MpenoTBpaIlaeT PElHIMBBI 3a00JE€BaHMUS U TTPOTPECCUPOBAHUE
XBIl ¢ pocTmwkeHWMEM TEPMHHAIBHOM TMMOYEYHOUW HemoctatouHoctH [61, 79]. OtBer Ha
IJ1a3MOTEPANHIO BapbUPYET B JOBOJBHO IIMPOKUX MpeJesiax U 3aBUCUT OT TOT0, B KaKOM (akTope
KOMIUTIEMEHTA JIoKann3oBaHbl Mytaruu [42]. Yame Bcero — B 55-80% ciygaeB — IMOJIHBIA OTBET
OTMEYaeTcs y MarMeHToB ¢ MyranusamMu B reHax C3 u tpombomonynuna (THBD) [42, 61]. Oxanako
HECMOTpPS Ha TO, YTO BOCCTAHOBJICHHE I'eéMaTOJIOTUUYECKHX MOKa3aTeliel, B IepByI0 o4yepeb, Yrcia
TpOMOOIMTOB, HabIOAaeTCs B OOJILIIMHCTBE CIy4aeB, MOJIHBIA T'eéMaToJIOTUYECKUN U TOYEUHBIH
OTBET JeMOHCTpUpytoT MeHee 50% manueHToB, a cpeau namueHToB ¢ myramusmMu CFH u CFI
yacToTa IMOJHOTO OTBeTa He mnpesBbimaer 15-25% [61, 69]. Ilpunumas BO BHHMaHHE
HEOTPEJCNIEHHYIO UINTEIbHOCTh TepaneBTUUECKOro 3(pdexTa mia3MoTepanuu, BHICOKYIO YacTOTY
PELUANBOB MOCJE €€ 3aBEepIICHUs, a TAKKE MOSBICHUE Ipernapara Jjsl aTOreHeTHYEeCKON Teparnuu
a'YC — oskymm3ymaba** — Awmepukanckoe oOmecTBo adepe3a H3MEHHIO KaTeropuio
TEepaneBTHYECKOro MmIa3MooOMeHa i koMruieMeHT-onocpenoBannoro I'YC c Il (tepanus BTopoi
auaun) Ha III (poas I1IO Touno He ycranoBieHa) [42, 80]. OmHako OTCYTCTBHE TOJIHON
JIOCTYITHOCTH KOMILJIEMEHT-O0JIOKUpYFoIIeit Tepanuu s nanueHToB ¢ al YC B Hamieit crpaHe gaet
ocHoBaHMs coxpanaTh [10 kak Tepanuio nepBo JIMHUU.

- Ilammentam c¢ mnepBbiM snu3ogoM al'YC wium ero penuauBOM, HE MOJy4YaroUIuM
IKYIU3yMad™**, Mbl pekoMeHayeM mpoBouTh Tepanuio IO ¢ o6beMoM 3Kcdhy3un U 3aMelieHus
C3I1, paBHoM 1,5 oObemam mmpkynupymoomend miaazMbel (60-75 M MIa3MbI/KT) Ui CHIKEHUS
BBIPa)KEHHOCTH KIIMHUYECKUX MposBiacHui 6ose3nu [39, 41, 42, 59, 69, 73, 74].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- Mbl pexoMenayeMm npoBoauTh TpaHcdysun C3II u3 pacuera 25-30 mur/kr/cyt B ciydae
HEBO3MOXXHOCTH  He3aMeUIuTeNnbHOTO mpoBeneHuss [IO  misi  CHIDKEHHST  BBIPaKEHHOCTHU
KJIMHUYECKHUX MPOosiBeHui 6osesnu [39, 41, 42, 59, 69, 73, 74].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapun: 06 sddextuBHOcTH T1azmorepanuu npu al' YC MoxHO OyAeT CyIuTh JIMIIb
MIPU YETKOM CJIEJI0OBAaHWUHM MPOTOKONY JICUYEHHUs, COTJIACHO KOTOPOMY CHayalla B TeUeHUE 5 JHel
noapsn mpoBoasaTcs ceancel [1O [42, 59, 69, 81], mocne yero mNpuUHUMAETCS pEIICHUE O
JanbHEHIe TakTHUKe BEACHHS MAIieHTa Ha OCHOBAHWM HAJW4YUS WU OTCYTCTBUS OTBETa Ha
mazMotepanuio. Eciu HaOmromaeTcss OTBET Ha Teparuio, OMpeNeNseMbli Kak pOCT 4YHcla
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TpomMOoMTOB M cHMkeHue JI/II', mimazmoTepamuio CiefyeT MPOJODKUTh B IPEXKHEM PEKUME,
npoBojs 1o 5 ceancoB I1O B TeueHue cienyromux 2-X HENENb, @ 3aT€M — 110 3 CeaHCa B HEAEIIO
eme B TeyeHue 2-x Hemenb [15, 59]. Kpurepusimu 3¢ddexkTHBHOCTH IIa3MOTEpanuu CIyXaT
HOpMaJM3alusl YUClIa TPOMOOLUMTOB U TMPEKPALEHUE TEeMOJU3a, O UEM CBMJETEIbCTBYET
nopmaymm3anus JIJI'. TIpomomkurensnocts neuenus C3I1 He ompezeneHa, 0JlHAKO MOKa3aHHEM K
MPEKPAIICHUIO IIA3MOTEPAIUU SBJISIETCSI HOPMAJIbHOE KOJIMYECTBO TPOMOOLIUTOB U ypoBeHb JI/II' B
teueHue 2-x aHer noapsa [80]. Cremyer oTMETHUTH, YTO B HEKOTOPBIX ciydasx nokaszarenu JIAT
OCTAalOTCA TOBBIIIEHHBIMU JaXe II0CJIE€ INPEKPAIEHUs TIE€MOJIM3a, IOCKOJbKY OCHOBHBIM
uctounukom JIJII' B opranusme sIBISIOTCA HE TOJIBKO SPUTPOLMUTHI, HO U TKAHU BHYTPEHHUX
OpraHoOB, MIIEMHsI KOTOPBIX Npu pasButhud TMA Ttaxxke BHOCUT CBOM BKJIAJ B nosbiienue JIATI
[82]. Tlostomy mpemnaraeTcsi TakkKe WHCIOJIb30BaTh B KauecTBE KpHUTEpUs SPPEKTUBHOCTH

MTa3MOTEpAIK CHUXKCHHE KpeaTHHUHA KPOBU HE MEHee YeM Ha 25% OT MCXOHOTO YPOBHS TOCIIE
5 ceancos I10 [81, 83].

- MBI pexkomenyeM mpekpatuth JiedeHre C3I1 u HavaTh MaTOreHETHYSCKYI0 KOMITJICMEHT-
OJIOKHPYIONIYIO TEpANHIo IKyIn3ymaboM™* mamuentam ¢ noareepxkaeHHbsM al YC ¢ oTcyTcTBHEM
OTBETAa Ha IUIA3MOTEpamuio TMocie S5 mpomenyp mnoaHooOsemMHoro IO wnm manueHTtam,
JEMOHCTPHUPYIOIIHAM I1JIa3MO3aBUCHMOCTb, JUTS IOCTH)KEHUS PEMHUCCHU U YITYJIIIeHUs TporHo3a [ 39,
41, 42, 59, 69, 81, 84, 91, 99].

YpoBeHb yOeAUTEIBHOCTH PeKoMeHAaIuil A (YpOBEHb JTOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

KoMMeHTapuu: OTCYTCTBHE TEHICHIIMHM K YBEIIMYCHHUIO YHCIA TPOMOOIIMTOB, CHIIKECHHUIO
ypoBHst JIII' w/unu kpearnnmHa kpoBu B xoxae jedeHust C3II crmemyer paccMarpuBaTh Kak
pedpaKkTepHOCTh K MJIa3MOTEPAIINH, YTO ABJSETCS aOCOTIOTHBIM MOKAa3aHUEM K MPEKPAILEHUIO ee U
Ha3HavyeHHIO SKynmu3ymada** [42, 59]. Tlox mma3zMo03aBUCHMOCTBIO TIOHUMAETCS HOPMAaTU3aIlHs
qyciia TPOMOOLIMTOB B XOJ€ IUIa3MOTEpaNuy, HO MOBTOPHOE CHIKEHUE UX U TMOBBIIIEHUE YPOBHS
KpeaTHHUHA MPH mepepbiBe B ceancax [10, uro TpedyeT Bo300HOBIEHUS mpoueayp [42].

- [Tammmentam ¢ ayroummyHHBIM al ' YC, onpenenieHHpIM Ha OCHOBAHWU OOHAPYXEHUS aHTH-
CFH-antuTen, mMpl pekOMEHIyeM MpPOBOIUTH IJIa3MOOOMEHBI B KOMOWHAIIMH C WHAYKIIMOHHOU
Tepanuei  IIIOKOKOPTUKOUAAMHM W/WIM  HWMMYHOJENpPECCaHTaMH JUIsl  CHIDKEHHUS  pHUCKa
HEeOIarompUATHBIX KIMHHYECKUX coObITHiA [42, 59, 69, 85, 86].

VYpoBenb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: nedenue ayroummyHHoro al'YC tpeOyeT coueraHus IIa3MOTEpanuu c
TTFOKOKOPTUKOUIAMU M TIPOTHBOOIYXO0JIEBBIMH TIpeniapatamu [ 35, 42, 59, 66, 82, 86]. JloGaBnenue
K IJITa3MOTepaIuy TIIIOKOKOPTUKOUIOB B BUE MOHOTEPAINH UM B COUYETAaHUU C #pUTyKCcUMaOom**
(BHYTpUBEHHO, B 03¢ 375 mr/M2 1 pa3 B Hezento, 4 BBeaeHus [125]) unu ¢ #uuknodochamumom™*
(BHyTpUBEeHHO 6 BBeneHwmii o 500 mr B TeueHue 3 MecsieB [126]) MOXKET yMEHBIIMTh PUCK CMEPTH
unu poctwkeHusa XbII 4 cragum B Tedenue nepBoro roaa ¢ 59% no 24%. IlogaepskuBaronias
MMMYHOCYIIPECCUBHAS Tepanus B JalbHEHIIIEM CHMKala OJHOJETHUHN PUCK peuuauBa 3Toi Gpopmbl
al'VC ¢ 21% no 8% [86].

3.2. IlaToreHern4eckasi KOMILJIEMEHT-0JJOKHPYIOLIasi Tepanus

- Ilanmentam ¢ moarBepxkaeHHBIM al YC MBI peKOMEHIyeM Ha3HaueHHe JKyiau3ymaba** B
CTaHJIAPTHBIX JIO3UPOBKAX, B COOTBETCTBHH C HWHCTPYKIMEH MO MPUMEHEHHIO JEKapCTBEHHOTO
npemnapata, /Uil CHIDKCHHS BBIPQKEHHOCTH KIMHUYECKHX MPOSBICHUA OOJE3HU, PUCKA CMEPTU H
yIAydIeHus mouyeunsix ucxonos [20, 39, 41, 42, 69, 78, 84, 87-91].

YpoBeHb yOSIUTEIBHOCTH PeKOMeH Al A (YpOBEHb JIOCTOBEPHOCTH JIOKA3aTEIbCTB — 2)

KomMmMeHTapuu: B OCHOBE TepameBTHYECKOro dPdekTa IKynn3zymadba** jgexxur mpekpaiieHue
MUKPOIMPKYIATOPHOTO TPOMOOOOpa30BaHUS BCICACTBHE OIOKAAbI HEKOHTPOIUPYEMOW aKTHBAIUH
ATIK. IIpumeHneHune npenapara NPUBOJUT K YMEHBIIIEHUIO B KPOBU YPOBHS MapKepOB BOCIATICHUS,
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aKTHBAIlMM KOMIUIEMEHTAa M JHIOTEIMAJIbHOTO MOBPEXICHHS M TpoMOO0OOpa3oBaHHMs, a TaKxKe
MapkepoB TOBpexacHus mouek [87]. ITlpoBemeHHbIE HCCIIEIOBAHUS IPOJCMOHCTPUPOBAIIH
BBICOKYIO 3(P(EKTUBHOCTh IKyIU3yMada™* B OTHOIIEHWH KaK reMaTOJOTUYECKHX (HOpMATH3aIus
gucaa TPOMOOLMTOB W MpPEKpalleHHe MHKPOAHIMONATUYECKOro TeMOJIM3a), TaK M IMOYEYHBIX
nposiiiennit  al'YC [88, 89]. V manmeHToB, mMONMyYaBmIUX OSKyIu3ymad™™, oTmedanoch
BOCCTAHOBJICHHE WJIH YIy4llIeHHue (PYHKIIUH MOYeK, ucye3ana IOTPeOHOCTh B TeMOIHAN3e, IPHIEM
nokazaTeny (YHKIMHM TOYeK YIydlladuch MO Mepe YBEJIWYCHHS CpOKa TEpamuu: TaK, B
uccnenoBanun C.M. Legendre u coaBT. yBelIMUYEHHE pPACUYETHOH CKOPOCTH KIIyOOUKOBOM
dunpTpamu > 15 mu/mun/1,73 M? 4yepes 26 Hemenb Tepanmuu HAOMIOAANOCh Y 5% TAIMEHTOB,
yepe3 1 rog —y 15%, a uepes 2 roga — y 40%. U3zmenenne craauu XbII B cropony 60jee paHHUX U
2 4YeM Ha OJHY CTaJMI0 IpoJeMOHCTpUpoBaHO Yy 35%, 45% u 60% mnanueHToB, COOTBETCTBEHHO
[88]. TlpumeuarenpHo, uTO TOAOOHBIH 3(dexkT HabOIrOmaNCT HE3aBUCUMO OT HAIWYMS WM
OTCYTCTBUSI MyTaluii B reHax komiuiemenTa [88]. Ilpu mosiroBpeMEHHOM TPUMEHEHHH
AKYIU3yMad™** mpeaoTBpalaeT peruInBel OCTPO KOMITIEMEHT-onocpenoBannoit TMA [92].

B ¢aze unaykuuu (HavadbHBIM LUKI) SKynu3ymadb™** Boautcs B go3e 900 Mr B BHzE
BHYTPUBEHHON MH(Y3UM OJUH pa3 B HEJENI0 B TEUCHHE INEPBbIX 4-X HeAenb Tepanuu (Bcero 4
uH(pys3un). Ha 5-oii Henene Ttepanuu BHyTpuBeHHO BBoauTcs 1200 mr npemnapara (5-1 uHdy3us), a
3atem 1o 1200 Mr pa3 B 2 Henmeiau HeompeneaeHHO IuTenbHO (Tadmuma 3). Crocod mpuMeHeHHs
JIEKapCTBEHHOT'O IperapaTa COOTBETCTBYET MHCTpyKUUHU 1o npumeHenuto ("[Ipunoxenne A3").

