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Omnpenesnenune
I'emomutuko - ypemuueckuii cuaapom (I'VC) sBisiercs oaHOM U3 BEAYIIUX IPUYUH
pasBuTUs ocTpoil noueuHoil HepocratouHoctu (OIIH) y nereil. OH xapakrepusyercs Tpuanoi
npu3HakoB: KyMOc-HeraTuBHO#M reMOJIUTHYECKON aHEMHEH ¢ HaTM4ueM (parMeHTHPOBAHHBIX
SPUTPOLHTOB (IMIU30IUTOB), TpombOoruTonenneit u OITH. Yka3aHHbIe IPU3HAKYU SBISIOTCS
COCTaBJIAIOLIUMU TpoMOoTHUECKON MUKpoaHnrronatuu (TMA) — pacripocTpaHEHHON OKKIIIO3UN
COCY/I0B MEJIKOro KanuOpa TpomMOaMu, BOSHUKIIMMHU BCIIEACTBUE MOBPEKICHUS HI0TEnus. B
pe3ysbTaTe NOpaKeHUs SHIAOTEIHAIBHBIX KJIETOK IPOUCXOJUT MEXaHUUECKOE TOBPEXKACHNE
SPUTPOLIMTOB, aKTUBALUS arperaluuu TpoMOOIUTOB ¢ 00pa3oBaHHEM TPOMOOB B
MUKPOLIMPKYJIATOPHOM PYycCiie, 0COOEHHO B MIOYKaX.
Tunuunsiii (noct-guapeiinsiii, +I'YC, STEC-) I'YC — TMA, onocpeioBaHHast
MOBPEKIAIOIINM SHIO0TEIHNI ISHCTBUEM HIMTa-TOKCHHA KueuHoH nanouku (STEC —
IMratokcuH npoayuupymomas E. coli), ¢ npeumyiiecTBeHHbIM NOPaXKEHUEM MTOYEK U PA3BUTHEM
OITH. O6menpusnanHoro onpexaenenus atunuanoro ['YC (al'YC) ue cymectByer. OnHO U3
uMerommxcs riaacut, uto al'YC ato I'YC 6e3 comyTcTBytotieit 6ose3nu. [loa comyTcTByromiei
00JIe3HBIO MOHUMAIOT TEMOKOJIHT, BbI3BaHHBIA STEC-nHpekInei, THeBMOKOKKOBYIO
ITHEBMOHUIO, CUCTEMHYIO KPACHYIO BOTYaHKY, TPOMOOTHUECKYIO TPOMOOLIUTOTIEHUYECKYIO
nypnypy (TTII), HacinencTBeHHbIE HapylIeHHUsI 0OMeHa KoOanaMHHa, HeKeIaTelIbHOe
TOKCHYECKOE BO3JIEHCTBHUE JIEKAPCTB HA SHJIOTEIUMN U JIpyrue MaToJIOTHYECKUE COCTOSIHHUS,
criocoOHbIe BeI3BaTh TMA.
B 6onee y3xom u tpamgunmonnom noaumanuu al ' YC ato I'YC, onocpenoBaHHBIM
TUCQYHKIMENW CHUCTEMBI PETrysLUU KOMIIJIEMEHTa C HEKOHTPOJIUPYEMOM aKTHBAIHEH ero
aIbTEPHATUBHOTO MyTH.
ITHOJIOTHS U MAaTOreHe3
I'VC npeacraisieT co0o0it Cepbe3HYIO TEPANEBTUUCCKYIO MTPOOJIEMY B TIEAUATPUH H
JeTCKOM Hedpostoruu, sSBssAch oqHoN u3 Beaynux npuurH OITH ¢ moTeHnnansHO#M
TpaHchopMaluel B TepMUHAIBLHYIO XPOHUYECKYIO MOYeYHYI0 HemocTaTouHoCTh (TXITH) B
pa3nIuyYHbIe CPOKHM OT Havaja 3aboseBaHus. HecMoTps Ha To, 4TO Hanboliee pacpocTpaHeHa
STEC-accouunpoBannas ¢opma ['YC ¢ THIUYHBIM THAPEHHBIM TIPOIPOMOM, TpeOyeTcst
THIaTeNIbHOE MOATBEPkKACHNE NH(PEKINOHHONW STHOJIOTUH JIJISl TOTO, YTOOBI CBOEBPEMEHHO
uckirounth atunuaHbi ['YC u I'YC, cBsi3aHHBIN ¢ THEBMOKOKKOBON MH(DEKITUEH.
Tunnunbiii I'YC
B otHomenun STEC-I'YC (TunuyHOro) peKOMEHIyeTCs aJicKBaTHasl CAUMIITOMaTHYECKast
Tepamnusi CO CBOEBPEMEHHBIM IMOAKIII0OUYEHUEM Irain3a Ipu HeoOxoaumocTu. [Iporuos mpu stom
B OCHOBHOM 3aBHCHUT OT MPOJOJHKUTEIFHOCTH aHYPUUECKOTO MEPHOJIa U COIYTCTBYIOIIUX
MOBPEXKICHUH LIeHTpanbHOM HepBHOM cuctemsl (LTHC).
STEC-undexuus obHapyxuBaeTcs npudnusurensHo B 85 % ciaydaeB J+1'YC ¢ nomoribio
MOoCeBa CTyJla WM PEKTaIbHOIO Ma3Kka B muTateibHylo cpeny Mac Conkey ¢ copOuTomom.
Haubonee uacto Bcrpeuarommmces cepotunom sipnsietcst 0157:H7 (pexxe O111, 0103, 0121 u
ap.). Apyrumu Bapuantamu nuarsoctuku STEC uHbekuu SBIstoTCS BBISIBICHUE T'eHA
LIAraTtokcuHa B cryie MeronoM 1P, nnu, pexe, onpenenenune IgM anturen k
JTUTIONIOMCaxapuay Haubosee YacTo BCTPEUAIOIIUXCS CEPOrPYII MUKPOOPraHu3Ma B
CBIBOPOTKE KpOBU. Pe3epByapoM nH(DEKIHH SIBISIETCS KUIIEYHUK U (PeKaIUU KPYITHOTO POraToro
cKOTa. BO3MOXHBIMU MTEPEHOCYMKAMH MOTYT OBITh TaK)K€ OBI[bI, KO3bI, JIOMIAAH, OJIEHHU, KOIIIKH,
co0aku, NTUIIBI U MyXd. YeTIOBEK 3apakaeTcs MPH YyIOTPEOICHUN MOIYChHIPON PyOIeHOM
TOBSIMHBI, HENAaCTEPU30BaHHOT'O HEKUIISTYEHOTO MOJIOKA, ChIPa, GPYKTOB, COKOB, OBOILEH,
3apa)KEHHOM BOJBI U3 KOJIOALA U BOJIOEMOB U IIPH HEUCIIPABHOCTHU BoAonpoBoaa. [Ipsmoit
KOHTAKT JETEH C dKUBOTHBIMU WJIM UX UCIIPAKHEHUSAMH U Mepeiada OT YEJIOBEKa K YEIOBEKY
SIBJISTFOTCSI IPYTUMH BaKHBIMHU HCTOYHHKaMU 3apaxeHus. [J[+1'YC MoxeT ObITh CrIOpaguiecKuM,
160, B Cllydae 3apaskeHus U3 OJIHOTO U TOTO K€ UCTOYHUKA, MaHU(ECTUPOBATH C IPOMEKYTKOM
B HECKOJIbKO JHeW miu Henenb y cubcoB. Yacto unensl ceMbu uMetoT STEC nuapero 6e3
passutus ['YC.



