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Epidemiology Collaboration 2009)

STEC-I'YC — THNHYHBIi réMOJIMTUKO-YPEMUYECKUH CHHIPOM



TepMHHBI ¥ olIpeaeeHHus

ATHIIMYHBIA TeMONUTHKO-ypeMudeckuii cunzipoM (al'YC) — cucreMHoe 3a6ojieBaHKe M3
rpynnsl  TPOMOOTHYECKMX  MHKDOAHIMOMATHH €  NPOTPEeCCHUpPYIOIMM  TE€YE€HHEM H
HeONMaronpHATHBIM TPOTHO30M, B OCHOBE KOTOPOTO JEKHT HEKOHTpONMpyeMas aKTHBaLUA
aNbTEPHATHBHOTO IyTH KOMIUIEMEHTa HAcClCACTBEHHONH MM MNpHOOPETEHHONW NpPUPOAEL,
NpUBOISAILAS K TeHEepaJH30BaHHOMY TpoMO0oOpa3oBaHHIO B COCYNaX MHKPOLMPKYJISTOPHOTO
pycna. \
KoMIieMeHT-0nocpeioBaHHas TpOMOOTHYECKass MUKPOAHTHONIaTHA — TPOoMOOTHYECKas
MHKPOAHTHONATHs, BbI3BaHHAd THMINEPAKTHUBalMe albTEPHATHBHOIO IMYTH KOMILIEMEHTA
BCJIEACTBHE HAPYUICHHS PEryJIaluH, O0yCIOBICHHON MYTalUsAMH TeHOB GelKOB-pEryisTopoB
WIH ayTOAaHTUTENaMH K (akTopy KOMIUIEeMEHTa H — OCHOBHOMY pETYISTOPHOMY IPOTEHHY
abTEPHATHBHOTO MyTH KomIuieMeHTa. Cunonum: al YC.

KoMmieMeHT-0/IOKMpYIOIasd Tepamus — Tepamnus, HalpaBicHHas Ha IOJABJICHHE
aKTHBHOCTH CHCTEMBI KOMIUIEMEHTa U CNOCOOGCTBYIOINAs TEM CaMbIM MPEKPALICHHIO MIPOLECCOB
MHKPOLIUPKYIATOpHOro TpoMOooGpazoBaHusl.

MHKpPOQHTHONIATHYECKHI TeMONU3 — BHYTPHCOCYRHCTBIH HeMMMyHHBIH (KymOGc-
HEraTHBHBIM) MEXaHHYECKH T[EMOJIM3 B pe3ylbTaTe MOBPEKACHUA SPHUTPOLIUTOB MpPH
HMPKYJIALHH B Cy)EHHBIX 3a CUET OKIJTIO3HH TpoMOaMH cOCylaX MEKPOLMPKYIATOPHOTO pycia.

TpomGoTHyecKkas  MHUKPOAHTMOMAaTHS —  KIMHHUKO-MOP(OJOrHYECKMA  CHHAPOM,
XapaKTepu3yIoLuii 0coOblif THIT MOPaKEHHA COCYHOB MMKPOLMPKYIATOPHOTO pycia, B OCHOBE
KOTOPOTO JIEXUT MOBPEXAECHHUE SHIOTENUS C rlocnez(ylommw TpoMO006pazoBaHEM.

TpomGoTuyeckas  TpoMOOUMTONEHHYeCKass  mypmypa —  cHcTeMHas  (opma
TPOMGOTHYECKOH MHKPOAGHTHONATHH, 00YC/IOBICHHAs CBEPXKPYITHBIMH MyJIbTHMEpaMH dakTopa
don Buinebpanaa BcieacTBHE MNpHOOpeTEeHHOro (ayTOaHTHTENa) HIM HACIEACTBEHHOIO
(Myrauuu resa) nepurpra ADAMTS13.

Okymu3symaG** — mpenapar rpynmbl  KOMILUIEMEHT-HHIHOMDYIOIIMX — QHTHTEI,
NPEeACTABIAOLHIA CO00M peKOMOWHAHTHOE TYMaHM3HPOBAaHHOE MOHOKJIOHAJIBHOE AHTHTEJIO
kiacca Ig G k C5 koMnoHeHTy KomiuieMmenTa. [Ipenapar 61okupyer pacuierienne C5 Ha CSa
C5b, nmpenarcTBys TeM caMbiM 00pa3oBaHHIO MEMOpaHO-aTaKyrOINEro KOMIUIEKCAa M MOMaBiss
NPOBOCHATKTENBHOE, MPOTPOMOOTHYECKOE M JIMTHYECKOE JECHCTBHS KOMIUIEMEHTa, 4TO
NPeAoTBpalIaeT MOBPEXACHHE SHAOTENHS W MPEKpallaeT MPOLECCH MHUKPOLUPKYJIATOPHOTO

TpoMb00OpazoBaHHs.