Tab6numa 3. Pexum no3upoBanus skyinnzymada** y mamuenTos ¢ al YC

Nunykuuonnsiii nepuoy | [lognepxuBaromas
Tepanus
[TameHTHI cTapiie ITo 900 mr 1 pa3 B 1200 mr gepe3 HeAemO
HEJIETIO B TeUCHUE nocie
18 ner 4-x Henenb 3aBEPIICHHS Kypca

uHaykiun (5-5

Hezens Tepanun). Jlanee
o 1200 mr

KaXIple 2 Helenu

- MBI pekoMeHIyeM MPOM3BOIUTh BaKIMHAIMIO MPOTHB Neisseria meningitidis BaKIMHON 115t
NpoQUIAKTUKY MEHUHTOKOKKOBBIX HH(pekuuit ceporpynn A, C, W, Y, mnonucaxapuaHoHu,
KOHBIOTHpOBaHHOW** Bcex manuenToB ¢ al'YC 3a 2 Hezenu 10 mepBOro BBEIACHUS IKyau3ymabdba™*
[2, 69, 93].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 4)

Kommenrtapun: npu Omokage C5 KOMIOHEHTa KOMIUIEMEHTa MpEnaparoM 3SKylIu3zymao™**
HapyIIaeTCss UMMYHHBIH OTBET Ha HEKOTOPbIC MHKAIICYJIMPOBAHHBIC OaKTEPHH, B TIEPBYIO OUYepeib
Ha OOWH M3 BHUJOB Neisseria — MEHHHTOKOKK. DJTO CO3/1a€T TMOBBIIICHHBI PHUCK pa3BUTHUS
MEHUHTOKOKKOBOW MH(EKIIMH BO BpeMsl JICUEHUS IKyIu3ymMaboM™*, mis mpoduIakTUKA KOTOPOit
narueHToB ¢ al'YC HeoOX01MMO HMMYHH3HUPOBATH 0 Havaia Tepanui [ 2, 69, 93].

- MbI pekomenayem namuentam ¢ al'YC, umMeromum noka3aHus K CpOUHOMY Havally JIC4eHUs
AKYIU3yMaboOM™**, KOTOpOe HCKIIOYaeT BO3MOXKHOCTb IPEIIIECTBYIONIEH BaKIMHALMK IPOTUB
MEHHHIOKOKKA, IPOBOJUTH AHTUOMOTUKONPO(PHIAKTHKY NpenapaTamMH, MPOHUKAIOIIMMHU Yepes3
reMatosHIeQaTnuecKuil 6apbep, ¢ LEeNblo MPeJoTBPALCHHs] MEHUHIOKOKKOBOM MHpekuuu [2, 69,
93].

VYpoBeHs yoeauTenbHOCTH pekoMeHaanuii C (YpoBeHb TOCTOBEPHOCTH JJOKA3aTEIbCTB — 5)
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KommeHTapun: JedeHue aHTUOAKTEpHAIbHBIMH IpenapaTaMd CHUCTEMHOTO JCHCTBUS
HE00X0/IMMO HAa4YMHATH OJAHOBPEMEHHO C BaKIMHAIMEH M MPOBOJUTH HE MEHee 2-X Helellb B
Clly4yasiX, €CcJM BAaKIIMHAIIUIO MPOBOJAT B JIeHb NMEpBON MHDY3MH dKyau3ymada™*. J[muTeabHOCTb
NPUMEHEHHsI M /1032 AaHTUOMOTHKOB ONpEIEISeTCs JieYalluM BpAdyoM, HUCXOAS M3 KOHKPETHOU
KJIMHAYECKOW CUTyallMd. B ciydasiX HEBO3MOXKHOCTH BaKIMHAIIMM K MOMEHTY Hayalla JICUCHHS
AHTHUOMOTUKONPO(MITAKTHKA MOXET OBITh TIPOJUIEHA HAa CPOK JO0 HECKOJBKHX MECAIEB B
3aBHCUMOCTH OT BPEMEHH BaKIMHALWU. B psge ciydaeB aHTHOMOTHKH MOTYT Ha3HAuaThCs JIaxke
CBOECBPEMEHHO BAaKIMHHPOBAHHBIM TanueHTaM. [lokasaHWss K HMX MPUMEHEHHIO OIpeaesnseT
nedamui Bpad. HeoOXoauMocTh MpOoMIAKTHYECKOTO HAa3HAYCHUs aHTHUOMOTHUKOB TAIIMEHTaM C
al'VC o0ycnoBiieHa OTCYTCTBHEM BakUWHBI MPOTHB cepoTtuna B N. meningitides, B cBsi3u ¢ yem
MPOBEICHNE BaKIIMHAIIMY MOJHOCTHIO HE UCKITIOYACT Pa3BUTHsI MeHUHTUTA [69].

- MBI He pekOMeHlyeM OTMEHY IKyln3ymada™* mocie TOCTHKEHUS pEMUCCUU KOMILJIEMEHT-
onocpenoBaHHoi TMA  maumeHTtaM, Yy KOTOPbIX IpH TE€HETUYECKOM  HCCIIE0BAaHUU
uneHTuGUIMpoBaHbl MyTaiuu reHoB pakropos komiiementa CFH, CFI, CFB, C3 [42, 69, 92, 93].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KoMMeHTapuu: mnepBOHA4YallbHO CYUTAJIOCh, 4YTO JIEUYEHHE OKYJIU3yMaOOM™*  moJIKHO
MIPOBOJUTHCS TOKMU3HEHHO, TIOCKOJbKY OCHOBHBIM MexaHu3MoM pa3Butusi al' YC sBusercs
XpOHHUYECKass HEKOHTPOJIMpyeMasl THIEpaKTUBAlLlUs KOMIUIEMEHTa, 00yCIIOBJICHHAs] T€HETUYECKUM
nepextom. OgHAKO MpPOBEIEHHBIE B TOCIENHEE BPEMsI HCCIENIOBaHHUS IOKa3ald, YTO OTMEHa
mpenapara BO3MOXHA, XOTsA mpuMmepHo y 30% mamueHToB mMocie TpEeKpalieHus] Teparuu
pasBuBaercs peuuauB TMA, npuyem yaie y UMEIOIMINX MYTalluH, aCCOLMMPOBAHHBIE C Pa3BUTHEM
al'VC. VMmeHHO mOATOMY TpPUHUMATH pEHICHHE 00 OTMEHE Mpenapara MOXKHO, TOJBKO HUMes
pe3ysIbTaThl FTCHETHYECKOTO HccieaoBanus [42, 69, 86, 92, 93, 94, 96].

- MBI pekoMeHIyeM TIaTeIbHOE HAOII0ICHUE TTAllMEHTOB B CIIydasX OTMEHBI AKynu3ymada™*
C MOHHUTOPHPOBAaHHEM OOIIEro (KIMHUYECKOTO) aHaJu3a MOYH, OOIIET0 (KIMHMYECKOTO) aHaIn3a
KpOBH, HCCJICIOBAaHMEM YypPOBHS KpEaTHHWHA B KPOBH U OINpEACICHHEM aKTHUBHOCTH
JAKTAaTIErUAPOreHa3bl B KPOBM B TEUYCHHE HE MeEHee 12 HeAenb ¢ IeNbl0 CBOCBPEMEHHOM
JUArHOCTHKU BO3MOXKHOTO pemuauBa al'YC u  BO30OHOBICHUS KOMIUIEMEHT-OJIOKHPYIOIICH
tepanuu [69, 92, 95, 96].

VYposens yoeaurenbHoCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB — 4)

KommenTapun: mockosibky peruauBbl al 'Y C yaiie Bcero HaOMIOAar0TCsl B TEYCHHE MEPBBIX 3X
MecsIeB, U 0COOCHHO TepBbIX 30 qHEH, MOCIe OTMEHBI MATOTCHETHYECKOM TepaIliu, B ATOT MEPHOT
MalMEeHTHl HYXXJIAIOTCSI B 0CO00 TIIATEILHOM HAOJIIOJICHUH M KOHTPOJIE OCHOBHBIX JTAOOPATOPHBIX
napameTpoB, xapakrtepusyromux TMA. Takoil pexum NO3BOJIIET OOHAPYKUTH 00OCTpEeHUE
3a00JIeBaHUS B CAaMOM €T0 Hayalle, He JOMyCKasi pa3BUTHUS BbIpaXKeHHON TpomboruToniennu, MAI'A
U ToBbIIIeHUs] KpeaTuHuHa [69, 92, 95, 96]. [lo ucreueHun 3 MecsueB B OTCYTCTBUE PELUIUBA
HCCIIEIOBAHUSI MOTYT OBITh O0JIee PeIKUMH.

- ITarmmentam ¢ al'VC ¢ gucyHKImend nmoyek, MOTpeOOBABILUIT MPOBENCHHUS IHATH3a, MBI
PEKOMEH/yeM MNPOJOJDKUTh JIEYeHHE 3Kyln3ymabomM** He mMeHee 3 MecsleB MOCHE JOCTUKEHUS
pemuccuu 00JIe3HH, Ul JOCTHKEHHS MaKCUMaJbHOTO IIOYEYHOTO OTBETa Ha KOMIUIEMEHT-
ONoKHpYyHOIIYyI0 Tepanuto [69].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapuu: skynu3ymadb™* momaBisieT KOMIUIEMEHT IOCIe MEpBOH ke WHQY3UH, U €ro
CHIDKEHHasi aKTMBHOCTb COXpaHsSETCs B TEUYEHHE BCero cpoka jeueHus. [losTomy mnokxaszaresb
¢byHkumoHaIBHON akTUBHOCTH KomIuieMeHnTa (CHS50) B mpoiiecce geueHust CTOMKO MpuOImKaeTcst K
Hymo. Kpurepusmu kinuHu4yeckoil s¢ddexktuBHOCTH dKynu3ymaba™*  gBHSIOTCS MpeKpalieHue
MUKPOAHTHOTIATHYECKOTO TeMosin3a (cHwkeHue ypoBHA JI/II' 10 HOpMalbHBIX 3HAa4eHUN) U
HOpMaJIM3alUsl Yuclia TPOMOOLMTOB, a Takxke yayuleHue GQyHkouu mouek. Ilpu stoMm
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reMaToJIOTMYECKUI OTBET 3HAYUTENIBHO OIepekaeT oTBeT noudeynslil. Kak npasuno, JIII' u uucio
TPOMOOIIMTOB HOPMAJHM3YIOTCS K KOHILY MHIYKIIMOHHOTO Kypca Tepanuu, TOTJa KaK KpeaTWHUH
KPOBHM CHM)KACTCSl 3HAYUTEIBHO MEIJICHHEE, M ITALIMEHT MOKET OCTaBaThCs AUAIN33aBUCUMBIM
6onee mmrtenbHOEe Bpems. llocTemeHHoe HapacTaHue Iuype3a K KOHILy 3-TO Mecsma CIYKUT
BAKHBIM IIOKa3aHUEM K TMPOJOJDKEHUI0 KOMILJIEMEHT-OJOKUPYIOIIEH Tepaluu, IOCKOJIbKY
yiydiieHne (QyHKIMH TOYeK HEPEIKO MPOMCXOIUT 3aMEMJICHHO. B 3THX ciydasx BBINOJHEHHE
OMOTICHM TIOYKM MOXKET MOMOYb MPHHATH PEUICHHUE O MPOAOJDKEHHH JTH00 OTMEHE Tepanuu. Eciu
xe B orMeueHHbId cpok OIIIl He paspemmnace ¥ MOTPEOHOCTH B JMAIN3E COXpaHSETCH,
IKyIM3yMad** ciiemyer oTMEHUTH. VICKITFOUEHUEM SIBIISIOTCS JIMIND TAIMCHTHI C IOJTHOPTraHHBIM
IIOP@KEHUEM, B CIIy4asX KOTOPOrO pEIIeHHEe O IPOJODKCHUM TEepaluu IPUHUMAETCS
UHIUBUIyaIbHO [69].

3.3. ConyTcTBYyIOIIAasl Tepanus

- MBI He peKOMeHIyeM BBbINIOJIHEHHE TpaHc(]y3uu TpoMOokoHIeHTpaTa namnueHTam ¢ al'yC,
HE WMEIONUM BBIPAXEHHOW TpoMOoruToneHun (uucio TtpombouutoB Oonee 20000/mMxm) u
reMOpparu4eckiuxX  OCJIOKHEHWH  (KpOBOTEYEHMsI) B CBA3M C  PUCKOM  yCyryOJeHHUs
TPOMOOITUTONICHHH U TeHEepaTn3aIllii MUKPOTpoMOooOpasoBanws [2, 36, 37, 42, 69, 74].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KommenTtapuu: tpancdysuu TpoMOOIIMTOB MOTYT YCHIIUTh IposiBiieHuss TMA y manueHToB ¢
al'VC, mnockonbKy MpOBOLMPYIOT JajibHeiliee MnoTpedieHre TpoMOOUMTOB, MOTEHUIUPYS
TpoMOOOOpa30BaHUE B COCYJAaX MHUKPOLMPKYISITOpHOro pycna. TpaHcdys3uss TpoMOOIHUTOB
[I0Ka3aHa JIMIIb TPU PA3BUTUM KPOBOTEUEHHMsS WJIM IIPU HCIOJIb30BaHUMM HMHBA3MBHBIX

JMAarHOCTHYECKUX WM TE€PANEeBTUYECKUX BMEIIATEIbCTB C BBICOKMM PUCKOM KPOBOTOUYMBOCTH |2,
36, 37, 42, 69, 74].

- Mu1 pexomenayem nanuentam ¢ al YC ¢ nenbro koppekmuu Tspkenoit MAI'A (remorio6uH
MeHee 75 1/71) mpoBOAUTH TPaHCHY3HIO SPUTPOIUTAPHOI Macchl [2, 69].
VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- MBI pekoMeHIyeM Ha3HAu€HHE AHTUTUIIEPTEH3UBHBIX MPENapaToB, MPEAYCMOTPEHHBIX
peKoMeHIauusIMu 1o JedeHuto rtuneptoHuud npu  XbBII mamuentam ¢ al'YC, wumeronum
apTepuaNbHyIO runepTensuro [97].

YpoBenb yoeautenbHocT pekoMmenaanuii C (ypoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMeHnTapuu: cM. peKOMEHJAIMU 10 JIEYEHUIO apTepuanbHoi runepronuu npu XbII.

- Mbl pekomenayem npoBoautTh Jjedenue OIIIl nmanumentam ¢ al'YC B cOOTBETCTBUHM C
pexkoMeHaanusamu 1o Jedenuto OITIT [68].

VYpoBenb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmentapuu: cM. pekomenganuu mo OIIII.

- MBI pekoMeHIyeM BBISBISATH BO3MOXKHBIE TPUTTEPHI 3a00J1eBaHus Y Bcex nanueHToB ¢ al'yYC
IS TIPOBEICHUSI JICUSHHS, HAIPaBJICHHOTO Ha X yctpanenwue [39, 42, 59, 69, 71, 74].