OnuAeMuu IMaped Wil reMOpparndeckoro KoauTa B pesynsrare nHpunuposanus STEC
W3 €IMHOT0 UCTOYHUKA, OXBATUBIINE COTHU JIOJICH, OTMEUEHBI B Pa3IMUHbIX cTpaHax. M3 Hux
10-20 % pazsum I'YC.
[TaTorenernueckas cBsi3b Mexay kumedHoi kontamuHanued STEC u I'YC He nosHOCTBIO
sicHa. MUKpPOOPraHu3M MPUKPEIUISIETCA K BOPCUHKAM CIM3UCTON TOJICTOM KUILIKHU U BbIIEISAET
muraTokcuH. OCcTaeTcst HesICHBIM, KAKUM 00pa30M IIUTaTOKCHUH MEPEMENIACTCS U3 KUIIEYHUKA K
CBOEH I - SHAOTEIMATHLHBIM KJIETKaM cocyioB. TpaHcnopTepaMy MIMTaTOKCHHA MOTYT OBITh
MOJIMHYKJICAPHBIC HEUTPO(UITBI, MOHOIIUTHI WM TPOMOOIHTHEI. OH MPHUKPEILISETCS K CBOSMY
penenrropy (rnodorpuaocuiepamuy, Gb3) Ha COCYAUCTHIX YHAOTEITHATBHBIX KIETKaX MOYEK,
IHC u npyrux opranos. Ilocne cBs3piBanus ¢ Gb3, akTUBHAs 4acTh MIMTaTOKCHUHA IPOHUKAET B
KJIETKY, TTOJABJIsIsl CHHTE3 OEJIKOB, UTO B CBOIO OYEpEe/b MPUBOJAUT K CMEPTH KJIETOK dHIOTEI U
[[IuraTokCH UHAYIUPYET TAKXKE MECTHYIO MPOAYKIIHIO IUTOKUHOB, KOTOPHIE 3aITyCKAIOT
KacKaJl BOCMIAJIUTEIIbHBIX U MPOKOATYJISIITUOHBIX COOBITHH.

Atunuyneiii I'YC
al'YC yaiie Bcero umMeeT B OCHOBE T'€HHBIE MYyTallUH, PUBOIAIINE K JUCHYHKIIUU KacKaaa
KOMIIJIEMEHTA C HEKOHTPOJIMPYEMOU akTHBaMell agbTepHaTUBHOrO myTH. [Ipu obmem
HEOJIaronpusTHOM IPOTHO3€ ATOU CKIIOHHOM K PEIAUBUPOBAHUIO (DOPMBI, TEPCIIEKTUBHBIM
SIBJISIETCS JICUCHHE IKYTN3yMaOOM, OJIOKUPYIOIINM TEPMHUHATBHBIE KOMIIOHEHTHI KacKaaa
KOMIUIEMEHTA.
Cucrema KOMIUJIEMEHTA SIBIISIETCS OCHOBHBIM (DaKTOPOM 3aIUTHI OT MUKPOOPTaHH3MOB.
[Ipu HOpMaNTBHOM PETYIAIMH aKTUBAIMS KOMILIEMEHTA crieli(pruueckn HampaBjieHa Ha
MMOBEPXHOCTHh MUKPOOA, OJTHAKO TOJIABIISETCS HA TOBEPXHOCTH KIIETOK XO35MHA.
[Ipu akTuBaMu KoMIUIeMeHTa oopasyeTcst kouBepTaza C3bBb, koTopas
npuBoaMT K npeBpamniernio C3 B C3b. B pesynprate mpoucxoaut otiaoxenne C3b Ha
MMOBEPXHOCTH MUKPOOOB (OTICOHM3AIMS ), 1 (OPMUPOBAHNE MEMOPAHOATAKYIOIIETO KOMILJIEKCA
(MAK wunu C5b9), koTOpbIit TPUBOJUT K JIU3UCY MUKPOOHOU KIeTKH. Ha OBEpXHOCTH KIIETOK
XO035IMHa 3TOT MPOLIECC CTPOTO KOHTPOJIUPYETCs OeIKaMU-PETYISITOPAMU, K KOTOPBIM OTHOCSITCS:
komiutementapubiii pakrop H (CFH), dakrop I (CFI) u CD46 miu MCP (MemOpaHHBI#
KO(aKTOPHBIN MPOTEHH, HE IUPKYJIUPYIONTUN MPOTEHH, 3aKPETIICHHBIN HAa TOBEPXHOCTH
KJIETOK). O1H 3 dakTopa, IeUCTBYs cooOI1a, MpeIoTBPAIIalOT aKTUBAIHIO U Aeno3uiio C3b Ha
KJeTkax. Myranuu 3Tux OeIKOB MPUBOJAT K yTpaTe 3alIUThl S9HI0TEIHAIBHBIX KJIETOK OT
MOBPEXKICHHS KOHEUHBIMU MTPOYKTaMU aKTUBAIIMU aJIbTEPHATUBHOTO IIYTH KOMILIEMEHTA.
WNupiMu cioBamMy, HapyIIaeTcs MPOLEecC NOaBIeHNUs U30bITOYHON aKTUBHOCTH CUCTEMBI
KOMILJIEMEHTA, YTO MPUBOAUT K Peau3alliy MOBPEKAAIOUIEr0 JeHCTBHS KOHEUHBIX MPOIYKTOB
€ro aJIbTEPHATUBHOIO MyTH Ha KJIETKH 3HJA0TENus ¢ pazsutueM TMA.
al'YC accouunpyercs ¢ myranusamu CFH y 20-25 % nauuenros, MCP y =15 % u CFl y
~10 %. Myranuu ¢akxropa B (CFB) Bctpeuarorces kpane peaxo (1 %), B ToO BpeMsi Kak MyTaluu
C3 ¢pakuuu komrnemeHTa Berpedatores y 10% manuentoB. Penkumu ABiSiOTCS MyTalluy reHa
tpombomoayuna (THBD). [Tpubnusurensro 10% nereit uMeroT coueTaHHble MyTaluu. B
nononnenue, 10% nereii umerot npruodpereHHbIN GyHKIMOHATBHBIN AeduuT CFH B cBs3u ¢
nannuneM anTu-CFH auturen. Toabko 30 % al'YC ceroads He HaXOIUT JOKHOTO OOBSICHEHUS
C IO3ULIMKA MOJIEKYJISIPHON T€HETHKHU.
[IpoBorupyromue pakropsl. HekoTopbie nH)eKIHM (BEpXHUX IbIXaTeNbHBIX MyTEH,
TUXOPaJIKa, TAaCTPOIHTEPHUTHI) 3aycKatoT nepBbiit snu3o ['YC u penauBbel HE3aBUCHMO OT
TeHEeTUYeCKOTo BapuaHTa y 2/3 nanuentos. [{uapes nposouupyet al YC y 1/3 nanueHTos, 4To
uHora 3atpynuset auddepennuanuio ¢ [+ I'VYC (Tunuyasim).
Cewmeitnblit unu ciopaandeckuii al'YC HOCUT ceMeiiHbli XapakTep (cHOCHI, poIUTENH,
0a0yIIKK U JeNYIIKH UMEIOT 3a00eBaHue) y mpuOIn3uTeNnbHO 25% 601bHBIX. HeoTsromeHHbIit
CEeMEIHBIN aHaMHe3 He HCKIII0YaeT BO3MOXKHOCTH TeHETHYECKOU nepenaun 3aboneBanus. Jluib
MOJIOBMHA HOCUTEJICH MYyTaIlMU B CEMbE B TCUCHHUE KU3HH UMEIOT MaHU(ECTAINIO 3a00IeBaHMUSL.