ADAMTS13 - MeTanjonpoTteasa, paclieuifiomas CBEpXKpyHBIE MyIbTHMEPHI GakTopa
¢oH BuuteOpaHma, IHArHOCTHYECKMH Mapkep TpPoMOOTHYECKOH TpoMOOHHMTONEHHYECKOH
MypIypHI.

STEC-TYC - uH(}EKIHOHHO-OMOCPENOBAHHBI T€MOIHUTHKO-YPEMHYECKHA CHHIPOM,
Pa3BMBAIOIIHICS BCIEACTBHE MH(UUMPOBAHUS LIMra-TOKCHH NPOJYLHPYIOINMMH GaKTepHAMH:
3HTEporeMopparudeckoii unm sHtepoarrperatuBHoil E.coli mmu Shigella dysenteriae I Tuma.
CHHOHUM: TUITHYHBIH F€eMOTHTUKO-YPEMHYECKHI CHHIPOM.

CFH (¢akrop H koMIuieMeHTa) — OCHOBHOM pEryIsATOPHBI (aKTop aabTEepHATHBHOIO

MYTH KOMIUIEMEHTa, KOHTPOJIUPYIOLIU €ro aKTHBHOCTb.




1. KpaTkasi undopmanusi no 3a6o1eBaHHIO HIIH COCTOSIHHIO (rpynie

3a00/1eBaHMH HJIH COCTOSTHHIA)

1.1 Onpenenenne 3a60jeBaHus HaHM _cocTosinua (rpynnel 3aConepaHuii _njam
COCTOSIHM M

ATHNHYHBIA reMoUTHKO-ypeMudeckuit cuaapoM (al'YC) — sto cucreMHoe 3a6oneBaHue
¢ u3 rpynnsl TpoMboTHyeckux MukpoaHrnonatuii (TMA) ¢ mporpeccupyroiiuM Te€YeHHEM H
HeGAronpHUATHEIM TPOTHO30M, B OCHOBE KOTOPOTO JIEXMUT HEKOHTPOJUpYEMas aKTHBaLHs
aneTepHaTHBHOTrO myTH KoMiuieMeHTa (AITK) HacneacTBeHHON MM MPUOOPETEHHOM MPUPOAEI,
NpHBOJALIAS K TEHEpaIH30BaHHOMY TpoMO600Opa3oBaHHIO B COCYNax MMKPOIMPKYJIATOPHOTO
pycna [1,2].

TMA - reTeporeHHas rpyimna CHHApOMOB/3a6oeBaHU#i, HMEIOIMX CXOAHBIA KIMHUKO-
‘mopdonormyeckuit denotun [1-4]. Knuauuecku TMA nposersercss TpomGouuroneHuei
notpe6GieHHsd, MUKPOAHTHOMATHYECKOH TeMONMTHYECKOH aHeMHel (MEXaHMYECKHMH reMoinus),
JHMXOpPaJAKOH M UINEMHUYECKHM MOPKEHHEM Da3iMYHBIX OPraHOB, INIABHBIM 06pa3’oM, MOYEK M
uentpansHoi HepBHo#t cucrembl (LIHC). TI'mcronormyeckas kaptuHa octpoii TMA
PEeICTaBICHa OTEKOM 3HIOTE/MAIBHBIX KIETOK ¢ MX OTCOHKOH or Ga3anpHOH MeMOpaHb,
pacIIMpeHHEM CyOIHIOTEHANIBHOIO MPOCTPAaHCTBA C HAKOIUIEHHEM B HeM amopdHoro
memGpanonogo6Horo marepuana W obpazoBaHHeM TpoMOOB, cojepXaluX TpPOMOOLHMTBI H

(GHUOpPHH, U HEPEIKO BBI3BIBAIOIUX MMOJHYIO OKKIIIO3HIO POCBETA COCYAA.