VYpoBenb yoeauTeabHOCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMmMeHTapuu: gake y manueHTOB, HIMEIOIIUX TeHETUYeCKUi NeeKT cCUCTeMbl KOMIUIEMEHTa
JUIA peanu3anuu npeapacmnoioxeHHoctd k al ' YC, TpeOGyeTcss Bo3leHCTBUE TPUTTEpa, UTPAIOIIETO
ponb "BTOoporo ymapa"'. Haubonee dYacThIMU TpUTTEpaMH SIBISIFOTCS HH(EKIUU, AKTHBHOE
BOCIAJIEHHE, OEpEMEHHOCTh, XUPYPTHUECKUE OTIEpallii, PEHTT€HOKOHTPACTHBIE MPEnapaThl U Aaxe
ctpecc. JIro6oi uACHTUPUIMPOBAHHBIN TpPUTTEP CIEAyeT YCTPAaHHTh TaK OBICTPO, KaK 3TO
Bo3MOkHO. Ocoboe 3HaueHHWE MMEeT CBOEBpPEMEHHasl JUArHOCTHKa WH(MEeKIHii, Hanboliee 4acTo
npenmectpyroux al' YC, u cneayromias 3a Hel ajiekBaTHas aHTHOakTepuaibHas Tepanus [39, 42,
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59, 69, 74].

3.4. Xupypruueckoe JieueHue

K xupypruueckomy ieyenuto al'YC oTHocuTCS TpaHCIaHTauus (Iepecajgka) IOYKU
MalKUeHTaM, JTOCTUTIIUM TePMUHAIBHOM nmoyeuHor HegocrarouHoctu (XBII 5 cragun).

- Mb1 pexkoMeHyeM rmepecaiky modkd mnamueHtam ¢ al'YC, HOCTUrIIuM TEepMUHAIBHOM
novyeyHoi HenocratouyHocTu (XBII 5 craguu) v He MMEIOIIMM 3KCTpapeHAIbHBIX KIMHUYECKHUX
nposisiennii TMA [37, 39, 69].

Yposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 5)

KoMMeHTapuu: mnamnueHTtaM, JOCTUTIIMM TEPMUHAIBHONW IMOYEYHOW HEIOCTATOYHOCTH,
repecajKa oYKy BBIMOJIHAETCS, €CJIM MEpUoJl OT Havaja JUaliu3a COCTaBIseT He MeHee 6 MecsleB
[98]. K orpanndeHusM BBITIOJHEHHUS TIepecaaku MOoYkH naipentam ¢ al'YC oTHOCATCS Kak o0mue
MPOTUBONOKA3aHUSAM K TpaHCIUIAHTAlMM (37I0KaueCTBEHHbIE HOBOOOpAa30BaHUS, AaKTHUBHBIE
MH(DEKINH, TSKENble XPOHUYECKUE IKCTpapeHallbHble 3a00JeBaHus U Jp.), TaK U creunduyeckue
st al'YC: mpojoipkaromascs akTHBalus KOMIUIEMEHTA € BHENOYEYHBIMHM IPOSIBICHHUSAMHU H
OTCYTCTBHE BO3MOXXHOCTH TNPOQPHIAKTUYECKOTO BBEAEHUS JKyau3ymalda™™ manueHTaMm TIpyIIibl
BBICOKOTO U CPEJIHEro pUcCKa.

- MBI pexoMeH1yeM BBITIOJHUTH OLIEHKY pHCKa peruanBa 3al0osieBaHus (Tabiuna 4) mocie
OTIEpAIlNH, BKIIFOYAIONIYI0, TTOMUMO CTaHIAPTHOTO OOCTIeAOBaHUs, TEHETHUYECKOE MCCIIEIOBAHNUE C
Lenblo HJIeHTUGUKAUUKU MyTalui, accouuupoBaHHbIX ¢ al'YC (MOJIEKYISIpHO-TE€HETUYECKOE
uccnenopanue myranuid: dakropo H, I, B, C3, tpombomonynun, MCP) u ompenenenue B
nuHamuke conepkanus antuten kK CFH — npu antutensHom al'YC nepen BkitodeHuem B "JIuct
okuIaHus" TpaHCIUTaHTauu mouky narenta ¢ al' YC [66, 72].

VYpoBeHb yOeaUTENBHOCTH peKOMeH 1aIiil B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3)

Kommentapuu: nauuentsl ¢ al'YC MOryr MMeTh BBICOKHMM, CPEIHMN WJIM HU3KUWA PHUCK
penyaMBa Tocje Nepecaikd MOYKH, MPU ITOM CTENEeHb pHUCKa JODKHA ONpPENeNATbhcs Kak Ha
OCHOBAaHUHU pe3yJbTaTa I'€HETHMYECKOTO TECTUPOBAaHUSA, TaK U C yYETOM KIMHHUYECKOTO TEYCHUS
3a00seBaHusl, 4acTOThl peruanBoB TMA u cemeiiHoro anamue3a (tabmumna 4). CienyeT HOMHUTD,
YTO MalMEHTHl, y KOTOPHIX HE BHISBICHBI TCHETUYECKUE BaPUAHTHI, ACCOLMMPOBAHHBIE C PA3BUTHEM
al'YC, nomkHbl OBITH OTHECEHBI K TPYIIE CPEIHEro pUCKa PEIUIuBa, a MAIMEHThI ¢ CEMEHHOMN
dbopmoii al'YC w/unm peunnuBamu TMA B aHaMHE3€, B TOM YHCJIE — paHEe MOTEPSBIINE TTOUCYHBIN
TpaHCIUIaHTaT u3-3a TMA, UMEIOT BBICOKMN PHUCK Pa3BUTHS pEUUAMBA MOCIE TpPaHCIUIAHTAIUH
HE3aBHCHMO OT XapakTepa BBISBICHHBIX MyTaluil. XOTS B 1EJIOM pPHCK ONpeAenseTcs
MPEUMYIIECTBEHHO  THUIIOM  MyTalWMid,  YacTUYHO OH  3aBUCUT W OT  JPYrux
MEePUTPAHCIUIAHTAIMOHHBIX ()aKTOPOB. K HMM OTHOCAT TsKENOe HIIEeMHUYECKHU-peneppy3uoHHOE
MOBPEXKJCHHE TPAHCIUIAHTATA, BBICOKME KOHIIGHTPAlMM B KPOBU PEIHUIMEHTa WHTHOUTOPOB
KaJlblUHEHPHUHA, OCTpOE OTTOPKEHHE TpaHCIUIaHTaTa, OCOOEHHO TyMOpalbHOE, BUPYCHBIE
nH(pekuuu (LUTOMETaIOBUPYCHAs U IpyTrue reprnec-supycHele nHbekuu, rpuri, BKV-undekuus,
uH(DeKIMs1, BbI3BaHHAs MapBoBUpycoM B19, nHdekimonHbie ractposnteputsl 1 ap.) [ 20, 83].

Tabnuua 4. Ouenka pucka peuuansa al'YC nocie TpaHCIIaHTalUK TOYKU

Puck passutus ®dakTop pucka
peuuauBa
Bricokuii Myranmuu CFH, CFB, C3, CFH/CFHRI1-5, pemunuBer al' YC B anamHese,

cemeiinas gpopma al'YC

Cpennuit WzonmupoBannsie myrtanuu CFI, Myranuu ¢ HeusyuyeHHBIMH 3¢dexTamu,
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HeUJCHTU(DUIIMPOBAHHBIE MYTAllUW, TMEPCUCTUPYIOIINE HU3KHE THUTPHI AHTH-
CFH-auTuren

Husknii WzomupoBannbie myrtauun MCP, nyneBeie TuTpel antu-CFH-anTuTen B
TE€YEHUE JUINTEIHHOIO BPEMEHU

- MBI pekoMeH1yeM BBITIOIHSTh Iepecaiky MOYKH Ha GOHE MPO(PUIaKTHYECKOTO TPUMEHEHHUS
IKyIM3ymMaba** mamweHTaM ¢ YCTaHOBIIGHHBIM quarto3oM al'YC, UMEIoNMM CpeTHUN U BBICOKUIN
PUCK peuuauBa B MOCTTPAHCIUIAHTALIMOHHOM MEpHUOJE, YTOObl NPEJOTBPATUTh PELUANB
3aboneBanus [91, 99].

YpoBeHb yOeAUTEIBHOCTH PeKOoMeH IaIiil A (YpOBEHb JIOCTOBEPHOCTH JI0OKA3aTEILCTB — 2)

KoMMeHnTapuu: npoguiakruyeckoe NpUMEHEHNE dKyIn3yMmada™* B rpymnmnax pucka peunauBa
al'VC ©Oonee »>(dexkTuBHO, YeM JIEUEHHWE PA3BUBIIETOCS PEIMMBA: €CJIM YacToTa TOTeph
TpaHcmianTaTta u3-3a TMA B rpyrmmne npoguiakTH4ecKkoro NpUMeHeHus IKyIu3ymadba™* cocraBuna
5,5%, TO y peluIMenToB, MOJIy4aBIINX Mpemnapar mo nmoBoay Bo3BparHoro al'YC, 3ToT nmokazaresns
noctur 22,5% [99]. BeimonHsTh mepecaaky Movkd Oe3 MpOBEACHHS TapreTHOW MPOQUIAKTHKH
MOKHO JIMIIIb MMAalMEHTaM C TOATBEPKACHHBIM HU3KUM puckoM penuauba al'YC. BeceM ocTanbHbIM
HEOOXoIuMO  Mpo(UIAKTUYECKOE  MPUMEHEHHWE  KOMIUIEMEHT-OJIOKMpYIoUlel  Tepamuw,
MPOJIOJKUTENIBHOCTh  KOTOPOWM TOKAa OKOHYaTeabHO He ompeneneHa. OgHAKO HSKCHEPTHI
MIPENIOoaraloT, YTO JUIUTEIbHOCTh MPUMEHEHHS 3KylIu3ymalda®* mocne mepecajku MOYKH TaKkKe
MOXXET OIpeNeNsIThCsl Ha OCHOBAHMM PHUCKA pElUAMBA: MAIMEHTHl C BBICOKUM PHUCKOM JOJDKHBI
MoJIyyaTh Mpernapar B Te€YeHHE BCEro nepuoja GyHKIIMOHUPOBAHUS PEHAIILHOTO TpaHCIIaHTaTa, a
y TMalMeHTOB CO CPEIHUM pPHCKOM IPU OTCYTCTBHM JaXe CYOKIMHHUYECKUX pElHIMBOB B
MOCTTPAHCIUIAHTAI[MOHHOM Tepuojie 4yepe3 | roxa mociie mepecajkd MOYKH MOKHO MPEANPUHSATH
KOHTPOJIMPYEMYIO TIOIBITKY OTMEHBI KOMIUIEeMeHT-0nokupytomeid Teparuu [20, 83, 98] (tabnuma
5).

Tabmuma 5. JIMUTETBbHOCTH JICUEGHUS SKYIHM3ymMaOoM™** Tmociie TpaHCIIaHTAIMUd TIOYKH B
3aBUCUMOCTH OT pucka peuuausa al'yYC

Puck pa3Burtus JIMTenbHOCTh Tepanuu 3KyIu3ymadom™**
peuuauBa

Bricokuit BBenenune  skynmu3ymaba**  mokazaHo B TEUEHHME  BCEro  CpokKa
(YHKIIMOHUPOBAHUS TPaHCIJIaHTaTa

Cpennuit Yepez 12 MecdleB Mocie Mepecajkd IMOYKH MOXKET ObITh NpeANnpUHsTA
KOHTPOJIMpyeMasi TOMbITKA OTMEHbI B OTCYTCTBHE Jlake CYOKITMHUYECKHX
PELHIMBOB

Huzkuit [Tocne mepecagkyd MOYKHM MAllMEHTAM MOXHO HE MPOBOJHUTH CIEHUATbHON

npoUIaAKTUKY IKYTU3yMaboM™ *

[Ipu ananuze nanubix ['moGanbHOro peructpa al'YC ObUTO MOKa3aHO, YTO HAYAJIO BBEICHUS
IKynu3ymMaba** 1o TpaHCIUTAHTallMU TIO0 CPAaBHEHHUIO CO CTAPTOM TEpamuM MOocle omneparuu (c
OTCpouKo# Oosiee 14 qHEi) acCOMMPOBAHO C yay4llleHneM (GYHKIIMH PEHAIBHOTO TPAaHCIJIaHTaTa U
CHIDKEHHEeM pucka notpeOHoctu B remomuanuse [100]. B aeHb TpaHCIUIaHTAIlMM HE3aBHCUMO OT
TOTO0, TIOJy4YaJl MalMeHT dKyIu3ymMad™* paHee wim HET, HE MEHEEe YeM 3a OJIMH Yac /10 penepdy3uu
JIOHOPCKOTO OpraHa JoJDKHa ObITh BbINONHEHa MHQY3us mpemapata. Jlo3za skymusymaba** wHe
3aBUCUT OT Macchl Tena u cocrasisier 900 mr Ha BBeneHue. Cneayromias 103a BBOAUTCS depes 24
yaca nocie nepecajaku noyku. [locieayromiee BBeeHUE MTpenapara OCyIIECTBISIETCS Yepe3 HEACII0
(900 mr) ¢ nanpHEHIKUM nIepexo1oM Ha pexuM 1 pa3 B 2 negenu (1200 mr) mmurensHo (Tabmuma 6)
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[98].

Tabmuna 6. Cxema mpodUIAKTUYECKOTO IPUMEHEHUS dKynu3yMada™™ mpu TpaHCIUIaHTalMu
1o4ku nauuentam c al'yC

Hens 0
900 mr

Hensb 1
900 mr

Hens 8 Henb 22

1200 mr

900 mr

B TO ke BpeMs y OTHENbHBIX MAIIEHTOB C BBICOKMM PHCKOM PEIHINBA, OCIOXHEHHBIM
TEYEHHWEM TIOCJICOTICPAIIMOHHOTO TEepHOJa C HaJIWYUeM JIOTIOJHHUTEIbHBIX KOMIUIEMEHT-
aKTHUBUPYIOIIUX  COCTOSHUK  (TsDKenmoe — penepdy3MOHHOE — TOBPEKICHHE,  OTTOPKEHHE
TPaHCIUTAHTAaTa, XUPYPTHYECKUE OCIOXHEHUS, OTIOJHUTEIFHBIE ONEPaTUBHBIC BMEIIATEIIHCTBA)
MOXeT OBITh MCIOJIb30BaHa 00Jiee MHTEHCHUBHAS CXeMa BBEICHUS dKyIH3ymada™** B paHHHE CPOKU
IOCJIE MEePECcaIKy MOYKH, C IEPEX0/I0M Ha MHTepBaJl BBeAeHUs 1 pa3 B 2 Henenu no 1200 mr nocie
36-ro mHs (Tabmuma 7). B cmydae HEoOXOIUMOCTH MPOBENCHUS IO KU3HEHHBIM MokazanusMm [10
win tpaHcoys3uit C3I1 Ha ¢onHe TaprerHoil Tepanuu 3Kynu3ymabomM™** HeoOXOAMMO BBeIEHUE
JIOTIOJTHUTEIIBHBIX 103 Mpenapara B COOTBETCTBHU ¢ MHCTPYKIIHEH 10 ero npuMeHeHuto [98].