ONuaeMHUO0JIOT U
Tunnunbiii I'YC



J+T'YC, kak cneacreue STEC undexmum, sBisercs Haubosee yacto popmoit ['VC y
nereit. OTMeyaeTcsi B OCHOBHOM B BO3pacTe J10 3 JIeT U peaKo - 10 6 mec. YactoTa cocTaBisieT
npubimsurensHo 2-3 cinydas Ha 10000 gereit mo 3 mer.
Atunuyneii I'VC
ATunu4aHbIi BapuaHT coctaBisieT 5-10% ot Beex ciydaeB ['YC y gereit u B OCHOBHOM
SIBJISIETCS CJIEJICTBUEM HapYILEHUS PETYISALUN CUCTEMBI KOMIUIEMEHTA. OT/eIbHbIE PENKHE
cllydau y MJIa/ICHIIEB SIBJISIOTCS pE3YJIbTaTOM HACJIEACTBEHHON aHOMAaJINK BHYTPUKIETOUHOTO
MeTabonm3ma kobanamuHa (ButamuH B12) (MmetunmanonoBas anuaemust). [lo nanHbM
Pa3IMYHBIX UCCIIeoBaHUA pactpocTpaneHHOCTh al Y C konebnercs ot 1 g0 7 ciayvaeB Ha 1 MuTH.
HaCEeJICHUS.
KonupoBanune no MKB-10
D59.3 - 'eMOIUTHKO-ypEMUUECKU CHHIPOM
Knaccupurkauust
Enunoit knaccuduxanuu I'YC He cymectByeT. TpaIuliuoOHHO BBIIEISIOT:
* TunuyHbli, accouUpoBaHHbIN ¢ Auapeeit, BbizaHHON STEC-undexnueit I'YC
* AcCOIIMMPOBAaHHBIN ¢ THEBMOKOKKOBOM MH(EKIMEN IITaMMaMH,
npoayuupyoomumMu Heiipamunaugaszy ['YC
* Atunnusbiit ['YC, cBg3aHHbIN ¢ TuchYHKIMEH Kackaaa KOMILJIEMEHTA.
[Tomumo storo Beimensitot Bapuantel [ YC/TMA, acconmupoBannbie ¢ BUU-undexmuei,
HapylIeHUsIMH oOMeHa KoOallaMHuHa, CUCTEMHOM KpacHOM BOJTYaHKE, OEpEMEHHOCTH
(HELLP-cunapom), mpuMeHEHUH HHTHOUTOPOB KaJbIIMHEHPHHA (IIUKIOCIIOPHH,
TaKpOJIUMYC), 3JI0Ka4e€CTBEHHBIX HOBOOOPA30BaHUSIX.
IIpumeps! 1UarHo3os
0 'eMOJIUTHKO-ypEMHYCCKHI CHHAPOM, accolMupoBanHblii ¢ quapeeii (STEC-I'YC).
Octpas noveuHass HeJOCTaTOYHOCTh. Ctanus anypuu. [leputoHeanbHbIi TUaIN3.
0 'eMoMTHKO-ypeMUYECKUN CUHIIPOM. ATUITMYHBIN BapuaHT (Myranus rena CFH
p.His272Tyr). PetiuanB TpoMOOTHUYECKOM MUKPOAHTHOTIATHH. XPOHHUYECKast 00JIC3Hb
nouek 11 cragus. ConmyrerByromuii: Bropudnas sHIiiedanonatus ¢ CyaopoKHbIM
CHUH/IPOMOM.
Jlnarnocruka
Kpaiine HeoOxommumMo cBoeBpeMenHoe noarsepxkacHue ¢pakra STEC-undeknuu u
oTnpejiesieHue OCHOBHBIX Mpu3HakoB TMA, nmoka3zareneil a30TeMHH, HJIEKTPOJIUTOB U
OCHOBHBIX BUTaJIbHBIX [1APAMETPOB.
7Kano0b1 1 aHamMHe3
* [Ipu onpoce nanyeHTa peKOMEeHAyeTcs 0OpaTUTh BHUMaHNE Ha aHAMHECTHYECKUe
yKa3aHus Ha TPEIIECTBYIONINI 3MU30/1 )KUIKOTO CTYJa C IPUMECHIO KPOBH C
MOCJIEYIOLIUM Pa3BUTHEM CIa00CTH, aHOPEKCHH, PBOTHI, PE3KOH OJeIHOCTH, MHOTJA — C
3JIEMEHTaMU KOKHBIX FeMOpparui, yMeHbllleHne 00beMa MOUU, CHMIITOMBI
MHTOKCHKauu, cBsizanubie ¢ OITH, oTeunocTs, nHOTIA — MakporeMatypusi. XKanoOsl npu
atunuaHoM ['YC MOTYT HOCUTH pEelUIUBHPYIONINNA XapaKTep.
(Cuna pexomennanuu 1; ypoBeHb JOCTOBEpHOCTH J0Ka3aTenbCTB C)
Pu3nkanbHoe 00cae10BaHue
* Hapsny co ctannapTHbIM (DpU3HKaIbHBIM OCMOTPOM PEKOMEHIYETCsl M3MEpEHne
apTepUaIbHOTO JIaBJICHUS, OLIEHKA COCTOSIHUSA AbIXaTeNbHON (DYHKIUU U
TUIEPrUAPATALAN ISl UCKIIFOUEHHS] OCTPOM JIEBOXKEIYA0YKOBOM HEJOCTATOYHOCTH.
BusyanpHas onenka Mouu (IpH €e HAJTMYKHU) Ha PeIMET MaKpOreMaTypHH.
(Cuna pexomMeHanuu 2, ypoBEHb JOCTOBEPHOCTH Jl0Ka3aTenabCTB C)
2.3 JIabopaTopHas JUarHOCTHKA
* JIns noarBepxkaeHus tunndHoro I'YC pekomenayeTcs NpoBEACHUE CIEYIOINX
OCHOBHBIX UCCIIEJOBaHUM:
0 OOuuit aHanu3 KPOBH — aHEMUS], TPOMOOIIMTOTIEHUS, OOHApYKEeHUE
LIM301MTOB B Ma3Ke;