1.2 JTHon0ornsa M _maroreHe3 3aoeBaHus WIH COCTOSHHA (rpynnbl 3abonesanmii
HJIH COCTOSITHMH

a'VC o0ycrnoBneH TeHETHYECKMMH HapyIICHMSAMH HIH, peXe, ayTOMMMYHHBIMH
peaKuUsIMH, MPUBOAAIIMMH K MATOJIOTHH CHCTEMBI KOMIIIEMEHTA, YTO IOCIIYXKHIIO OCHOBAHHEM
JUIs TIOABJICHHA TEPMHUHA «KOMILTeMEHT-onocpenoBaHHat TMA», KOTOpBIH CErofHs ABIACTCA
CHHOHMMOM TepMHHa «al ' YC». B GonpmuHcTBe cnydaeB al YC accouMMpoBaH ¢ NeHETHYECKH
o6ycioBieHHBIMH Jedektamu perynsuuu AIIK, pesynsTaToM 4Yero sBiseTCs €ro XpoHHYecKas
HeKOHTpoJupyeMas aktusauui [1,5]. Kpome Toro, noutn y 20% nanueHToB, NpeUMyHIECTBEHHO
JeTedl, BBABIAIOT ayToaHTHTena K ¢akropy H kommaemenra (CFH) — ocHoBHOMY
peryastopaoMy mporteuHy AITK, Hajivuke KOTOPBIX NPUBOIUT K TEM K€ MOCIEICTBHAM, YTO

ero Myrtauud. «AHTHTENBHBIY al'YC CKIOHEH K 4YacToMy peluauBupoBanmio [1,6,7]. ¥V



naiuedToB ¢ al'YC Moryt ObITh MACHTHOHLUHPOBaHBI cieAylomue AedeKTsl, NPUBOAAIIME K
u36bITouHoM akTHBanuu AITK [6-9]:

» MyTauMd TeHOB PpEryJlSTOpHBIX O€lKOB KOMIUIEMEHTa, HapyllalomMe MX
byukuun  (loss-of-function): CFH (dakrop H), CFI (daxrop I), MCP
(MemGpanubiii KodakropHsi#t nporeun), THBD (tpom6omonynun). Cpean Bcex
MyTamuii, accouuupoBaHHbIX ¢ passutueM al'YC, wmyraumu resa CFH
o6GHapyxuBaroT Haubonee yacto (okono 30% ciy4acs).

» Mytanuun reHoB ¢aktopa B (CFB) u C3 KkoMIIOHEHTa KOMILIEMEHTA,
00ecTIeYMBaOIIHE 3HAUNTEBHOE HapacTaHke X akTHBHOCTH (gain-of-function).

» Amnrurena k CFH u accouuupoBaHHas ¢ HUMH Jgenenus B reHax CFH-cBa3aHHBIX
6enko — CFHR1, CFHR3 unun CFHR4 [8,10].

HecMOTps Ha  COBEpILICHCTBOBaHHE METOAOB TEHETHYECKOrO  HCCIENOBaHMI,
djaeHTuGUIMpOBaTE MyTauHH yaaercs gumb y 50-70% naunueHtro ¢ al'YC [7]. Ilpu arom
OTCYTCTBHE CEMEHHOM MCTOPHMH HE HCKIIOYaeT BO3MOXHOCTH TIE€HETHUECKOH IIPHPOABI
3a00NIeBaHMs; IOCKOJIBKY MIEHETPAHTHOCTh FE€HOB cOcTaBisgeT auub 50%.