Tabmuna 7. VHreHcuduuupoBaHHas  cxemMa  NPO(UIAKTUYECKOTO  MPUMEHEHUs
sKynu3ymMaba™** npu TpaHcIIaHTaUMy NOYky nanuentaMm ¢ al'yYC
Henn 0 Hens 1 Jenn 8 Henn 15 Jenn 22 Jlenn 36
900 mr 900 mr 900 mr 900 mr 900 mr 1200 mr

- MBI pekoMeHAyeM BaKIMHAIIMIO TMPOTHB MEHHMHTOKOKKOBOW**, TTHEBMOKOKKOBOW** 1
reMmobuiabHOM WHpeknuu THOa b** B mopsAKe TMOATOTOBKM K TEpecagke TOYKH H
npodUIAKTUYECKOMY TMPUMEHEHHIO JKynmu3ymaOa** mamuentam ¢ al' YC, eciu oHU HE OBUIH
BaKIMHUPOBAHBI paHee, A1 MUHUMHU3AIUHA PUCKa HHPEKIIMOHHBIX ociokHeHui [39, 101].

VYpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KoMmMeHTapun: mexaHusMm JAeHCTBUSL SKylnu3ymaba** mpenmosiaraer MOBBIINIEHHE pHUCKA
Pa3BUTHUSI MEHUHIOKOKKOBOM MH(EKIMH U APYyrux UHQEKINil, BRI3BAHHBIX MHKAINCYTUPOBAHHBIMU
OaKTepusiMU, B CBSI3U C YeM BCEX MAIMEHTOB, MOJYYAIOIIMX STOT Ipernapar, cielyeT INPUBHUBAThH
MIPOTUB MEHUHTOKOKKOBOM MH(EKINH, a KAaHAUJATOB Ha TPAHCIUIAHTAIMIO MOYKU — TaKXKe MPOTUB
MTHEBMOKOKKOBOH U reMO(pUIbHOM MH(EKINH, KENaTeNbHO 0 Hauana KOMILIEMEHT-0J0KUpyoIen
tepanuu. [loCKONBKY Tmiepecagka IOYKU BBHIMOJHSIETCS B OOJBIIMHCTBE CIIy4aeB ILIAHOBO,
BaKIIMHAIIMIO 1[eJ1ecO00pa3HO MpOBECTH A0 BKiItoueHus B "Jluct oxxunanus". Y namuenton ¢ al'yYC
clieyeT TaKKe MPUMEHSITh O0Ilue PEKOMEHIAUHN M0 MPOPUIAKTHKE UH(EKINI y PeLUUeHTOB
comuauabix opraHoB [102, 103]. Kpome Toro, mnpakTH4ecKHMe PEKOMEHIAIMHA TIEPBUYHON H
BTOPUYHOU Tpo(UIaKkTUKK HHPEKIU y B3pocibix U neteil ¢ al'YC pa3paboranbl pocCUNCKUMU
skcriepraMu B 2016 u omyOnukoBaHbl B BHJE JOKyMeHTa "Pesomronus MexaucCHUIITIMHAPHOTO
COBETa OKCIEPTOB MO MNPOPUIAKTHKE TDKEIBIX HHPEKIUH Yy MAlUeHTOB C T'e€HETHYECKUMU
HaApPYIICHUSIMH PETYJISINN CHCTEMbl KOMILIEMEHTA, TIOJIYYaoINX Tepanuto dKyau3ymaoom" [104].
CnenyeT MOMHHUTH, 4YTO IMOCII€ TPAHCIUIAHTAIMM BaKIMHALMSA JOOBIMH KMBBIMU BaKIMHAMHU
a0COIOTHO MPOTUBOTIOKA3aHa.

- MBI HE pEKOMEHIYEM HCII0JIb30BATh OPTaHbl OT JIOHOPOB ''C pacIIMPEHHBIMU KPUTEPHUSIMU ',
BBINIOJIHATh OIEPALIMI0 IIPU BBICOKOM MpOILEHTE MpeicymecTByrommux aHTu-HLA anTuten y
MOTEHIMAIBHOTO penunuenta wim ABO-HECOBMECTUMOCTH JIOHOPA M PELUIIMEHTA MIPU NEPECaKe
nouku nanuentam ¢ al'YC B nensx npodunaktuku peunusa al' YC B nepecaxeHHoOM nmouke [69,
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81].
VYpoBens yoeautensHocTH pekoMeHauid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)
KommeHTapuu: nanHas pekoMeHIanus 00yclIoBIeHa BBICOKMM puckoM perunusa al YC mpu
TSDKEJIOM HMIIEMUYeCKU-perepy3sHOHHOM MOBPEXKICHUM MOYEYHOTO TPAHCIUIAaHTaTa M Ha (oHE
AHTHUTEII0-OIIOCPENOBAHHOTO OTTOPKEHHUS.

- MbI He peKOMEeHyeM BBIIIOJIHEHUE POJCTBEHHOM Nepecaaku nouyku nanueHtam ¢ al'YC 6e3
F€HETUYECKOTO HCCIIEJOBAHUSI CUCTEMbl KOMILJIEMEHTa HE TOJBKO Yy pELUUIIMEHTa, HO WU Y
MOTEHIIMAIFHOTO JIOHOpa B IENIX MNPO(UIAKTUKKA IMOCTTPAHCIUIAHTAIIMOHHOTO — PEeIUInBa
3aboneBanus [65, 69, 72, 81].

VYpoBeHb yOeUTETbHOCTH PeKOMEH 1aluii B (YypoBeHb T0OCTOBEPHOCTH JJOKA3aTEIbCTB — 3)

Kommenrtapun: auarno3 al'VC B OOJBIIMHCTBE CllydaeB SIBISETCS MPOTUBONOKA3aHUEM K
POJICTBEHHOH miepecaZke IMOYKH B CBSA3M C NPAKTUYECKHM HEU30exkHbIM peuuguom TMA B
TpaHcmianTate. OHaKo nepecajika MOYKHM MOYKET BBIIOJIHATHCS, €CIIH Y MallMeHTa — KaHAWaTa Ha
TPaHCIUIAHTAI[MI0 TpPHU MCCIEJIOBAHUU TE€HOB CHUCTEMBbl KOMILUIEMEHTa BBIABIAIOTCS MYTAllUH,
accouuupoBaHHble ¢ pa3suTheM al ' YC, a y IOTEeHIHaIbHOTO JOHOPA TAKOBBIX HE 0OHAPYXUBAETCSI.
[Ipu 3TOM HEOOXOOUMO MaKCUMalbHO HH(POPMHUPOBATH JOHOpPAa W pELUIUEHTa O pPa3BUTUHU
BO3MOXHBIX OCJOXHEHHM TpaHCIUIaHTaluu. B To ke Bpems, eciau MyTaluii, OTBETCTBEHHBIX 3a
pazsutue al YC, He 00HapyX€HO HH Yy JIOHOPA, HA y BO3MOYKHOTO PEUUITUEHTA, WIH O0OHAPYKCHBI
IreHeTUYECKUEe BapUAHThl C HEACHBIM KIMHUYECKUM 3HAYEHHMEM, OT POJICTBEHHOW TpaHCIIaHTAlUU
CJIelyeT OTKa3aThCsl.

- MbI pekoMeHyeM BbIOUpaTh WHAYKIUOHHYIO U TOJEPKUBAIOLIYI0O UMMYHOAETIPECCUBH YIO
TEpanuio B COOTBETCTBUH C H3BECTHBIMU (DAKTOpaMHU pHCKa OTTOP)KEHHUS TpaHCIUIaHTaTa s
PEIMIIUEHTOB TOYEYHOTO TpaHCIulaHTaTa, crpamapmmx al'YC, umzberas mpu 3TOM BBICOKHX
KOHLIEHTpAallMi HMHTUOUTOPOB KalbLIMHEBPUHA B KPOBH, C ILEJNbI0 HE JOMYCTHTHb pPa3BUTHUSA
JICKapCTBCHHO-MHAyIIupoBanHoi TMA TpancrutanTara [69, 81, 98].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapuu: y mnaumeHtoB ¢ al'VYC kpaitHe xenaTenbHa WHIYKIMOHHAs Tepanus
AHTWIMM(OIUTAPHBIMU ~ aHTUTEJIaMH, KaK CYIIECTBEHHO CHWXKAIOIIAsg PHUCK OTTOPKEHUS
TpaHcmianTtata. [IpumeHenue nukiocnopuHa** u takpoiumyca™* mnocie TpaHcCIJIaHTALlMH MOXKET
ObITh TpurrepoM pazsutusi TMA TpaHcmIaHTaTa, OJIHAKO JaHHBIE MpenapaThl B HACTOAIIEE BpeMs
OCTal0TCS OCHOBOM MMMyHOcymnpeccuu. Kpome Toro, ncnosib30BaHue cXxeM MMMYHOCYIpeccuu 0e3
IUKJIOCTIOpHHA™* */Takpoumyca™™* He MPUBOIUT K 3HAYMMOMY CHIKEHHUIO pucka peruauBa al' YC
nocie tpancutanTanuu [105]. ¥V penunuentoB ¢ muarHozom al' YC cnenyeT u3beraTh upe3MepHO
BBICOKMX KOHIICHTpAIMii MHTUOUTOPOB KaJbI[MHEHpPUHA B KPOBU: KOHIICHTpAIUS Takpoiaumyca™*
He JI0JDKHA mpeBblmarh 12 Hr/mi, nukinocnopuna** — 200 ur/ma (C0). B GonpmnHCTBE ciyyaeB
unruburopel MTOR He cieqyeT BKIOYATh B CXEMY MOCTTPAHCILIAHTAIIMOHHOW UMMYHOCYTIPECCUU
naiueHTaMm ¢ al'YC, MOCKOJNbKY HCIOIb30BAaHUE JAaHHBIX TPENnaparoB MOKET HapyllaTh
BOCCTaHOBJICHHE  MOBPEXACHHOTO  OSHIOTENIMS 32  CUET  aHTUIPOJIU(PEPaTUBHOTO U
npokoaryinstHtHoro 3¢dexror [106, 107], ogHako y OTHENbHBIX MAIMEHTOB MPH HATUYUH
MOKa3aHUW H TIIATEIbHONW OIEHKE COOTHOIICHUs TOoJb3a/puck uHruoutopsl mTOR wMoryr
MIPUMEHSTHCSL.

- [Tarmentam ¢ al'YC mocne nepecajky MOYKHA Mbl PEKOMEHIyeM TIIATeNbHbIi MOHUTOPHHT
KITMHUKO-JIA0OpATOPHBIX TOKAa3aTeNei, CIOCOOCTBYIOIIUX BbIABICHHIO TMA, U BBHINOJIHEHHE
Ouorncuil TpaHCIUTAHTaTa TOJ KOHTPOJIEM YyIbTPa3BYKOBOTO HCCJIENOBAaHUS C IATOJIOTO-
AHATOMUYECKUM HCCIIEIOBaHUEM OHOIICHIHOTO MaTepuasa JUisi CBOEBPEMEHHOU IHArHOCTUKH U
neuenust TMA tpancrutanTara [69, 81, 98].

YposeHns yoeaurenbHOCTH pekoMeHnaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIILCTB — 5)

KoMMeHTapuu: MOHHTOPHHT JIabOpaTOpHBIX Mokazareneir TMA (ucciemoBaHuE YpOBHS
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TPOMOOIIUTOB B KPOBH, HCCJIECJOBAaHHE YPOBHS OOILIET0 T'eMOTJO0MHAa B KpPOBH, OIPE/ICICHUE
aktuBHOCTH JI/II' B KpOBH, HCCIIEI0BaHUE YPOBHSI KPEaTHUHUHA B KPOBH) IIOCIIE MEPECATKU MTOUYKHU
clielyeT MPOBOJUTH C YacTOTOM 1 pa3 B Helento B TEUEHHE MEPBOro Mecsua, 1 pa3 B 2 HEJENIH B
TE€YEHHUE IMocienyomux 2-4 MecsueB W jganee 1 pa3 B Mmecsl. bosee 4dacTelii MOHUTOPHHT
HEO0XO0IUM TPU MHTEPKYPPEHTHBIX HH(PEKIUAX, Pa3BUTHH AUCHYHKIUN TOYETHOTO TPAHCIUIAHTATA
u mociae OoTMeHbl 3Kyiauzymaba*™*. Ilanuentsr ¢ al'YC mnocne nepecajku IOYKH, KOTOPBIM
MPEKPaTHIIN JICYEHUE SKYIU3yMaOOM™*, NOJDKHBI HAaXOAWUTHCS IMOJ TINATEIHHBIM HAOIIOJCHUEM
Bpava-Hedposiora Juisi oOecredeHuss KOHTPOJIS 3a TPU3HAKaAMU BO3MOXKHOH akTwBammu TMA u
pa3BUTHUS €€ TSKENbIX ocioxHeHud. [Ipu3nakamu peunausa al'YC nocne oTMeHsl 3Kynn3ymada™*
ciyxat (1) mroOble nBa WJIM TOBTOPHO BBISBISIIOIIMECS HW3MEHEHHS OJHOTO M3 CIETYIOIIHNX
MoKa3aTese: CHUKEHUE uuciaa TpoMOOmuToB Ha 25% u 0Oojiee OT HCXOAHOTO 3HAYEHUS WU
MaKCUMaJIbHOTO YHCJia TPOMOOIIMTOB BO BpEMs JICUCHHS MIpernapaToM dKynu3ymad™™; yBenuueHnue
KOHIICHTPAIIUU KPeaTHHUHA CHIBOPOTKH Ha 25% u 0oJiee 1Mo CPaBHEHHMIO C MCXOJHBIM 3HAYCHHEM
WIM MHUHUMAaJbHBIM YPOBHEM BO BpeMsl Tepaluu IpernapaToM JKyau3ymad™™® wuinm yBenuueHue
cpIBOpoTOYHOM akTuBHOCTH JI/II" Ha 25% 1 Gosee Mo cpaBHEHUIO C UCXOJHBIM MM MUHUMAJIbHBIM
3HAUYEHUEM BO BpEMs Tepaluu IpenapaToM SKyaIusymMad™*, wmm (2) moboil M3 clieayronmx
CHUMIITOMOB: W3MEHEHHE TICUXUKH, CYJOPOTH, CTCHOKApIWs, OJBIIIKA, TpPOoMO03, TSKEIBIH
MaHKPeaTHT, BHE3amHOe yXyauieHne 3perns. Ocoboe BHUMaHNE HY)KHO OOpaliaTh Ha HapylieHHe
(GYHKIIMU TIOYEK Jake NpPU OTCYTCTBUHU SKCTPApPECHATBHBIX TMPOSIBICHHA. DTH CHMIITOMBI MOTYT
ObITh aTpuOyTupoBaHel kK al' YC mocie WCKIIOYEHHs psAa TPUYHAH, KOTOPBIE TaKKe MOTYT
COIIPOBOKJATHCS M3MEHEHHEM TePEUNCIICHHBIX JT1a00OpaTOPHBIX MapaMeTpoB, 0COOEHHO B PaHHEM
MOCTTPAHCIUIAHTAIIMOHHOM ~Tiepuosie  (HampuMmep, XHUPYPTrHUECKHUE OCIOKHEHUsS, WH(EKIIHH,
reMaTojoruieckas TOKCHMYHOCTh HMMYHOCYIPECCAaHTOB M Jp.). B ciiyyae H30JHMPOBaHHOTO
MOBBIIIEHUS! YPOBHS KpEaTHMHHHA CBIBOPOTKU JIMOO HEMOJHOTO CHUMIITOMOKOMIUIekca TMA
oOs13aTenpHa Mopdosornueckast BepruuKaiusa IpUIUHbI JUCPYHKITUN TPAHCIUIAHTATA, IMOCKOJIBKY
He MCKITogaeTcs passutue TMA, okaan30BaHHOM TOIBKO B TpaHcmiantate [108, 109].