0 buoxumunueckuil aHaau3 KpOBH — KPEaTUHUH, MOYEBUHA, JIAKTATACTUAPOT€HA3a
(JIAT'), bunupyOuH, TpaHCAMHHA3bI, HJIEKTPOJIUTHL;
0 Peakius Kymb6ca (psimas);
0 C3 u C4 xoMnoHeHTEI KOMILIEMeHTa g uckiroueHus al YC.
(Cuna pexomennanuu 1; ypoBeHb JOCTOBEPHOCTH J0Ka3aTeNbCTB C)
* PekomenyeTcsi 0aKTepHOJIOTHIECKOE U/ CEPOJIOTHIECKOE UCCIIEI0OBaHUE Kajla IS
BeisiBNieHHs] STEC-unbexmmm.
(Cuna pexomenaanuu 1; ypoBeHb JOCTOBEPHOCTH JOKA3ATEIHCTB A)
KoMMeHTapuii: MOCKOJIbKY €IMHCTBEHHBIM OTIMYUEM, TO3BOJISIOLUINM 3aI0/I03PUTh
al'VC, sBnsieTcs OTCYyTCTBHE F€MOKOJIUTA B MPOJIpOMeE 3a00JIeBaHus, a B PSJAE CIy4acB
Japest MOXKET 0Ka3aThCs «IIPOCMOTPEHHOI», U HAIIPOTHUB, 0Ka3aThCs
MpoBOLMpPYIOIINM (pakTopoM MaHudectauuu al'YC, BceM nanueHTam nokasat
KOMIUIEKC uccienoBanuii, pekoMennoBanubix npu STEC-T'YC.. [lonoaHuTenbHbIE
HCCIIEIOBAHUS BBIIOJIHAIOTCS B paMKax JupdepeHIInalbHON TMarHOCTUKY UHBIX IPUYHH
TMA
.» IIpu nogo3penun Ha atunuuHbii I'YC pekoMeHJ0BaHO BHINOJIHEHHE MOJIEKYIISIPHO-
TF€HETUYECKOTO UCCIIEOBAHUS JUIsl BHISIBJICHUS! MyTallil T€HOB OEIKOB-PEryIsITOPOB
KOMILJIEMeHTa (Y HAJIMYUU BO3MOKHOCTH BBITIOJIHEHUS JAHHOTO HCCIIE0BAHNUA).
HNHcTpymMeHTaIbHASI AUATHOCTHKA
* Pexomenytorcst peHTreHorpadus, ylnbTpa3ByKoOBO€ UCCIIEJOBAHHE,
aneKTpoKkapauorpadus — 1o Moka3aHusM, a TakxKe JIeKTposHIedanorpadus npu
nopaxxennu [THC.
* PertreHoyposoruueckoe ucciae0BaHUE HE PEKOMEHYETCs.
JAnddepennuanbHast TMArHOCTHKA
JAnddepennuanbuas nuarnocruka Tunudnoro I'YC
Tunmunsenii ['YC Heob6xoaumo nuddepeHnupoBaTh co CIEIYIOIMMU 3a00JI€BaHUSMH:
I'emomuTHdueckue aHeMuu;
BricTponporpeccupyromuii HehpuT IpH CUCTEMHON KpPaCHON BOJTYAHKE;
OcTphlif TYOYTOMHTEPCTUIIMAIBHBIN HEQPUT.
JAnddepennuanbuas nuarnocruka al'yC
Ucxons u3z onpenenenus al'YC, s OCTaHOBKHU €0 AMarHo3a y peOeHKa JT0KHbI ObITh
HCKJIIOYEHBI Npouue npuuuHbl pazputusa TMA, B niepByro ouepens — JI+I'YC. B psae cinyyaes B
nedrore al'Y C taxoke oTMedaeTcst Auapesi, I03TOMY He0OX0AMMO CBOEBPEMEHHOE
uckimouenne STEC-undexuu, paBHO Kak 1 nH(pEKIuu Streptococcus pneumonia [3, 12, 16].
[TomuMoO 3TOrO CienyeT UCKITIOYUTh CUCTEMHYIO KpacHyto Bosiyanky, BUU-undexuuto,
unpexuuo Bupycom HIN1, mpenmectByromryto 3inokauecTBeHHyto runepronuto, HELLP-
CHUH/IPOM Y POKEHHII, IPUEM JIEKapCcTB (IUKIOCIOPUH A), METUIMAIIOHOBYIO allUAYPHUIO KaK
BO3MOXHbIE TpuunHbl TMA.
Oco0oe BHUManue cieayet yaenutb uckiouenuto TTII. Heo6xoaumo uccnenoBanue
dakropa ADAMTS 13, oTBeTcTBEHHOTO 32 MHAKTUBALMIO akTopa Busiedpanaa y Bcex
001bHBIX ¢ KapTuHOU TMA, BoIpaskeHHbIH nepuuT kotoporo (ADAMTS 13 <5 % oT HOpMBI)
npuBoauT Kk onpeneneHHoi popme TTIL. Knuunuecku TTII u I'YC umeror MHOTO cxoaHorO0. Y
nererd TTII yaie HOCUT BpOXKACHHBIN XapaKTEP U CBSA3U C HACIEACTBEHHBIM ITOJHBIM
nepurmrom ADAMTS 13. IIpro6perennsie popMbl B pe3yabTare Hannuus aHTH antiADAMTS
13 anTHuTen, y neteit BcTpedaeTcst UCKIounTeNnbHO peako. s TTII xapaktepHO
MIPEBATMPOBAHNE HEBPOJOTMUECKON CUMITOMATUKU TPU YMEPEHHOM HapylIeHUH (pyHKIUU
MIOYEK.
Pexomenyercs uccinenoanue ypoBHs aHTuTen K CFH, MOBBIIIIEHHOTO NP aHTUTEIO-
onocpenoBanHoi ¢opme al YC.
[TockonbKy MHOTHE MyTallMM CKOpee BEAYT K HapyIIEHUIO (GYHKIMH OSIKOB CUCTEMBI
KOMIUIEMEHTA, HEXKEJIU K U3MEHEHUIO UX I1a3MaTu4eckoil konueHntpamuu, yposens CFH, CFI,
C3 u CFB mosxeT ocTaBaThcsi HOpMAJIbHBIM JIaKe Y HAIM4YuK MyTanuit. Cam xe