- B cayuasx penuauBa al' YC mociie mepecagkd TMOYKH C IEJIbI0 €ro KyMUPOBAaHHUS Mbl
PEKOMEHyeM B KaueCTBE TEPAIlUH IIEPBOM JIMHUH IPUMEHATH dKyau3yma0** [69, 81, 98].

VYpoBeHb yoeauTenbHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KommenTtapuu: npu Bo3HukHOBeHHH penuanba al'YC mocie nepecaky MOYKH WM pa3BUTUU
de novo al'VC (TMA ¢ MyranusMd T€HOB KOMILUIEMEHTA, BIIEPBBIC BBISBICHHBIMH IIOCIIC
TpaHCIIAaHTAIlMK) TMOKa3aHa BBICOKAas 3()PEeKTUBHOCTHh HKynmu3ymaba**, ocoOCHHO mpU paHHEM
Hayane teparnuu [110, 111]. PenanpHBIA TpaHCIIAaHTAT €IIe MEHEE YCTOWYMB K KOMILJIEMEHT-
OTIOCPEIOBAHHOMY TOBPEXIACHHUIO, YeM COOCTBEHHBIE MOYKH, IMOITOMY 3a/epKKa C HadyalioM
TapreTHOM Tepamuu Jake Ha HE3HAYUTENbHBIH CPOK MOXKET TPUBECTH K HEMOJIHOMY
BOCCTaHOBIICHUIO WM ToTepe (YHKIMHM TPAHCIUIAHTUPOBAHHOTO OpraHa. B mepuos okumaHus
MOCTaBKU 3Kynu3yMaba** (mpu HEBO3MOXXHOCTH HEMENJICHHOTO €ro BBEJIEHUS) MOXKET
npoBoauthes [10 ¢ anekBaTHbBIM 00beMOM dKcdy3uun u 3amenieHus mia3moi — 40-60 Mi/Kr Macchl
Tena manueHTta. OJIHOKpaTHOE BBeACHHE JKyau3zymaba™* musa nedenus peumuauBa al' YC mocie
TpaHCIUIAaHTAIlMM He mojjaepkuBaercsa. [IpogomKUTENbHOCTh TMPUMEHEHHS  KOMILJIEMEHT-
Onmokupyrolieil Tepanuu y manueHton, nepeHecmux peuuaus al YC nocie TII, okoHUaTenpbHO HE
yCTaHOBJIEHA, HO OYEBUHO, YTO ITH MAalMEHTHI MOMAJAI0T B TPYIITY BBICOKOTO PUCKa TOBTOPHOTO
penuBa B cydae OTMEHbI IKyIn3ymada™ ™.

3.5. MoHuTOpHHT 3¢(PeKTHUBHOCTH U 0€30NMACHOCTH JIeYeHHUs

B OompummncTBe ciaydaeB npu al YC mpeagycmarpuBaeTcss IOKH3HEHHOE TPHMEHEHHUE
KOMIUIEMEHT-0Nokupytomeit tepanuu. IlogoOHBIN pexuM JiedeHuss aOCOJIOTHO HEo0X0auM
NaIMeHTaM ¢ UJIeHTU(PULIMPOBAHHBIME MyTalusiMu reHoB ¢akropos komruieMenta CFH, CFI, CFB
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u C3, HOCKOJIbKY OHU OTHOCSITCSI K KaTeropuu Beicokoro prucka peuuausa al YC [42, 69, 92, 93].

- MBI He pexoMeHayeM J1abopaTOpHOE MOHMTOPHPOBAHHME CTEMEHU OJOKaIbl KOMIUIEMEHTA
st ouleHKU 3¢ dexkTuBHOCTH 3Kynu3ymaba** B xo/e KOMIUIEMEHT-OJIOKUPYIOIIEH Tepanuu y BceX
nanueHToB ¢ al'YC [88].

YposeHs yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTe/IbCTB — 4)

KommenTtapun: 6710Kaga KOMIUIEMEHTA IMPOMCXOAWT B TEUCHHE OJHOTO daca IOCIe MepBOM
nH(py3un sKkynm3ymaba** u coxpaHseTcs Ha JOCTUTHYTOM YpPOBHE Ha MPOTSHKCHUHM WHTEpBalia
Mexay BBeaeHUsMH [88]. EQMHCTBEHHBIM JOCTYIHBIM MapKepOM ISl OLICHKH CTEIICHU OJIOKA bl
SIBIIICTCS OOIAsi TeMOJIMTHYECKas akTUBHOCTh Kommuiementa CHS50 [112]. Kak mpaBuio, oHa
ocTaercsi HU3KOU B TeueHue 12-14 nueil, yeM u 0OyCIIOBJIEH JIByXHEJENIbHbII MHTEPBAI B MEPUOJT
nojJiepKuBaoIied  Tepanuu. brokana KommuileMeHTa JOCTUrHyTa, eciu  3HadeHuss CHS0
coctaBisitoT < 10%. [logaBmnstomiee OOTBIIMHCTBO MAIIMEHTOB, KaK OBIJIO MOKA3aHO B MPOBEIECHHBIX
UCCIIEIOBAaHUAX, JOCTUTAIOT 3TOTO0 YPOBHSI cpa3y ke Iocie NepBod MHQY3MH 3Kyau3zymada™*,
II0O3TOMY B XOJI€ JICUEHUs HET HeoOXxoauMocT MoHuTopupoBate CH50, ecnu y manpeHTa Bo Bpems
nepuoaa MHAYKIIUA HAOII0aeTCss HopMaau3alus ynuciaa TpoMOoruToB, cHmwkenue JIJII' u ypoBHs
KpeaTHHHA Ooyiee veM Ha 25% ot ucxomHoro [69]. Ilokazarens ypoBHsi C3  (dpakiuu
KOMIUIEMEHTa HE TOAXOIUT JUIi MOHHUTOPHPOBAaHUS J(PPEKTHBHOCTH MPOBOJUMON TEparvH,
MOCKOJIbKY y marnueHToB, umeromux mytauun CFH u C3, 0H UCX0AHO CHM)KEH M TOBBIIIEHUS €0
HEJIb3s OKUATh B XOJI€ JICUSHHUS IKynu3ymadbom** [65].

- MBI pexoMeHJIyeM OMpeIeIuTh OOIIYI0 TEeMOJUTHYECKYIO CIIOCOOHOCTh KOMIUIEMEHTA
(CHS50) npu OTCYTCTBUU TOJIOXKUTEIBHON JUHAMHUKU T€MAaTOJOTUYECKUX TTOKa3aTeliel MmalueHTa B
MepHOJi WHAYKIMOHHOM Tepanmuu JUisi OLEHKH A(PQPEKTUBHOCTH OJIOKaabl KOMIUIEMEHTa W IS
YTOYHEHUS MPUUUHBI HedDHEKTUBHOCTH 3KyIn3ymaba** [113].

Yposens yoeaurenbHoCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0Ka3aTEIbCTB — 4)

Kommenrtapun: mnoxazatens CHS50 6Gonee 10% cBuaerenbcTByeT 00 OTCYTCTBUM MOJHOU
O5oKaZbpl KOMIUIEMEHTA, SABIAIOLIEMCS MpUYMHON HedpdexTrBHOM Tepanuu. CerogHsi U3BECTHO
HECKOJIbKO MPUYUH, C KOTOPBIMH CBSI3aHA HEJIOCTaTOYHasA OJ0Ka/la KOMILUIEMEHTa, IPUYeM BCE OHU
KpaiiHe peAKu. ITO MOTYyT ObITh MHIWBUIYyalbHAsi HEIOCTATOYHOCTH JI03bI (Yalle y JeTei, 0JHaKo
BO3MOXHO M y OYEHb KPYIHBIX B3pPOCIBIX MALMEHTOB), SKCKpELUHs IKyauzymadba™* c mModoi npu
HaJIMYUU Yy MallMeHTa MacCUBHOW MPOTEHHYpUU U HeppoTuueckoro cuniapoma. [Ipu anexBaTHOi
703€ TMpernapara MNPUYMHON OTCYTCTBUSL OJOKaAbl KOMIUIEMEHTa MOKET OBbITh TI'€HETHYECKUN
BapuaHT C5 KOMIIOHEHTa, 4TO MPEAOTBpAalllaeT CBSI3b C HUM O3Kylu3ymaba** u oOecreuuBaer,
TakuM 00pa3oM, PE3UCTEHTHOCTh K IMOcieqHeMy. B Xoje KOMIUIeMEHT-OJIOKUPYIOIIeH Tepamnuu
BO3MOXHO TMOSIBJICHHE aHTUTEN K SKyIu3yMaly**, Ttaike mnpuBoAimuX K HedI((HEKTHUBHOCTU
npernapara.

3.6. Jleuenue al'YC, accolyuMpoBaHHOT0 ¢ 0epeMEeHHOCThI0

I'VC-accomuupoBanusiii ¢ 6epemeHHOCTIO (B-I'YC) — 310 al'VC, pa3BuBLIMiics B epHO OT
MOMEHTa MOATBEp)KIeHUs (akTa OepeMeHHOCTH 110 12 Hemenb Mocie POJOpa3pelieHUs WIN
npepeiBanusi Oepemennoctu [47, 114]. bonee wem y 50% mnamnuentok al' YC pa3BuBaercs mpu
MOBTOPHBIX OepeMeHHOCTAX. Pa3zBuTHe 3a00sieBaHUSI BO3MOXKHO Ha JIIOOOM CpoKe OEepeMEHHOCTH,
OJIHAaKO B MOJABJIsIOIMEM OosblIMHCTBE citydaeB (74-94%) al'VYC Bosnukaer B III Tpumectpe u
paHHEM MOCIEPOJAOBOM MEPUOJIE, TOrAA Kak Ha | TpuMecTp npuxoautcs Beero 11% cioydaes, a Ha Il
— 10 15%. B-I'YC xapakrtepusyercs arpecCUBHbIM TEUYEHHEM U KpaiiHe HeOIaronpusTHbIM
MPOTHO30M: MAaTEepUHCKas CcMepTHOCTh jJocturaer 42% [47, 115]. Yacrota BBIsSBICHUS
IeHEeTUYECKUX JePEeKTOB B CUCTEME KOMIUIEMeHTa npu akyuiepckoM al ' YC comocraBuma ¢ TakOBOH
B 00w1ei nomynsanuu nanueHToB ¢ al' YC, 4To 1aeT OCHOBaHUS paccMaTpUBaTh 3TO 3a00JIeBaHUE HE
Kak BTOpHuHylo (opmy al'VC, a Kak HCTHHHYIO KOMILIEMEHT-omnocpeaoBaHHyro TMA, s
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KOTOpPOH OEpeMEeHHOCTh SBWJIACh TpHUrrepoM. IIpoBeseHHBIE HCCIEOBAHUS T'C€HETUYECKOTO
npouiIs CHUCTEMBl KOMIUIEMEHTa Y JKeHIIMH C akymepckuM al'YC BBIABHIM MyTaluy,
accorurpoBanHbie ¢ pasputueM al YC, y 46-56% nanuentok [116, 117]. Kome Toro, BaxxHyr poJib
B MaHugectauun b-I'YC wurpator ocinoxHeHHs OEpEeMEHHOCTH M POJOB — MPEIKIAMIICHS,
KpOBOTEUEHHS, OINEPATUBHOE pOJOPA3pPELIEHUE, — IMPEACTABISAIOUIME COOON JIONOJHUTENIbHBIE
KOMIUIEMEHT-aKTUBUPYIOIIME COCTOSHHS, paccMaTpuBaeMble Kak Tpurrepbl octpodr TMA [118-
120]. Takum oOpaszom, sedenue akymiepckoro al'YC, 0e3yClIOBHO, SIBJISFOIIETOCS KOMIUIEMEHT-

OTIOCPEIOBAHHOM MATOJIOTHEH, TODKHO COOTBETCTBOBATh TEM JKE€ IMPHUHIMIIAM, YTO M JICUCHHUEC
al'VC.

- MBI pekoMeHIyeM paHHee (B TeueHre 24 4acoB) Hauajo IIa3MOTEPAi BCEM TMallMeHTKaM
¢ mono3penueM Ha b-I'YC mocne npepeiBanusi 6epemennocTr/poaopazpemienns [47, 80, 114, 115,
118, 121].

YpoBeHb yOeAUTEIBHOCTH peKOMeH 1aIuii B (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEILCTB — 2)

Kommenrtapuu: xotst ASFA (amepukanckoe o01iecTBo 1o adepesy) B KauecTBe Tepanuu 1-oi
muHun pekoMenayet I[1O rtompko mamuentam c¢ TTII (Al) u nmanuentam ¢ al'YC, umeromum
antutena Kk CFH (C2), otHOcs mpu 3TOM npakTudecku Bce octanbHble npuunbbl al'YC ko 11 u naxe
I knmaccy (tepamusi 2-oif juuuu, 2C) [121], npoBectn muddepeHHaTIbHYI0 ITHATHOCTHKY B
MepBBIE Yachl U JHU 3a00JI€BaHUSI HE MPEJCTABIIAETCS BO3MOXKHBIM, B CBSI3U C YEM MOXKET ObITh
MOTepSHO JparolieHHoe Bpems. [IpuHMMas BO BHHMaHHE OCOOCHHO TSKENIOE€, HEpeIKo
karactpouueckoe TedeHue akymepckoro al'YC, HE0O0X0IMMO HaYMHATh IUTa3MOTEPAIHIO, Kak
TOJIbKO OyneT koHcTtaTupoBaHa TMA.

- Mpbl pekoMeHJIyeM HayMHATh KOMIUIEMEHT-OJIOKUPYIOUIYI0O Tepanuio Mpenaparom
skynu3ymMao** manuentkam ¢ b-I'YC npu HeapdeKTMBHOCTH TIa3MOTepanuy, MPOBOJIMMON B
TeUYeHHe He MeHee 3 aHel i JocTmkenns pemuccun [114, 115, 118, 122].

VYpoBeHb yOeaUTENIBHOCTH peKOMeH 1aIiii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 2)

KomMenTapuu: npotokosn jedeHus akymepckoro al'yYC mojgHOCThIO aHAJIOTUYEH MPOTOKOTY
nedenus nanuveHtoB ¢ al'YC B OTHOIIEHHMH 103 MperapaTa, UHTEPBAJIOB MEXIYy BBEICHUSMU U
MPOJOJDKUTENIBHOCTRIO  Tepamud. B ciydae b-I'YC  nocnenssiss  A0MKHA — ONPEACNISIThCA
UHIUBUAYAJIBHO.

- MBI pekoMeHlyeM Ha3HauyaTh TEpaIvi0 aHTUOAKTepUATbHBIMU IpernapaTaMu CHCTEMHOTO
JNEUCTBUS IHUPOKOTO CIEKTpa Jake MPU OJHOM TOJIBKO KIMHMYECKOM MOJO3PEHUU Ha MOSBICHUE
MH(EKIMOHHBIX OCNHOXHeHUH mnanueHTkam ¢ b-I'YC, umeromuM BBICOKMNA PHCK Pa3BUTHS
cucremHon uadexuun [123, 124].

VYpoBenb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

Kommenrtapuu: paszsutue TMA cnemyer paccmaTpuBaTh Kak (DakTop pHUCKa pa3BUTHUS
CUCTEeMHON HWH(MEKIHH, MOCKOJIbKY HIIEMHUYECKOE MOBPEXKACHUE OPraHOB MpeApacroiaraeT K
uHpunupoBanuto. Eme onauM axkropom prcka HHPEKINH SBISETCS OMepalus KecapeBa CeUeHUs,
TaKk KaKk B MOJABISIONIEM OOJBIIMHCTBE CIIy4aeB MPEdKIaMIICHs], MPEALISCTBYIONIAsS Pa3BUTHUIO
al'YC, cinyXuT moka3aHHeM K ONepaTUBHOMY pojopaszpeuieHuto. Takum o0pa3oMm, Ha3HauCHUE
aHTHOMOTUKOB Yy mareHToK ¢ al'YC sBisieTcs: cpecTBOM MpopHiIakTHKK cerncuca [123, 124].

4. MeaunumuHcKas peaﬁn.ﬂnTaunﬂ, ME¢IUIIMHCKHE NMoOKa3aHudA H
NMPOTUBONOKA3AHUA K IPUMCHCHUI0O METOA0OB peaﬁn.ﬂnTaunn

Mertoapl peaOunuranuu nanueHToB, nepeHecmnx al'YC, He pa3paboTanbl. Y 4acTH
MAIMEeHTOB, HECMOTPS Ha KYMUPOBAaHHE I'eMaTOJIOTHYECKUX MPOSBICHUN 3a00seBaHusl, QYHKIHS

IMOYCK MOKET HC BOCCTAHOBUTLCA WM BOCCTAHOBHUTLCA HC IMOJIHOCTBIO, B PE3YJILTATC YCTO OHU
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MOTYT OCTaThCi JHain3-3aBUCHMbIMH, WK B ucxoxe OIIIl y nux chopmupyercs XBII. B stux
cllyyasix ClIeyeT MPUMEHSTb METOJbl PEeadMIUTALUH, MPEIyCMOTPEHHbIE PEKOMEHAALUSIMH IO
XBII.

- YV namuenroB ¢ al'VC u umeromux XBII Mbl pekomeHIyeM MPOBOJUTH METUIIMHCKYIO
peadiIMTaMio NO TOKa3aHUsIM U B 00beMe, MperycMOTpEeHHOM pexoMmeHaanusMu o XbII, ms
yIAy4IIeHus: KCX010B Oosne3nu [97].

VpoBenb yoeautensHOCTH pekoMeHaanuid C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

5. llpopuiakTuKa U AUCHIAHCEPHOE HAOJII0AeHUE, MEeAULIMHCKUE MOKA3AHUSA
U POTUBOIMOKA3aHUS K IPUMEHEHHI0 METOI0B MPOPUIAKTHKHI

Metonel nepBuuHoil npodumnaktuku al'YC He pa3paboTaHbl. VY NaUEHTOB C yXKe
YCTaHOBJICHHBIM JMArHO30M M IOJYYarOIIUM IMaTON€HETHYECKYIO TEPAIHI0 CIENYET peajnu30BaTh
Pl Mep, HaIpaBJICHHBIX Ha MPEJOTBPALLCHHE HEXENATEIbHBIX SBICHUN TEPalMH, KOTOpHIE
U3JI0KEHbI B pazzaene 3.6. [IpuHuMas Bo BHUMaHUE poJib BHEIIHUX (PaKTOPOB (B MEPBYIO OYEPEb,
nH(pEKINH, a TaKKe CTPecC, TPaBMbl, BHYTPUBEHHOE BBEJCHHE PEHTI€HOKOHTPACTHBIX IPENaparos.,
OCJIO’)KHEHHUs OEpeMEHHOCTH) B Pa3BUTHM OCTporo snuszojga TMA y mpenpacrnojoKeHHBIX I,
BO3MOXHa npoduiaktuka peruansoB al Y C.

- Mbl pekoMeHayeM 00ydaTh MalMEHTOB, MEPEHECIINX OCTPbIH SMU30]1 KOMIIJIEMEHT-
onocpenioBaHHOM TMA ¢ 0YeBUIAHBIM UM BEPOSITHBIM TPUITEPHBIM (aKTOPOM, TOMY, KaK CHU3UTh
PHCK €r0 pa3BUTHS IS IPEAYIPESKACHHS peluarBa 3adoesanus [39].

Yposens yoeaurenbHoCcTH pekoMenaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)

- Mpbl pekomMeHAyeM OCYLIECTBJISATh JWHAMUYECKOE HaOMI0/eHHEe BCEX MAIMEHTOB,
nepeHecmux al'YC, HE3aBUCUMO OT TOTO, TIOJIYYArOT JIM OHU MJIM HET KOMIUIEMEHT -OJIOKUPYOIIYIO
Tepanuio 3Kyau3ymaboM™* st CBOEBPEMEHHOTO BBISBIICHUS U JICUEHUS BEPOSITHBIX PEIUINBOB
6onesnu [2, 69].

YpoBeHb yoeauTeabHoCTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

KomMeHTapuu: B TedeHHe MepBbIX 4-6 MecsleB MalUeHTOB HE00X0AuMo 00cien0BaTh
Kaxasle 2-4 Henenu. B mocneayromem mamueHTta ciaenyer HaOIoAaTh €XKEeKBapTajlbHO B TEUEHHUE
MEepBBIX 3 JIET, B OCIEACTBUM — 1 pa3 B 6 Mec.

- MBI peKOMEHIyeM WHIWBHIyaIU3UPOBAHHOE THHAMUYECKOE HAOJI0ACHHE BCEX MAIlMCHTOB,
nepenecuinx al'VYC, ¢ kontposnem AJl, ChIBOPOTOUHBIX YpOBHEH KpeaTWHWHA U albOyMHHA,
CKOPOCTH KJIYOOYKOBOH (DHIIbTPAIINK, IPOTCHHYPUH M OCAIKa MOYH, KIMHUYECKOTO aHAIN3a KPOBH
JU1S1 KOHTPOJISL PELUANBOB OOJIE3HHU U OICHKH BBIPAKEHHOCTH AUCHYHKIMU TI0YeK [ 2, 69].

VYpoBeHb yoeauTeabHoCTH pekoMenaaruii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5)

- MBI pekoMeHlyeM BceM narueHTKam, nepeecinM al'yYC u niuaHupyromuM 0epeMeHHOCTb,
JUIsL TIperpaBUIapHOM MOATOTOBKU MPEIOCTaBUTh MH(POPMAIIMIO O BO3MOXKHBIX PUCKaX pelMauBa U
HeOJIaronpusTHOM HCXoAe OepeMeHHOCTH, c(HOpPMUPOBAaTh WHAMBHUIYAJIbHBIM IUIaH BEACHUS
O0epeMEeHHOCTH ¢ MOMEHTA 3a4aTHs 0 POJOpa3pelIeHus], BKIIoYas paHHUM MOCIEpOIOBbIM Mepuo
[114, 115, 116].

VpoBeHb yoeauTenbHOCTH pekoMeHaiuii C (ypoBeHb TOCTOBEPHOCTH A0KA3aTEIbCTB — 4)

Kommenrapuu: OepemeHHbIM, paHee mnepeHeciuM al'VC, HeE0OXOAMMO TIIATENbHO
MOHHUTOPHPOBAaTh apTEPUAIBHOE JABJIEHUE, B NIEPBOM M BTOPOM TPHUMECTPAX TIECTALUU CIEHAYET
€KEMECSIUHO BBIMOJHATh OOIIMH (KIMHUYECKUI) aHalu3 KPOBU DPAa3BEPHYTHIH C 00s3aTelIbHBIM
OTIpe/ieIeHueM YHciia TPOMOOLIUTOB, OOIIMK (KIMHUYECKUI) aHAIU3 MOYH, UCCIIEOBAHUE YPOBHS
KpeaTHuHUHA B KpOBH, oTpeieNieHne aKTUBHOCTH acrapTataMMHOTpacQepassl,
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anannHamutpancgepassl, JIII. Pa3 B Tpumectp HE0OXOaMMO BBINIOMHATH MpoOy Pebepra mis
OTIpEJICNICHUs CKOPOCTH KIIyOOUKOBOW (PHIIBTpallii, MHKPOOHOIOTHYeCKOoe (KyIbTypalibHOE)
UCCIIeIOBaHNE MOYM Ha OaKTepHaibHBIC MAaTOreHbl. B TpeTheM TpumecTpe oOuiue (KIMHUYECKHE)
aHaJM3bl KPOBU M MOYH, ONIPEeNICHHE KPEaTUHUHA U MIEYCHOYHBIX ()ePMEHTOB CIIEIYET BBIIOTHSATD
pa3 B 2 Hemenw, MEKPOOHOIOTHYecKoe (KyabTypalbHOE) HCCICIOBAHNE MOYM Ha OaKTEPHAILHBIC
natoreHsl — exxeMmecssyHo. C 12 Hemenn OEpeMEHHOCTH TMOKa3aHa MPO(HIAKTHKA MPEIKIAMIICUU
aCTIMPUHCOACPKAIMMU TIpenapataMu. B ciaydae mporenHypun = | T/cyT mOKa3aHO Ha3HAYCHHE
HU3KOMOJICKYJISIPHBIX TenapuHOB. B ciydae BbISBICHHS HWHQPEKIMH MOYEBBIBOISAIINX ITyTEH
HE00XO/IMMO CBOEBPEMEHHOE HAYaJI0 aJIeKBATHOM aHTHOAKTEPHUATbHON TEpanmul B COOTBETCTBUH C
YyBCTBUTEIBHOCTBIO BO30ynuTens. Bce ykazaHHblE TepaneBTHUECKHME MeEpbl HalpaBlIEHbl Ha
HEJOMYIIEHUE aAKYIIEPCKUX OCIOKHEHUH, COBOKYITHOCTb KOTOPBIX MOXET MPHUBECTH K PA3BUTHIO
akymepckoro al'VC.

6. Opranuszanus oKa3aHus MeIMIUHCKOH MOMOLIH

®dopma — IKCTPEHHAas1, HEOTIIOKHAs; YCIOBUS — CTallMOHAP

[Tokazanust U1st SKCTPEHHON TOCIUTAIN3ALNMN B MEAUIIMHCKYIO OpraHU3aluIo:

1. pa3BuUTHE TSKENBIX OpPraHo- M >KU3HEYTrpoKarolux MposiBieHuit 3aboneanus — OIIII c
MOTPEOHOCTHIO B TMPOBEACHUU 3aMECTHUTEIPHONW TMOYEYHOW Tepanuu (reMOoAHaliu3), OCTPOU
CepJICUHON M JbIXaTEJbHON HEJIOCTATOYHOCTH, TSXKEIOr0 MOPAXKEHHS >KETyA0YHO-KUIIEYHOTO,
IHHC, oprana 3peHUs, TE€MOJIUTUYECKOW aHEMHUH, TE€MOPPArMYECKOro CHUHIpPOMA C LEJIbIO
MEPBUYHOM TMAarHOCTUKH, TUIa3MOTEPANIUU U KOMILIEMEHT-0JIOKUPYIOIIEeH Tepanuy;

2. He0OXOAMMOCTh SKCTPEHHOTO Hayajla KOMIUIEMEHT-0JIOKUPYIOLIEH Tepanuy y HalleHToB ¢
peunanBoM octpoit TMA.

®dopma — rIaHOBAs; YCIOBHS — CTAallMOHApP, JHEBHOM CTallMOHApP

[Tokazanust 1Sl IJIAHOBOM rOCHUTAIN3ALMN B MEAUIIMHCKYIO OpraHU3aIUIO:

1. MHULMAIMS KOMILIEMEHT-O0J0KUPYIOIIed Tepanuu Mpy HEKHU3HEYTPOKAIOIIMX BapuaHTaX
TedeHust 3a00JIeBaHus;

2. HeoOXOJUMOCTh YTOUHEHHUS NPUYMHBI HEI(P(HEKTUBHOCTU KOMILIEMEHT-OJ0KUpYOIen
Tepanuu Mpu HEXKUZHEYTPOKAIOLIEM TeUCHUH 3a001eBaHuS;

3. He0OXOIUMOCTD BBIMIOJTHEHUS] OMOTICUU TTOYKH;

4. nmnpoBeAeHHE IUIAHOBOTO IOBTOPHOIO BBEACHUSA OKynu3ymaba** B  OTCyTCTBUE
KU3ZHEYTPOKAIOUINX MPOSBICHUH 3a001eBaHMs.

[Toka3aHus K BBIMKUCKE MAI[MEHTa U3 MEAUIIUHCKOM OpraHu3alnu:

1. croiikoe YyJIydIlIeHHE COCTOSIHHUS, KOTJa IalMeHT MOKeT Oe3 yiiepba ajst 310pOBbs
MPOJIOJDKUTH JICUYCHUE B aMOYTaTOPHO-TIOJIMKIIMHUYECKOM YUPEKICHUN MM JOMAITHUX YCIOBHUSIX;

2. pu HEOOXOJMMOCTH MIEPEBO/Ia MAIMEHTA B IPYTYI0 OPraHU3aIHIO 3PABOOXPAHCHHS;

3. rpy0boe HapyIIeHHe TOCIUTATILHOTO PEKHMA,;

4, MO THCbMCHHOMY TPEOOBAHHUIO MAIMEHTa JHOO €ro 3aKOHHOTO MPEACTABUTENS, CCIIH
BBINKCKA HE YIPOKACT KU3HH MAIMEHTa U HE OMAacHa JIJIsl OKPYKAIoMIUX. B 3TOM cilydae BBIITUCKA
MOJKET OBITh MPOM3BENICHA TOJIBKO C pa3peuieHHs IIABHOTO Bpaya OOJIHUIIBI WA €T0 3aMECTHTEIS
o ne4eOHoit pabore.