MOJIEKYJISIPHO-TE€HETUYECKHI aHaIu3 TpeOyeT 3HaYUTEIbHOTO BPEMEHHU U MOJIYYEHHUE €ro
pe3yabTaTOB B OCTPOH (haze 3a00sieBaHuUs MPAKTHUECKH HEpealbHO. BMmecTe ¢ Tem, OH KpaiiHe
XKeNaTelIeH B Mpolecce HabIroAeHus 3a OOJIBHBIMU JIIsl ONPEACTICHUS CTPATETUH MX
JOJITOCPOYHOU TEpaInu.
Jleuenne
KoncepBaTuBHOe JIeYeHHne
Tunnunbiii I'YC
* Pexomentyercst 00s13aTeNIbHOE NPOBEICHUE PACcUETa KUAKOCTU C €€ OTPAaHUUYEHUEM IIPU
TUIEepruipaTaiuy, u, HH0OOPOT, C KOMIIEHCAllMel OTeph CO CTYJIOM, PBOTOM U
COXPAaHEHHOM JMype3e, TaK KaK JIeruapaTainus MOXeT YCYyryOuTh UIIEMHUECKOe
MOBPEXKJCHHE MOYEK U JPYTUX OPraHOB.
KoMMeHTapuii: mpu3HakaMu THIIEPTUApaTalluy MOTYT ObITh YBETUYEHUE MACChl Tea,
apTepHalibHas TUIEPTEH3Us, OTEKH, TUTIOHATPEMHUSI.
* [Ipumenenue BoICOKHX 103 (ypocemuaa (2-5 MI/Kr) v TUIIOTCH3UBHASI TEpaIHs
nepuepuyecKuMH Ba3oAuIaTaTOpaMyu He PEKOMEHIYIOTCS JUIsl ITUPOKOTO IPUMEHEHUS,
TaK KaK peJIKo MO3BOJIAIOT JOCTUYb 3(PeKTa, M03TOMY MPEANOUTEHUE PEKOMEHTyeTCs
OT/IaBaTh AMAIU3Y, 0COOEHHO NMPHU HAIMYUH BHIPAKEHHOU FUNEpKaTUEMUH U
MeTab0JIMYECKOro aly103a, KOpPeKIUs KOTOPBIX BBEACHUEM PacTBOPOB OnMKapOoHaTa 1
[IIOKO3bI MOXKET YCYT'YOUTh TUIEPrUApaTaIHIo.
* [Iutanue, Taxke Kak U BOJY, U 3JIEKTPOJIUTHI PEKOMEHTyeTcsl 00ecreunBarh
MepOpaIbHO, MPU HEOOXOAUMOCTH Yepe3 HKeTyTJOUHBIH 30H/I.
KommeHTapuii: KoMm4ecTBO KaJlopuii n 6erka 1onkHo coctaButh 100 % ot
PEKOMEHI0BAaHHOW CyTOYHOM noTpedHoCcTH. HEe00X01MMOCTh B TapeHTEPATbHOM
MUTAaHUHU BO3HUKAET B CIIy4yae MpOA0JLKAIOLUIUXCS PBOTHI, IMAPEH U CUMIITOMOB KOJIUTA
* DPUTPOIUTAPHYIO MAacCy PEKOMEHI0BAaHO BBOJIUTH MPH YPOBHE TemMorioonHa ke 70
/1.
Kommenrapuii: C niensto npenotpaiieHus antu-HLA uMMyHH3a1Mu peKOMEHTyeTCs
TpaHCc()Y3UIO IPOBOIUTH Yepe3 CHeIUaIbHbIe (PHIIBTPHI (3a1€PKUBAIOIIHE JICHKOIIUTHI
1 TpoMOOI1TUTHI). [IpH OTCYTCTBHHU CepPhE3HBIX KPOBOTCUCHHUI U MTOKAa3aHUH K
MHBa3UBHBIM MEPOIPUATHAIM (YCTaHOBJICHHE LIEHTPAIbHOTO WU MEPUTOHEATIHLHOTO
Karerepa, abJIOMUHAIBHBIE XUPYPTUUECKIE BMEIIATEIbCTBA) HET HEOOXOIUMOCTH BO
BBEJICHUU TPOMOOIUTapHOI Macchl. bosee Toro, BBeieHHE TPOMOOLIUTOB MOKET
yCYryOHuTh IIpOIIecC TPOMO00Opa3oBaHUsI.
* Heo6xonumMocTh auanu3a peKOMEHIYeTCs ONpeAesaTh, B IEPBYIO OUepe/lb, HAIUYHEM
WM OTCYTCTBUEM OJIUTYPHUHU.
KommenTtapuii: muanu3 (00OBIYHO MEPUTOHEATBbHBIN ¢ OMOIIIbIO kKateTepa Tenchkoff)
JKenaTesIbHO HayaTh A0 pa3BuTHs ocioxxkHeHuit OITH.
* JleTsim 1axke ¢ yMEpEHHBIMU HEBPOJIOTHUYECKUMU CUMITOMAMU PEKOMEHI0OBAHO
MPUCTATBLHOE HAOJIOIEHUE U YACThIe UCCIIEOBAHUS, HEPEIKO B OTACICHUU HHTCHCUBHOMN
Tepanuu, Tak KaK yXyAIIeHUEe MOKET Pa3BUTHCS CTPEMUTEINBHO.
* Jlnst oGecrieueHusi CBOEBPEMEHHOTO ONIEPAaTUBHOTO BMEIIATEIHCTBA MPHU
nephopaluu/HeKpo3e KUIIEYHUKA WIK BTOPUYHOM CTE€HO3€, B BEJICHUU MallUeHTa
PEKOMEHIOBAHO Y4acTHE XUPYpra.
(Cuna pexomeHganuu 1; ypoBeHb JOCTOBEPHOCTH J10Ka3aTenbCTB C)
* [Ipu Hanuuuu caxapHoro JuadeTa peKOMEHIYeTCs HHCYIUHOTepanus. Y JaeTel ¢
KapAMOMETAJINEN U CEPAEYHOM HEJOCTATOUHOCTHIO PEKOMEHYETCS TIATEIbHBIN
MOHHUTOPHHI CEPIAEUYHON AEATEIbHOCTH.
* [Ipu TunmunoMm I'YC B TspKenbIX cityyasix, ocodenHo npu nopaxennu [THC,
pEeKOMEHyeTcsl POBOANTH 3aMeHHoe nepenuBanue miazmsl (3I1I1). Lensto sBasercs
15
yJaneHue (pakTopoB CBEPTHIBAHUS U TPOMOOOOPA30BaHUS U 3aMEIEHUS ¢ TOMOIIBIO
BBEJICHUS CBeXe3aMopokeHHOH 1u1a3Mbl (C3I1) noTeHnmanbHO MOJe3HbIX BEIIECTB,



TJIaBHBIM 00pa30M aHTUTPOMOUHOB.
KommeHTapuii: HET JOKa3aHHOTO BapHaHTa TePanuu, ClIOCOOHOTO MOBIHUATH Ha
teuenue JI+I'YC. 'enapuH, TpOMOOIUTHKY M aHTHArperantel, ctepous U C3I1 He
HUMEIOT CYIIECTBEHHOTO A (eKTa.

Atunuuneiii I'YC
» Pexomen10BaHO HAa3HAYCHHE MeMOpaHHOTO 11azMadepesa ¢ oobemoM 3amenieHus 50-60
MJI Ha KT Macchl Teja KakK NpeJroYTUTENbHbI MEeTO1. AJIbTepHATUBHBIA BapHUaHT —
nHoy3uu C3I1 B 06beme 10-20 mir/kr.
KommenTapuu: Beenenue C3I1 nosiroe Bpems ocraBanochk NepBoi JInHUEH Tepanuu. Tem
He MeHee, ee 2(pPEeKTUBHOCTD MO JAaHHBIM PETPOCHEKTHBHBIX UCCIIETOBAHMIA HE
npeaoTspamaet pazpurue repmuHansHoil XITH. C3I1 aBisieTcst ucTouHnkom
nopmansHBIXx CFH, CFl, C3 u CFB, a Takkxe 60bIIoT0 KOJMYeCTBa APYrux
(GyHKIMOHATBHBIX O0enKkoB. C moMoibio 1a3MaoOMeHoB yranstorcss MmyranTHele CFH,
CFI, C3, CFB u antu-CFH anrturena. [IpenBaputensnoe yaanenue miaazmsl npu 31111
[IpeI0TBpAaIllaeT TUIEPBOJIEMHUIO U PUCK Pa3BUTHUS CEPJCUHON HETOCTATOYHOCTH B
pe3ynbTaTe BBeneHus 0obioro koaudectra C3I1.
[Tnazmatepanus 3¢ ¢dextrBHa B Hanbosbiiel crenenu npu mytanusx CFH. Ilpu
mytanusx MCP 3¢ ¢dekTuBHOCTS M1a3MaTepanuu NpakTHYeCKH OTCYTCTBYET, TaK
KaK KOJMPYeMbIil Oel0K 3KCIpeccHupyeTcs Ha KIETOUYHBIX MeMOpaHax, TO €CTh B
TBEepIOoH ¢aze, a He B IUPKYIISIIIH.
* PexomenioBaHo HazHayeHue Tepanuu sKyauzymaoom (ATX: LO4AA25) npu aTUIUYHOM
I'vc.
KommenTapwii: TepanesTudeckuit moaxoa k al'YC ObuT pagukaibHO
YCOBEPIIEHCTBOBAH C OTKPHITHEM U BHEJPEHUEM B KJIMHUYECKYIO IPAKTUKY
9KyNIn3ymMada, ryMaHU3UPOBAHHOTO MOHOKJIOHAIBHOTO aHTUTena K C5-ppakuuu
TEPMUHAIBHOM CTa UM Kackaja KOMIUIEMEHTa. DKyIu3ymad mpeioTBpaliaet
pacmierierne C5, Begyee k 00pa3oBaHuio mpoBocnanmuTenbHoro CSa u
npoTpomboTrueckoro C5b-9 KOMIOHEHTOB, TEM CaMbIM YCTPaHSISI X MMaTOTEHHOE
neiicreue. K HacTosilieMy MOMEHTY OMyOJIMKOBAaHbBI PE3y/IbTAThI JICUCHUS
akynu3zymadbom 6osee 189 manuenTos ¢ al' YC u npenapat og00peH BO MHOTHX CTpaHax,
B ToM uucie u B Poccun.
Pexxum nosupoBanus IS A€TEH MpeacTaBiieH B Tabaue 4.

Tabnuia 4.
Hosuposanue axyniayuabg v demeil.

Bec Havwieroiii MModdeprcusarriian mepanus

naguerma T

=40 we 900 me I pas e | 1200 me wa 5-oi nedene; samem 1200 me kaxcdsie
Hedeno x 4 2 nedeiu

30 - <40 w2 GO0 wez I paz e | 900 vz wa 3-oi wedere; zamem 900 vz kawedsie
Hedeno x 2 2 nedenu

20 - <30 i 600 vz I paz e | 600 a2 wa 3-oi wedene; zamen 600 sz kaxcdsie
Hedeno x 2 2 nedeau

10 - <20 ke 600wz I paz e | 300 vz wa 2-oii wedene, zamen 300 e kaxcdste
wedeno x | 2 Hedean

J-<i0we 300wz I paz e | 300 vz na 2-o0 wedere; zamem 300 vz kawedsie
wedeno x i 3 Hedeiu

JloTloMHATENBHOE BBEICHUE MPENapaTa PeKOMEHYETCsl IPU COYETaHHOM IPUMEHEHUH
wia3madepesa, Tak Kak NOCIeTHUM yaiseT yacTh npenapara u3 qupkysaun. C
YYETOM €IMHUYHBIX COOOIIEHUI O PUCKE PAa3BUTUSI MEHHHTOKOKKOBOI'O MEHMHIHTA Ha
¢doHe mpuMeHeHHs IKYTH3yMaba peKOMEHAYeTCsl peABapUTeIbHas BaKIIMHALUS U/ UITH
npo(uIakTHYecKoe MpUMEHEHNEe aHTHOMOTHKOB.

B ony0iaMKoBaHHBIX pe3yabTaTax KOHTPOJIUPYEMbIX UCCIIEI0BAHUMN
MIPOJIEMOHCTPHPOBAHA ObICTpast TMKBUAALIUS AKTUBHOCTH TeMoJin3a (B cpesHeM 3a 7-14



nHel) u npu3HakoB akTUBHOH TMA 'y 88% 0G0JIbHBIX ¢ TPOJAOIKUTEIHHOCTHIO
reMaToJI0rM4eCKON pEMHUCCUN Ha MPOTSHKEHNUU BCEro Kypca JIEUeHHs y OOJIbIIMHCTBA
naruenToB. Otmeuyeno noseimeHne CK® B cpeanem Ha 32 mur/mun/1,73 M2
OT UCXOJTHOW C HanOOJbIIEH BBIPAXKEHHOCTHIO IPY paHHEM Hayvaje JeueHus. Y neTen
nobitieHne CK® 0Ob110 Gostee BoipaskeHHbIM (64 Mut/mMun/1,73 M2). B psje cirydaeB HaOIi01a11
MEJICHHOE YIIyUIIeHHE TIOYeYHON (DYHKIIUN HA MPOTSDKEHUH 2 JIeT. BOMBIIMHCTBO MAIIMEHTOB
M30aBHIIMCH OT MOTPEOHOCTH B TMAIIH3E.
[Ipu cpaBHEHUU TpyIIl OOJBHBIX, MOIYYaBIINX U HE NOJYyYaBUINX IKYJIN3yMad OTMEYeHA
J0CTOBEpHas pasHuia B npoueHTe nocturmmx TXIIH k roxy Habmromenus (25% u 63%
COOTBETCTBEHHO).
[Ipu maTtoreneTnyeckoit 000CHOBAHHOCTH MOKU3HEHHON TEpauu Y HOCUTENIEH
MYTallui F€HOB CUCTEMbl KOMIUIEMEHTA, JJIUTEIBHOCTh TEPAIUU IKYIU3yMaOoM
ocTaercs JUCKyTabenpHOM. B emnHnYHOM coo0mennu o6 otMeHe dkyan3ymada y 10
B3POCJIBIX OOJIBHBIX y TPOUX OTMEUEHbI peruanBsl TMA ¢ mporpeccupyronmm
CHIDKEHHEM MOYE€YHON (YHKIIUH.
* [Ipu Bapuanrtax al'YC, onocpenoBannbix antutenamu k CFH, nomumo tepanuu
AKYJIN3yMaboM,
3¢ dEeKTUBHOCTh KOTOPOH MOATBEPK/I€HA, PEKOMEHA0BAHO PACCMOTPETH HCIIOIb30BaHHE
MMMYHOCYIIPECCUBHOM TE€paInu.
KoMMeHTapuu: onucanbl NOJOKUTENbHbBIE PE3YJIbTAThl B OTHOILIEHUU T€MAaTOJIOTUYECKUX
W3MEHEHUH U Toka3aTesiel QyHKIHMH MoYeK Ha (JOHE MPUMEHEHUs MyIbCOBBIX BBEICHHM
nuknodochamuaa B go3e 0,5 r/1,73mM2, KOpTUKOCTEPOUAOB U puTyKcumaoa. [lomoxurenpHas
KIMHAYECKasi TUHAMHKA COTIPOBOXKIANIACh CHUKeHHneM TuTpa anTuten k CFH. Jlns
MOJIEP>KUBAIOIIEH Tepaliuy HapsAy ¢ KOPTUKOCTEpOUIaMH MPUMEHsUICS MUKO(eHoiaTa
ModeTrI.
Xupypruueckoe Jjie4eHue

Tunnunsiii I'YC
* TpancmiaHTaIMs MOYKU PEKOMEHIYEeTCsl KaK BUJl 3aMECTUTENIbHOM MOYeuHOM Tepanuu y
naruenToB ¢ TXIIH B ucxone I'YC.
Kommenrapuii: puck pazsutusi Bo3BpatHoro J+I'YC nociie TpaHCIUIaHTaUK MOYKH
otcyrcTByeT. Heo0xoaumo 06cyIuTh BOZMOKHOCTh TPAHCIUIAHTALUU OT KHBOTO
poacTBeHHoro aoHopa. L{ukiiocnopun He nmpoTuBonoka3aH. Ha ocHoBaHuM aHanusa
TedeHusl 3a00JeBaHusl 10JKEH ObITh HCKITtoueH atunuyHblil ['YC, mpu HeoO6Xo1MMOCTH
MyTeM MOJIEKYJISIPHO-TE€HETUYECKOTO UCCIIETOBAHMUS.