7. JonojHuTEeIbHASA UHpOpMalus (B TOM 4Hucjae (PaKTOpbl, BIAMAIONIAE HA
HUCXO0J 3200/IeBAHUSA WJIH COCTOSTHHS)

Hanuuwne My’TaL[I/Iﬁ B I'¢Hax TOro MJIM MHOIoO (paKTopa KOMINUIEMCHTA HEMMOCPCACTBCHHO BJIIUACT
Ha XapaKTep TCUYCHHUA aFYC, 06H.IHI>1 U TMOYEYHBIN IPOrHO3, a TaKKC ONPCACIIAACT IMPOTHO3 Y
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MAIMEHTOB ¢ TPAHCIUIAHTHPOBAHHOW MOYKOW (cM. Tabmuity 2). Takum o0Opa3oM, y HAIMEHTOB C
al'YC nporHo3 BappupyeT B 3aBUCUMOCTH OT TeHoTuna. Tak, namueHTsl ¢ mytanusimu CFH umerot
XYAWHUHA MPOrHOo3, a nauueHTel ¢ MyrauusMu MCP — nydmmii. CMepTHOCTH BO BpeMs IEPBOIO
snm3oa 6one3nu ¢ myranusimu CFH cocraisier 4%. TepMuHaIbHON MOYEUHONW HEAOCTATOYHOCTH
B HUCXOJIE€ OCTpPOro 3Mu30ja cpead BbDKUBIIMX jgocturaioT 48%. He 3aduxcupoBano ciyuaes
CMEPTH B MOMEHT OCTPOTO 3MH30/a OOJIE3HW HU y OJHOro mnamueHta c¢ myrauusmu MCP
HE3aBHCHMO OT Bo3pacTa. TepMuHaabHas Io4YeyHasi HeI0CTaTOYHOCTh pa3BuiIach y 25% MalueHToB
¢ atumu mytarmsimu [1, 35, 42, 69]. [Ipu ecrectBenHoM Teuenuu al Y C 3a0oseBaHne OTINYAETCS
HEOJArompUsATHBIM TPOTHO30M HE3aBHCUMO OT TOTO, B KaKUX pETYIATOPHBIX Oelkax W
KOMIIOHEHTaX KOMILJIEMEHTA UACHTH(PHUIINPOBAHBI MYTAIMH, a TAKXKE B CIIydasX, KOT/Ia BBISIBUTD UX
He ynanock. [IpuMeHeHne KOMIUIEMEHT-0JOKUPYIOLIeH Tepanuu KapJuHAIbHO U3MEHUJIO MTPOTHO3
nanueHToB ¢ al' YC. Pannee — B TeueHue mepBbIXx 7 AHEH OT AeOroTa 3abojieBaHUS — HAYallo
JICYEHUs HKYIU3ymMaboM™* TO03BOJIIET HE TOJBKO KYHNUPOBATH IE€MAaTOJIOTUYECKHE IPOSIBICHUS

al'VYC, HO ¥ BOCCTaHOBHUTH (PYHKIIMIO MOYEK, W30aBUB MAIMEHTOB OT MOTPEOHOCTH B AUAIU3HOU
teparnuu [35, 39, 42, 69, 81, 93].

Kpurtepun ouneHkn kayecTBa MeAUIUHCKONH TOMOLIH

N Kpurepun kauectsa YpoBeHb YpoBeHb
yOeAUTENBHOCTH | TOCTOBEPHOCTH
pEKOMEHJAUN | J0Ka3aTesIbCTB

1. [Tanmenty ¢ cumnromokomiiekcoM TMA aumarsos |C 5
al'VC ycraHOBJEH TOJBKO TIOCIE HMCKIIOYEHUS
quario3oB STEC-I'YC u TTII, a Takxe BTOPUYHBIX
TMA

2. [Tanmenty ¢ mpeamonaraembiM guarHozom al'VC|C 5
BBITIOJTHEH CKPUHUHT Ha BBISBIICHUE IEPEKTOB CUCTEMBI
KOMIUIEMEHTa (HMCCIICJIOBAHUE YPOBHS KOMILIEMEHTA H
ero ¢pakiuié B KpOBH), ONpPEACIAEMBIX  IIO
uccienoBanuio ypoas C3 (paknuyd KOMIUIEMEHTa H
ypoBHio C4 ¢paknum KOMIUIEMEHTa B CBHIBOPOTKE
KpPOBH

3. [Tanmenty c¢ mnpeanonaraembeiM auarHo3om al'YC A 2
BBITIOJIHEHO ompezaeneHue coaepxkanus antuten k CFH
(antu-CFH-antuTena) ULl WCKJIIOYCHUS WU
MOJATBEPXKJACHUSI ~ aAyTOUMMYHHOTO  (aHTHUTEIBHOTO)
Bapuanrta al'YC

4, [Taunenty c JIUarHo30M al'YC mpoBeieHo | A 2
WCCIICIOBAaHUE JUIS BBISIBIICHUS MYTallMi TeHa (akTopa
H ans mporrosa reHeTHYECKOTo BapuaHTa 00JIe3HH

5. [Manuenty ¢ mpeanonaraemeiM auarsozom al' YC wunu |B 1
peruauBoM  3a0o0yieBaHMs, €CIAM  JMarHo3  ObLI
YCTAaHOBJIEH paHee, B KaueCTBE Tepanmuu NepBOi
MpoBeJieHa IJIa3MOTEparnus B BUAE IIa3MOOOMEHa, B
okuaHuu pesynbraToB obcnenoBanus Ha STEC-T'YC
u onpegenenus ADAMTSI3  ana  cHMWKeHHsS
BBIPOKEHHOCTH  JKU3HEYTPOXKAIOMIUX  KIMHUYECKUX
MPOSIBIIEHUH O0JIe3HU
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[Nanmenty ¢ mnpennonaraeMeiM jguarHozom al'yC
NpoBeACHA IUIa3MOTepanus B BHAEC TpaHchy3Hid
CBE)KE3aMOPOKEHHOM IUIa3Mbl TOJIBKO B  ClIydae
HEBO3MOXHOCTH HeMmemieHHoro Havana [IO wmm ero
HEJIOCTYITHOCTH

[Tanmnenty c ayTOUMMYHHBIM al'VC,
JUarHOCTUPOBAaHHOM HAa OCHOBAHMU HAa OCHOBaHUU
obOHapyxenus antu-CFH-antuTen mpoBeneHa Tepamnus
CBEKE3aMOPOKEHHOM IJIa3MOM B KOMOMHAIUU C
[JIIOKOKOPTUKOUAAMUA WM UMMYHOJIEIIPECCaHTaMu
nanueHTam

[Tanmenty ¢ moarBepxAeHHBIM auarHo3oMm al'VC c
OTCYTCTBHEM OTBETa Ha IUIA3MOTEpalMi0 Iocie 5
npouenyp mnonHoodsbeMHoro IIO wunm manueHrawm,
JEMOHCTPHUPYIOIIUM MJ1a3MO3aBUCUMOCT, JUISt
JNOCTHKEHHUS] PEMUCCHUU M YIy4lIeHUS MPOTHO3a
3a00JIeBaHMsl IpEKpallleHa IJa3sMOTepanusi M Hayara
MaToreHeTH4ecKas KOMILJIEMEHT-0JIOKUpYIOLIast
Tepanus dKyIn3ymadom™*

[Mamenty ¢ al'VC HasHaueH »HKynu3ymad** B
CTaHAAPTHBIX AJO3HUPOBKAX, HE 3aBUCAIINX OT MAaCChI
TeJIa B COOTBETCTBUHU C MHCTPYKIMEH O MPUMEHEHHIO
JIEKApCTBEHHOTO TIpemnapara Jijisi JOCTIKeHHs Y dexTa
JICUCHUS

10.

[Tammenty ¢ al'YC 3a 2 Henenu 10 MEpBOTO BBEICHUS
Kynu3ymMaba** mpou3BeneHa BaKIMHAIAA TPOTHB
Neisseria meningitidis BakuHOW 11 TPOUITAKTUKH
MEHHMHTOKOKKOBBIX MH(peKkuui ceporpymm A, C, W, Y,
MOJIMCAaXapUAHON, KOHBIOTHPOBAHHOM **

11.

[Tarmuenty ¢ al'YC, umMeroeMy rnokasaHusi K CpOYHOMY
Hayajy  JICUYCHUS KyIHU3ymMadboM* *, KOTOpOE
HCKJTIOYaeT BO3MOYHOCTh MpeIIecTBYIOLIEH
BaKIIMHAIMM TMPOTUB MEHUHTOKOKKA, IPOBEJICHA
AHTHOUOTHKONPOPHUIIAKTHKA npenapaTamu,
MPOHUKAIOIIUMUA  Yepe3  remMaTodHIedalndecKuit
Oapbep

12.

[Taumenty c¢ ycraHoBieHHbIM jauarHozoM al'¥YC,
UMEIOIIEMY CpEIHUIl M BBICOKMM PpHUCK peLuanBa
3a00JIeBaHMsl B IOCTTPAHCIUIAHTALMOHHOM MEpPHUOJIE,
nepecasjka MOYKU BBINOJIHEHA Ha ¢done
NpOo(UIAKTUYECKOTO TMPUMEHEHHUs  IKyiau3ymada™*,
YTOOBI IPEIOTBPATUTh PELUANB 3a00JI€BaHUS

13.

[Taunentke ¢ nopo3penneMm Ha b-I'YC mnazmorepanus
Hayata T1IOcClie TpephiBaHUs OEpeMEHHOCTH WU
poaopaspenieHus B TeueHue 24 4acos

14.

ITanuenTtke C B-I'YC Hayara KOMILJIEMEHT-
ONOKHpYyIOIIasi Tepamusl MNpernapaTroM O3KylIn3ymao™*
JUIL JIOCTHXKEHHUS PEMHUCCHM TpU HEIPPEKTUBHOCTH
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ITpunoxxenne A2

MeTogoorus pa3pa60TKn KIHMHUYCCKHUX peKOMeH[[aIII/Iﬁ

VYka3zaHusl, peACTaBICHHbIE B HACTOALIUX PEKOMEHIAIUAX, OCHOBAHBI HA CUCTEMATHUYECKOM
0030pe NUTepaTyphl, BHIIOJTHEHHOM WieHaMH padouei rpymsl. i u3ydeHus ObutH 0TOOpaHbI BCe
CTaTbM, OmyOsuKoBaHHbIE 10 2021 r. DkcnepTsl BBINOJIHWINM 0030p 3THUX JAHHBIX M OTIEJIbHBIX
cTaTel ¢ MaKCHMaJbHbIM YPOBHEM JI0KA3aTEIbHOCTH.

JUis OLEeHKM KayecTBa M CHUJIbl PEKOMEHJAIUM MCIOJIb30BAIM YPOBHH JIOCTOBEPHOCTHU
JI0Ka3aTeIbCTB U YOS TUTEIbHOCTH peKoMeHanui (taosm. 1-3).

LeneBas ayauTOpHs JaHHBIX KIMHUYECKUX PEKOMEHAAIINMN:

1. Bpau-uedponor.

2. Bpau-remaroJior.

3. Bpau-Tepamnesr.

4. Bpau-TepaneBT y4acTKOBBIH.

5. Bpau o0ieil npakTuku (ceMeiHbIi Bpay).

6. Bpau-akymep-ruHeKoJIor.

Ta6muma 1. [kama omeHKH ypoBHEH nocToBepHOCTH mokazatenbcTB (Y IJ1) mns meTtomoB
AUArHOCTUKHN (}IHaFHOCTquCKHX BMeH_IaTe.]'H)CTB)

YA

Pacmudposka

1

CucremaTnueckue 0030pbl HCCIEIOBAaHUI C KOHTPOJIEM pePepeHCHBIM METOJIOM HIIU
CUCTEeMAaTUYEeCKui 0030p paHAOMU3UPOBAHHBIX KIMHUYECKHX HCCIEAOBAHUHA C
MpUMEHEHHEM MeTa-aHalln3a

OT,Z[GJ'IBHBIC HCCIICA0BaHHA C KOHTPOJIEM pe(l)epeHCHBIM METOAOM HJIN OTACIBHBIC
PAaHAOMHU3HUPOBAHHBIC KIMHHUYECKHUE HCCICAOBAHHA HW  CHUCTEMATHUYCCKUC O630pI)I
I/ICCJ'ICI[OBaHI/II‘/'I JIF000TO HHSaﬁHa, 3a UCKIOUYCHHUEM PAHAOMHU3HUPOBAHHBIX KIMHUYCCKHUX
I/ICCJ'IGI[OBaHI/II‘/'I, C IPpUMCHCHUEM MCTa-aHalln3a

I/ICCJ'ICI[OBaHI/ISI 0e3 IMOCJICA0OBATCIIBHOIO KOHTPOJIA pe(i)epeHCHBIM METOAOM HIJIHN
ucciacgoBaHus C pe(l)epeHCHI)IM METOJOM, HEC ABMMIOIIUMCA HE3aBUCHMBIM OT
HCCIeayeMoro MEroaa MJiIM HEPAaHAOMU3ZHPOBAHHBIC CPABHUTCIIBHBIC HCCICAOBAaHUA, B
TOM YHUCJIC KOTOPTHBIC UCCIICAOBAHHNA

HeCpaBHI/ITCHLHHC HCCIICA0BaHUs, OIIMCAHNUEC KIIMHUYCCKOTO ClIydasd

Hmeetcs nuis 000CHOBaHHE MEXaHH3Ma HeﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Tabnuna 2. Hlkana oueHKH ypoBHEHW AocTOBepHOCTH nokazarenbcTB (Y/Jl) mnsa metonos
npodUIAKTUKH, JICUCHUS W peaduiauTanuu (Mpo@UIaKTHYECKUX, JICYCOHBIX, peaOUIUTAIMOHHBIX

BMEIIIATENIbCTB)
Y PacmndpoBka
1 Cucremaruueckuit 0630p PKU ¢ npumeHneHneM meta-aHanu3a
2 Otnensupie PKM u cucrematnueckue 0030pbl HccielOBaHMN J100Oro Ju3aiiHa, 3a
uckmouenreMm PKH, ¢ npumenennem meta-aHanmsa
3 HepanpomusupoBaHHble  CpaBHHUTEIbHbIE  WCCIEAOBAaHUS, B  T.4.  KOTOPTHBIE

HUCCICIOBaHUA
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4 HecpaBHuTenbHbBIC UCCIIEIOBAHUS, ONTMCAHNE KIMHUYECKOTO CITydasi WM CEPUU CITyYaeB,
uccaeaoBaHus "'ciydai-KOHTPOJIb"

5 Nmeercs nums 000CHOBaHWE MEXaHW3Ma JCWCTBUS BMEIIATENbCTBA (HOKIMHUYECKHE
WCCIIEIOBAHUS) UJIM MHEHUE IKCIIEPTOB

Tabmuma 3. Illkana omeHkn ypoBHEH yOemurensHOCTH pexomennanuii (YVYP) mist metomoB
HpO(bI/IJIaKTI/IKI/I, JUAarHoCTUKH, JICUCHUA U pea6I/IJII/ITaIII/II/I (HpO(l)I/IJIaKTI/I‘-ICCKI/IX, JUAarHOCTUYCCKUX,
Je4eOHBIX, peaOMIUTAIIIOHHBIX BMEIIATEIHCTB)

YVyP Pacumgposka

A CunpHas pexomeHaanus (Bce paccMaTpuBaeMble KpuTepuu 3()(eKTUBHOCTH (MCXO[bI)
SIBJISIFOTCSI BaKHBIMM, BCE HCCIIEOBAaHUS MMEIOT BBICOKOE WJIM YJIOBJIETBOPUTEIILHOE
METO/I0JIOTMYECKOE KAauyeCTBO, WX BBIBOABI MO0 HHTEPECYIOIIUM HCXOJaM SIBJISIOTCS
COTJIaCOBAHHBIMH)

B VYcnoBHas pekomeHjnanus (HE Bce paccMaTpuBaeMble KpUTepuu d(hdeKTUBHOCTH
(ucxonpl) SBISIOTCS BaXHBIMH, HE BCE MCCIEAOBAHUS HMEIOT BBICOKOE WJIU
YIOBJIETBOPUTENBHOE  METOJOJOTHYECKOEe  KayecTBO  W/MJIM  MX  BBIBOJABI IO
MHTEPECYIOIIUM UCX0/1aM He SIBJISIFOTCS COTJIaCOBAaHHBIMHU )

C Cnabass pexkomeHmanusi (OTCYTCTBHE JOKA3aTeNbCTB HAJUICKAIEro KadecTBa (BCe
paccmarpuBaeMble KpuTepu 3((EKTUBHOCTH (MCXOIbl) SIBISIOTCS HEBAKHBIMH, BCE
UCCIIEIOBAaHUSI HMEIOT HU3KO€ METOJI0JIOTUYECKOE KadecTBO M HUX BBIBOABI 10
MHTEPECYIOIIHUM UCX0/IaM HE SIBJISIFOTCS COTJIACOBAHHBIMU)

IMopsinok 00HOBJIEHHSI KIMHUYECKHX PeKOMEHIalM i

MexaHusm OOHOBJICHUS KJIMHAYECKHX peKOMeHaauit MpeaycCMaTpUBaET X
CHUCTEMAaTHYECKYIO aKTyalM3aIiio — HEe peXe YeM OJMH pa3 B TPH ToJia, a TaKKe MPHU IMOSBICHUN
HOBBIX JAHHBIX C TIO3WIUM JOKA3aTEeJIbHOW MEIMIIMHBI IO BOIMPOCAM JAHATHOCTHKH, JICUCHHS,
npodUIAKTUKKM W peaOuIuTallMd  KOHKPETHBIX  3a00JIeBaHWM, HaIM4YMK OOOCHOBAaHHBIX
JIOTIOJTHEeHUI/3aMeuaHui K paHee yrBepxkaeHHbIM KP, Ho He damie 1 paza B 6 mecsIies.