Atunuyneiii I'YC
* TpancmnanTaiys MOYKU PeKOMEHI0BaHA KaK BHJI 3aMECTUTEIIbLHOM MOYEUHOU Tepamnuu y
nanueHToB ¢ TepmuHanbHOM XITH B ncxone al'VC.
KomMmeHnTapuu: cpenu aereld ¢ HOTpeOHOCTHIO B TPAHCIUIAHTAIIUU TIOYKH, BO3HUKIIICH
B ucxojie nepeHeceHHOro I'YC 1osist G0JbHBIX C AaTUIIMYHBIM BAPHAHTOM MOKET
JOCTUTaTh MOJOBUHBL. Puck Bo3Bpara al'YC cpa3y nocie TpaHCIUIaHTalluK
Ype3BBIYaliHO BBICOK y manueHToB ¢ mytamusimMu CFH (~ 80 %), CFI u C3 (> 50 %).
Tpancrnanranus npoBeneHa Bcero 3 nanueHTam ¢ myramueit CFB, Bce noTepsnu
IIOYKH B pe3ynpTaTe Bo3BpaTHOro al'yYC. [lockosbKy TpaHCIUIAHTHPOBaHHAS TI0YKA HE
cozepxkuT MyrupoBaHHoro MCP Gernka, BeposiTHOCTh Bo3Bparta al Y C npu 3Tux
MyTalugX oueHb Mana. bonbmuHCTBO O0NbHBIX TpU Bo3BpaTe al YC TepsroT movyku
MeHee, yeM uepe3 1 roa. Jpyroit npuuuHOi MOTEpH MOYKH Y JIETel ABIsETCS TPOMOO3.
JIumb y e IMHUYHBIX TALMEHTOB yaJ0Ch TPEeA0TBpaTUTh Bo3BpaTHbid al ' YC myrem
nposenieHus ceancos 31111 1o onepanny u B noCTTpaHCIUIaHTallMOHHOM niepuoze. bonee
ONTUMHUCTHUYHBIE MTEPCIIEKTUBBI CBSA3AHBI C UCIIOJIb30BAaHUEM HKYIH3yMada B J10- U
MOCIIEONEPAMOHHOM NIepHO/Jie TpaHCIIaHTauu. Mimerorest coobuienus o 13 manueHTax
C MOTepeil MpeblIyInero TpaHCIUIaHTaTa, y KOTOPBIX BBEAECHUE dKyIu3ymala 3a
HECKOJIBKO YacoB JIO IIEPECAKN U B T€UEHUE 24 4acoB IOCIE HEE C IIEPEX0IOM Jallee Ha



CTaHJAPTHBIN PEXKHUM JICUYSCHHS CIOCOOCTBOBAJIO NPEAOTBPALICHNIO OTTOPKEHUS U
Bo3Bpata TMA.
[Mockonbky CFH, takxke xak u CFl, CFB u C3 cunTe3upyrorcs B IeUCHH,
KOMOMHHPOBAHHYIO TPAHCILIAHTAIUIO TIEYSHH U TIOYKH, THO0 N30JIMPOBAHHYIO
TPAHCIUIAHTALIMIO TICYEHU B CITy4ae COXPAHHOH (YHKIIUH IMOYEK MOXKHO PacCMaTpUBaTh
Kak BapuaHT Tepanuu. OHaKo, IpeaBapUTeIbHbIE PE3yIbTaThl IOKA3aIH, YTO
TaHHBIA METOJ| ycTynaeT o 3QpPEeKTHBHOCTH MPUMEHEHHIO SKYIU3yMaa.
Peabnauranus
Crnenuduyecknx METOA0B PeadUINTALMU HE CyIIecTBYeT. PeabmnnuranioHHbIe Mephl
HaIpaBJIEHbl HA OCTATOYHbIE CUMIITOMATHYECKHE IPOSBIECHUS (apTepraibHasi THIEPTEH3Us,
HEBPOJIOTUYECKUE HAPYLIECHUS U T.11.)
IIpopunakTuka u fUCaHcepHoe HalJI0IeHH e

IIpodunakruka

Tunnunbiii I'YC
* PekoMeH10BaHO 03HAaKOMUTH POAMUTENICH MaJIEHbKUX JETEH C paBUIaMH
npenoTBpaiieHus kontamuHanuu STEC:
- pyOJieHas roBsiIMHA JOJKHA OBITH XOPOIIIO TIpOKapeHa 10 MpHoOpEeTeHUs Ha pa3pese
Ceporo IIBeTa;
- IeTH 10 3 JIeT He JOJDKHBI YIIOTPEOISATh HeMTaCTepH30BaHHBIE TIPOIYKTHI (MOJIOKO,
CBIP, PPYKTOBBIE COKH);
- J10 IPUTOTOBJIEHUS U, 0OCOOCHHO MOCIIE MAHUITYJISALUN ¢ pyOJIeHOM rOBSAMHOM,
HE0OX0IMMO MBITh PYKH;
- JIeTH, KOTOpPbIE MPUKACATUCH K KPYTHOMY POraTOMY CKOTY U JPYTUM >KUBOTHBIM,
JOJKHBI BBIMBITh PYKH M YMBITBCS ITOCJIE 3TOTO, @ TAKKE MEPEl €N0M;
- Ul IPEeJOTBPAIeHUs] KOHTAMUHAIMK MsICa KMIIEUYHBIM COJEPAKHMbBIM HEO0X0AUM
KOHTPOJIb YOOsI CKOTa. BaxkeH Haiexanuil HaJa30p U yXOJ 32 CHCTEMOM
BostocHaOkeHus1. (Cuta peKOMeH Ay 2, YpOBEHb JI0Ka3aTeIbCTB B)
KomMmeHTapuii: MHOrO4HCIIEHHBIE UCCIEI0BaHUS [TOKa3aJIi, YTO aHTUOMOTHUKOTEpAITUs
B IIEPUOJ THAPEH YBEIMYMBAET pUCK pa3BuTUs ['YC, BO3MOXHO B CBSI3H C
0CBO0OO0K/IEHHEM IIMIaTOKCHHA B pe3yibTare qu3uca 0akrepuil. TeM He MeHee, ITOT
PHCK MOKa He Joka3aH. HeT eanHOro MHEHMs B BOIpoce, HEOOXOAMMO JIM Ha3HayaTh
aHTUOMOTHUKY, HE BBI3bIBAIOIINE OaKTEpUAIbHBIN JIM3UC, TAKUE KAK MaKpOJIUIbI
(asutpomurun) cudcam marueHToB co STEC nmo3utusubM ['YC.

Atunuyneii I'YC
* PexomMeH10BaHa 3paiuKanysi XpOHUYECKUX 04aroB aJeHOUJHON, TOH3WIISIPHON U
3yOHO HH(pEeKIUH, MOCKOIbKY 00JIbIIMHCTBO 31130108 al Y C 3ammyckatoTcsi ¢ IOMOLIbIO
MH(EKIINH.
* PekoMeH10BaHO ITPOBEICHUE BCEX BaKLMHALMMN, BKJIK0OYasl IPOTUBOIPUIIIIO3HYIO.
» KomMmeHTapuii: y oTe/bHBIX OOJIBHBIX PEIMIMBbI OTMEUEHBI 10CiIe BaKIMHALUK. Tem
HE MEHEE, M10J1b3a MIOCJIIEIHUX CYLIECTBEHHO TPEBAINPYET HAJl PUCKOM.

MOHUTOPUHI COCTOSIHUSA (BeleHHre MAIMEeHTOB)

Tunnunsiii I'YC
Hetu, nepenecume ['YC HyXIal0TCs B IIMTEIBHOM MOCIEAYIOIEM HaOII0IeHUH,
IIOCKOJIBKY TIEPBUYHOE NTOYEYHOE MOBPEKICHUE MOXKET BBI3BATh CTOMKYIO IPOTEUHYPHUIO,
cHmkeHne CK®, aprepranbHyro rUnepTeH31I0. [IBaXk1bl B KOJI pPEKOMEHYETCS] KOHTPOJIb
MOYeYHbIX QYHKIMH (KpeaTuHuH, pacyeTHass CK®), oOuwmii aHaim3 KpoBU ¢ TPOMOOIIUTAMHU.
IIpu noctwxennn XIIH perrenne Borpoca 0 ee IOCUHAPOMHON TEpaIluy U HavyaJle
3aMECTUTENBHON IOUEYHOH Tepanuu. [[oBTOpHbIE rocUTaIN3aluy NOKa3aHbl B OCHOBHOM IIpU
IIPOrPECCUPOBAHNN TOUECUHON
HEJ0CTaTOYHOCTH.

Atunuyneii I'VC
al'VC ¢ yueToM TskecTH 3a00J1€BaHMsI U IPOTHO3a TPEOYET MOCTOSHHOTO



Habro1eHus Heppoora ¢ MPUBJICYEHUEM CIIEIMATMCTOB PAa3IMYHOT0 IPOoQHIIs (HEBPOJIOTOB,
racTpO’HTEPOJIOTOB, TEMATOJIOTOB | Ap.). [lanuenTsl, momyyaromue peryisapHble HHPY3uu
9Kyau3yMada pa3 B JABE HEJIENH, KaK MIPABUIIO, HAOIIOJAIOTCS B TOM CTallMOHAPE, T1IE 3TH
nHQY3UN OCYIIECTBIISIOTCS. [Ipy cTaOUILHOM COCTOSIHUM MAIMEHTa IJIAHOBOE BBEJICHHE
IKyIHM3ymMaba BO3MOXKHO B YCIOBUSX CTallMOHapa / THEBHOTO cTanmoHapa. [Ipu oTcyrcTBrn
Teparnuy 3KyJIn3yMadoM IMoKa3aHo MOCEHICHUE crieruanucTa 1 pa3 B 1Ba-tpu mecsua. [Ipu
peuuause npuzHakoB TMA (aHemusi, TpOMOOLUTOIIEHUS, YXY/ILIEHUE TOYEYHBIX (PYHKINN U
MOSIBJICHHE SKCTpapeHalIbHON CUMITOMATUKH) TIOKa3aHa HE3aMeIIUTENbHAs TOCIUTAIN3ALIHSL.
OcioxHeHus

O TSDKEJIBI TeMOPPAarudeCcKuii KOJINT;
0 TOKCHMYECKHI MEraKoJIOH;
0 WHBarvuHaIwus;
0 nepdopalius TOJCTONW KUIIKU I BBIPAYKEHHBIA HEKPO3, BTOPUUHBIN CTEHO3
TOJICTOM KUIIIKH;
0 HEKPOTU3UPYIOIIUI TaHKPEATHT;
O TPaH3UTOPHBIN WM NIEPMAHEHTHBII UHCYIMHO3aBUCUMBIN caxapHbIN quader.
0 cep/ieyHasi HeIOCTaTOYHOCTh B PE3yJIbTaTe TUIIEPBOJIEMUHN U THIIEPTEH3UH;
0 UIIEMUS MHOKapJa ¢ CepJIeYHON HET0CTaTOYHOCTBIO,
O apuTMHH,
O MMOKapIuT,
0 TaMIIOHa/1a Cep/a;
O UHCYJIBT,
0 XIIH.

Hcxoabl 1 Mpory1o3

Tunnunsiii I'YC
CmepTHOCTB, B OCHOBHOM B pe3yibTaTe nopaxkenus [THC, B 2000-¢e rr. cocraBisa 1-5 %.
B GonbmHCTBE cy4yaeB B TeueHUE MeHee YeM | - 2 Helenb UcUe3at0T reMOJIMTHIeCcKas
aHeMus ¥ TpOMOOIIMTONIEHUS], HOpMalu3yeTcs auypes. HecMoTps Ha 310, B cpeiHEM B
TeueHue 4 MecsIeB KaTaMHEeCTUYECKOTo HabmoaeHus npuommutensHo 10% nereit
nocturaroT TXITH. XITH nHorna pa3BuBaeTcs y:ke B OCTPOM CTaJuu MOCIE TPAaH3UTOPHOTO
YaCTUYHOTO Yyiy4lneHus: GyHKuuu nodek. B nononnenwne, y 25% nereir oTMevaroTcs
OCTaTOYHBIC M3MEHEHHUS MMOYEK: CHIDKEHUE KiTyooukoBoi punbrparuu 70 - 80 mu/mun/1,73 m?,
runepreH3us uian nporeunypus. K ¢akropam pucka nepMaHeHTHOTO MOPaKEHUs MOYEK B
OCTpOM CTaAMM OTHOCATCS: HEOOXOJUMOCTh B TeMoranu3e 0oJiee S AHEH, JTUTEIbHOCTh
osmmroanypuu 6osee 10 quel, kosmuecTBo nouHykKIeapoB > 20 000 x 109/m, mopaxkenue [THC,
TSDKENbIE KUIIEUHbIE OCIOKHEHHUS . Y OOJIIIMHCTBA MallMEeHTOB 3ToH rpymmsl yepe3 20 - 30
net pa3BuBaercs TXITH.

Atunuynei I'YC
B nenom nporuos al'YC nebnaronpustabiii. CMEPTHOCTb B OCTPOM CTauu
cocrtaBisieT 5-10 %. [TpubnuszutensHo y 50 % nammentoB passuBaercs TXIIH, yamie B
TeyeHue | roga oT Hayana MaHudecTanuu. JKCTpapeHaabHble MPOSBICHUS, Yallle OpaKeHHe
IHHC (cymoporwu, koma, uiiemudeckre ogaru Ha MPT) ormeuatorcs He menee yem y 20%
MalHEeHTOB.
Peunnusel al'YC oTMeuaroTcst mpu Bcex BapuaHTax, yalle y NallueHTOB ¢ MyTaluei
MCP. I[IpoBouupyrorre HHPEKIUH TPy ITON MyTaIlUH COMPOBOKIAIOTCS OCTPHIM F'E€MOJIH30M,
tpombormronenueit u OITH B pe3ynbpTare remorioOnHypun. B OONBIIMHCTBE 3TUX CyyaeB
(GyYHKIHS TTOYEK MOJHOCThIO BOCCTaHaBIMBaeTcs. [IpoMeXyTok BpeMeH! MEXKTy PelUIuBaMu
MOJKET K0J1e0aThCsl OT HECKOIBKUX HEJENb IO MHOTHUX JIET.
Haubouiee OnaronpusTHeIi mporHo3 otMeuaercs npu Hannuun MCP myranumy,
Haunbosiee HeOmaronpusaTHbIN - pu CFH 1 codetannbix mytanusax. Bo ¢paniysckom
uccienoBanuu cmepth win TXIIH B Teuenue menee yem 1 roga oT Hayana 3a00JieBaHuUs
otMmeuenbl y 60% c myrauueit CFH, y 37% ¢ myranueit CFl, y 33% ¢ myranueit C3, y 60% c



KOMOMHUPOBAaHHBIMH MyTalusiMu, y 32% B rpynie ¢ Heu3BecTHOI atuosnoruei u 0% c
myranueir MCP. V 6onpHbIX ¢ anTu-CFH anTuTenaMu B ciryyae paHHETo JICUSHHS
1a3mMaoOMeHamMu 3a00JIeBaHUE UMEET OJArONpUsATHOE TEUCHHUE.
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