[Tpunoxenne A3

CnpaBoyHble MATEPHAJIbL, BKJIIOYAS COOTBETCTBUE MOKA3AHUI K MPUMEHEHHIO H
NPOTHBONOKA3aHUIi, CIOCO00B NPUMEHEHHS U /103 JIeKAPCTBEHHbIX NPEeNapaToB, HHCTPYKUHUHU
10 NPUMEHEHHUIO JTeKAPCTBEHHOI 0 Mpenapara

Cnocod npuMeHeHus JIEKAPCTBEHHOI'0 Npenapara 3KyJau3yma **

BonrocHblif cnoco0 BBeaeHus mpemnapara cTporo 3ampemieH. IlpuMeHeHue mnpenapata
BO3MO’KHO TOJIBKO ITyTE€M BHYTPUBEHHON MH(Y3UH B COOTBECTBUH C ONUCAHUEM HMXKE.

[IpurotoBieHHbIN pacTBOp MpenapaTa HEOOXOJUMO BBOJAUTH MOCPEACTBOM BHYTPUBEHHOM
UHQY3UH JITUTEIBHOCTBIO 25-45 MunyT (35 £ 10 cuHYT) y B3pOCIIBIX MAIIUEHTOB.

Jliss  BHYTPUBEHHOTO BBEAEHHUS NPUTOTOBJIECHHOTO pacTBOpa Ipemnapara HeoO0XOAUMO
UCIOJb30BaTh CHEIMaIbHbe MH(Y3HOHHBIE CUCTEMBI C KOHTPOJMpPYyeMOH aocTaBkod. Bo Bpems
BBEJICHUS HET HE00XOAMMOCTH 3alllMIIATh MPUTOTOBJICHHBIN PacTBOp Mpenapara oT CBETA.

WHby3noHHBI  pacTBOp  JOJDKEH  HUCHOJb30BaThCS  Cpa3y  IOCIE  MPUTOTOBIICHUS.
Hewncnosib30BaHHBIN pacTBOp NOJUIEKUT YTHIIN3ALMH.
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ITocne oxoHuaHMs BBEICHUs IIpenapara HaOlIoIeHUE 3a MAUEHTOM JOJLKHO IIPOJOJIKATHCS B
TeueHue | uvaca. Eciam HexenaTenbHbIE SIBICHUS pPa3BUBAIOTCS BO BpPEMsI BBEJIEHUS Ipernapara,
CKOpOCTh HMH(Y3MH MOKET OBITh YMEHBIIEHA BIUIOTH JO IIOJIHOW OCTAHOBKHU BBEACHUS IO
YCMOTpEHHIO Bpaya. IIpu yMeHbBIIEHHH CKOPOCTH BBEACHUS o0miee Bpemsi HHQY3UH HE JIOJDKHO
MIPEBBILIATH 2 Yaca JJIs B3POCIIbIX MAIUEHTOB.

PexoMenganuu mo IMPUTOTOBJICHHUIO PAaCTBOPAa U IIPOBEACHUIO HH(byIfI/II/I

He cmemmBare mpemapar mpu BHYTPHBEHHOM BBEJICHHU C APYIHMM MpPENapaToM B OJHOM
umnpuie win ¢iaakoxe!

Wcnonb3ys cTepusibHBIM LINPHUIL C WUIVION (HE MpHiararoTcsi), He0OXoAMMO OTOOpaTh BcCe
coziepkuMoe (prrakoHa ¢ TpenapaToM M MEPEHECTH PEKOMEHIYEMYIO /103y BO (UIaKOH C OJHHUM U3
CJIEIYIONIUX pacTBOPOB st uHbekuuii: 0,9% pactBop Hatpus xnopuna™**, 0,45% pactBop HaTpus
xmopuaa wi 5% pacTBOp JEKCTPO3bI*™* i moiyueHus HWHGY3MOHHOTO pacTBOpa C
KOHLeHTpauue# 5,0 Mr/mi.

O0beM  MPUTOTOBJIIGHHOTO  WH(Y3MOHHOTO  pacTBOpa, COJAEpIXKAIero mpemnapar B
KOHIeHTparmu 5,0 MT/MJI, T0JDKeH cocTaBisaTh: 60 mu (s 10361 300 mr), 120 mu (as mo3er 600
mr), 180 mut (st mo3e1 900 mr) u 240 M (st 70361 1200 mr).

[TpuroroBneHHit HWHQY3HOHHBIH PACTBOP JOJDKEH OBITH IPO3PAYHBIM W OECI[BETHBIM.
Temmeparypa pacTBopa /it HHPY3HOHHOTO BBEICHHSI TOJDKHA cOCTaBIAThH 20-25°C.

JleranpHO wHQOpMaIWs TpEICTaBIeHa B HHCTPYKIMH IO MPUMEHEHHWIO JIEKAPCTBEHHOTO
npenapata (cM. ['ocyaapcTBEHHBIN peecTp JeKapCTBEHHBIX CpeACTB, http://grls.rosminzdrav.ru).
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AJropuTMBI AelicTBHI Bpaua

1. Anroputm aeiicTBuii npu nogospennu Ha TMA

IIpunoxenue b

*  Kamamwecxne nprsaaxs TMA
*  Uncno TpoMOOLHTOE

*  Vposens sCr
Cencuc
Her Tpvrae Ja 3MOKaYeCTECHEEIE -
IPHTHHEEI on}mfm
ABC
¥ BHU
IInasuoobymer
Ozzer Ba Tepammo Her IMpoaomamTs 0
OTCYTCTEVET I > HOPMATH3AlHMH JHCTIa
HEZOCTATOTHEIN rpomﬁomg H _}I:Ir
Ja
' }
ADAMTS 13 < 10% ADAMTS 13> 10%
v
YeuteTte TIpeamonosxuTe
MmIasMoo0MeH al vC R %
TC xax o3 »| Hasnagnare Sxynusynad
+ ZPATyRcEMa0 ** HCETHOYe A

IIpumeuanue: sCr — ypoBeHb KpeaTHHHHA B KpOBH; ['C — IIIIOKOKOPTUKOUIBL.

YnydweHHan BépcTka: [leTckasa yponorus B Omcke http://disuria.ru
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2. Aaroputm quarnoctuku al'yYC

TpoxSomITun=mts ¢ o Tpoxbomrros < 150 000G Tm

X CoUxeEmre 2y - 25%: 0T MONOIHOIC IRITENDE

STECIYC

Moxzepacmasomas

JNenesme al VC

YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru
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3. AJIFOpI/ITM BEACHUA MAIIMEHTA ¢ aTUIIHYHBIM I'€MOJIUTUKO-YPEMUYCCKUM CUHAPOMOM

TMamsent ¢ caumronanms OITT = TMA

TsarsocTHra

'

Juarros al ¥C noareepanen

Y

Jleuenne & CTamkoHape

AnGy1aTopHOS MOHETOPHpPOEAHHE
NPOECIHMOH TePANHE, COCTORHHA
NanEeHTa, THHAMHKHR Ta60paTopHBIX
moxasatenelf ¢ MEBIC ELLABMEHHA

Hpc:mmm JedqeHKe B

CTRIEOH
S penHIEE2 safoneBaHEd, NPOTpecCHPOBatHA
XBII ¢ noc1eayIomHEM MIaHEPOBaHHEM
3aMeCTHTENLHOH MOYeYHOH TepamsH
v AnGynaTopEoe MOHHTOPHPOEAHHE

IPOEOIKMOH TEDANHHE, COCTOXHHA
MaUHEeHTa, THHAMHEKE 1a00paTopHbIX
ToKasaTened ¢ NeNbi0 EbIABTEHEA
pemiInEa 3a60MeEaHHA, pellleHH BEOMpoca

HsmeHeHEE TAKTHEH Ie9eHHA,
pelueHHe BEOMpOCa C MalHeHTOM
0 BEBI0Ope EapHARTA JTHATHIHOH

TEpamER
0 BEOSMOXKHOCTE NPOEeJeHHA NepecaIkH
MOYEH
[Ipunoxenue B
Nudopmanms 1151 nanmeHTa
ATUNUYHBIN reMoJIuTUKO-ypemuueckuid cuuapom (al'YC) — 3aboneBaHue u3 TPYMIbI

TPOMOOTHYECKUX MUKPOAHTHMOMATUN 4Yallle HacleJICTBEHHOH, peke — MPUOOPETEHHON MPHUPOJIBI,
CBA3aHHOE C HEKOHTPOJIUPYEMOUM aKTHBAIMEH CHUCTEMBbl KOMILJIEMEHTa, YTO MPUBOJUT K
TpoMOOOOPa30BaHUIO B MEIKUX COCYJaxX U CONPOBOXKIAECTCA CHUKCHHEM 4YHCIa TPOMOOIUTOB,
pa3BUTHEM TE€MOJIMTUYECKOW aHEeMHHM M TOPaXEHHEM >KU3HEHHO BAaXKHBIX OPraHOB, B IEPBYIO
ouepenb, Mouyek. B OonbpIIMHCTBE ciy4aeB 3a0oJieBaHUE pPA3BUBACTCS TOCJIE IMEPEHECEHHOM
MH)EKINH JBIXaTeTbHBIX MyTeH WU JKeMyJOYHO-KUIIEYHOTO TPaKTa, Mpu OEpeMEHHOCTH, MpHeMe
HEKOTOPBIX JIEKaPCTBEHHBIX MpernaparoB. MHorga pa3BUTHIO OOJIE3HH MOXKET MPEIIecTBOBATh
TsDKeNasi aprepuanbHas rumnepronus. Kak mpasuno, 3aboneBanue pa3BuBaercs OypHO U B psijie
CIIy4aeB MOXET MPUBECTH K MHBATUAM3ALNU WUIIU JaKe cMepTH nanueHta. [loaromy oyeHb BaxkHa
CBOEBpPEMEHHAs TOCHUTAIM3allUSg B CTalMoHap, TAe OyaeT NPOBOAWTHCA HeoOXoaumas
COBpPEMEHHasi Tepanus U OINpeJelieHa JajbHeWIIas TaKTHKa JIEYeHHUs, IOCKOJbKY TOCIe
KYIMUPOBAHUS OCTPOTO 3MH30/a O0JE3HU MAIMEHT HYXAaeTCs B JUTUTEITFHOM HAONIOJEHUU Bpada-
Hedponora (mpu HEOOXOAUMOCTH — U JAPYrUX CIEIUATUCTOB) M MPOBEICHUU TOICPKUBAIOIICH
Tepanuu. Tak kak 3a00JeBaHUE UMEET HACIEACTBEHHYIO MPHUPOIY, OYCHb BAKHO MPEIOCTABHUTH
nedamniemMy Bpady uHdopmanuio o 00JIe3HsIX pOJACTBEHHUKOB, B TOM UHCIE O 3a00JIEBaHUSAX MOYEK,
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Cllydasx HMH(apKTOB M HHCYJIbTOB, BHE3AallHOW CMEPTH B CEMbE, OCOOCHHO Y JIMI[ MOJOIOTO
Bo3pacTa. B ciyuasx HECBOEBPEMEHHO YCTaHOBJIEHHOTO IMarHosa, He3((eKTUBHOH Tepamuu BO
BpeMs.  OCTpPOro  3MH304a OOJNE3HM MOXKET Pa3BUTbCA  IPOTrPECCUpPYIOIAs — MOYEYHas
HEI0CTaTOYHOCTh, KOTOPAs MPHUBEAET K HEOOXOIMMOCTH MPOBEACHHUS 3aMECTUTEILHON TMOYEYHOMN
Tepanuyu — TEeMOJMANM3a W Iepecagkd Mouku. [IpyM IUIaHMpOBAaHMM TPAHCILIAHTALMU IIOYKH
00513aTEIbHO BO3HUKAET HEOOXOIMMOCTh B IPOBEICHHM T€HETHYECKOTO HCCIIETOBAHUS CHCTEMBI
KoMIuieMeHTa. ETo pe3ynbTaTsl HYXHBI, YTOOBI OLIEHUTHh pUcK perunuBa al YC B mepecakeHHOU
MIOYKE U B CIIydae, €M OH BBICOK, IIPEANIPHHATH HEOOXO0 MBI MTPO(YUITAKTUYECKHE MEPHI.

[Tpunoxxenue I'1-I'N

I kannl OLICHKH, BOIPOCHUKHU U JIPYTH€ OUCHOYHBLIC HHCTPYMEHTHI COCTOAHUA MMAlIMECHTAa,
NMPUBEACHHDBIEC B KIMHUYCCKUX PEKOMCHAAUAX

CHCIII/I(bI/I‘-IGCKI/IG IOKaJbl, BOINPOCHUKHW W JOPYIru€ ONCHOYHBLIC HWHCTPYMCHTBI COCTOAHHA
nanuenta ¢ al'YC He pa3paboTaHbI.

Hogsie, nuznannsie B 2020-2023 rr. u odunmanbHo yrBepkaEHHbIe MuH3paBom PO,
KIIMHUYECKHe peKOMEeHAalnu (pyKOBOJICTBA, MPOTOKOJIbI JICUEHHS) — HA HAILIEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau rie-To keM-To TaHHBIN JOKYMEHT ObLIT paHee pacreuaraH, JaHHoe n3oopaxenue QR-koma
MIOMOJKET BaM OBICTPO MEPEHTH 1O CChUIKE ¢ OyMaXKHOM KOTIMU — B HEM HAXOJUTCS dTa CChLIKA.
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