Hmeromuecs y mnauueHToB ¢ al YC MyTranuM NpHBOAST K HaApyIICHWIO 3allHUTHI
SHAOTEIMANBHBIX KJIETOK OT aKTHBAlMH KOMIUIEMEHTa BCIEACTBHE AedHLUTa HIM, 4Yalle,
GyHKIHOHANBHBIX HAPYIICHHH GeNKOB-perynaropoB. B HopMe perynaTopbl akTuBHOCTH AIIK u
dakroprl, ycumusaroiue ero aktusHocts (CFB u C3), Haxoastcs B cTporo c6anaHCHpOBaHHOM
cocrosHuu. I'eneTnueckuii nedexr peryasropusix nporeunos — CFH, CFI, MCP u THBD -
BBI3BIBAECT CHIXKEHHE HX QyHKIHMOHANBHOM akTuBHOCTH. Hanpotus, myrauuu B reHax CFB u C3
YCHJIMBAIOT MX aKTUBHOCTH. JlMcperynsuus KOMIUIEMEHTa BEINET K HETPEeKpaLiomeMycs
paciemieHHIo KoMnoHeHTa C5 Ha MOIIHBIA MpoBoCTaIMTENbHEIH aHapunakcun CSa u CSb,
KOTOpBIN HHMUMHMpYET obpasoBaHue meMOGpaHoaTakyrouero kommiekca C5b-9, obnanatomero
NpoTpOMOOTHYECKUM H LIHUTONMTHYECKHM JeiicTBueM. TakuM obpasoM, y mauueHToB ¢ al'YC
HEKOHTPOJIHPYEMYIO AaKTHBALUMIO KOMIUIEMEHTa BBI3BIBAIOT JHOO CHIKEHHAd (QyHKUMA
daxropos, perymupyromux geiicteue AIIK, nub60 ycmiaeHHe aKTUBHOCTH (aKTOpOB,
aKTHBHPYIOIMX ero. B 00oux cnydasx pa3BuBaercs aucbaigaHc Mexay $pakTopaMH KOHTPOJsS H
aKTHBALIMK B CTOPOHY Ipeobnananus nocieaHux [8,11]. Pe3ynpraToM M3GBITOUHOM aKTHBALUK
AIIK Ha mNOBEPXHOCTH SHAOTENHATBHBIX KIETOK SABISETCs HapacTaiomee oOpasoBaHHe
MeMOpaHO-aTaKyIOWIETO KOMIUIEKCA, BBI3BIBAIOIIGE MX MOBPEXACHHE C OGHaXEHHEM
CYO3HIOTENHAIBPHOTO  MaTpHMkca, TpaHcdopMauueit arpombormueckoro (¢eHoTHIA B
NpoTPOMOBOTHYECKHH M MPOBOCTIIAIUTENBHBIH M MOCIeAYIOIUM obpazoBaHueM TpoM6boB [1,2,11].

JlononHUTENbHBIA BKIAN B Ipouecc TpomOooGpasoBaHus y manueHToB ¢ Myrauuamu CFH



MOJKET BHOCHTh TaK)X€ aKTHBAaLlMs KOMILIEMEHTA Ha OBEPXHOCTH TPOMOOLIMTOB, MPHBOAIIAA K
YCHIIEHHIO HMX (YHKUHOHAIBHON aKTUBHOCTH. I[IperMyLIECTBEHHOE NOpPaXCHHE MOYEK IIpH
a'YC, no-puauMoMy, CBS3aHO C 0C000if YyBCTBHTENBHOCTBIO  (PEHECTPHPOBAHHOTO
IJIOMEPYJIAPHOTO 3HIAOTENHA K MOBPEXACHHIO, OOYCIOBJICHHOMY HapyIICHHOM perynsuuei
KomIuieMeHTa [1,12,13].

Paszpute al'YC nOJNHOCTBIO COOTBETCTBYET TEOpHHM ABOHHOTO yjapa. I'eHeTHuecKHe
AHOMAJIMM KOMIUIEMEHTA CIIEAYeT CUMTATh HE MPUYUHOM, a PaKTOpOM, NMpeapacnosaraloluM K
pasuTHIO TMA. YCTaHOBIEHO, YTO MyTaLMH TeHOB KOMILIEMEHTa WM ayroanturena k CFH,
KOTOpHIE paHblle pacCMaTpPUBAIM KaKk OCHOBHYIO npHuuHy al YC, nMiue npeapacnonaraior K
pasputiio TMA — «nepBeiit ynap». s peanusauuu 3TOH NMpeApacHoioXeHHOCTH Tpebyercs
JIOTNIOTHUTENNbHEIE (aKTOpPHl — «BTOPOH yJaap» — KOTOpHI€ MOIYT IOBIHMATH Ha Pa3BUTHE WIIH
nporpeccupoBanrie al'VC [4,14]. Takumu ¢axTopamMy, BBI3HIBAIOIMMH JOMOJHUTEIHHYIO
aKTHBALMIO KOMILIEMEHTa Y TIPEAPacHO/IOKEHHBIX JHUL U MOTOMY Ha3BaHHBIMH KOMIUIEMEHT-
AKTHBHPYIOLIMMH COCTOSHUAMH, CITyXKaT HHQEKUUH, B IEPBYIO 04€PEb, AbIXaTEIbHbBIX IyTeH U
xenmynouHo-kumeyHoro Tpakra (30% cnyuaeB), GepemeHHOCTs (7-17%), TpaHCIUIaHTaLHs
COMMAHBIX OPraHOB M KOCTHOro mosra (y 5%), ayToMMMyHHBIE 3a00/ieBaHHS, XMPYPrHYECKHE
onepauuu ¥ np. OnHako TOYTH y MNOJNOBMHEI NauueHtoB ¢ al'YC TpurrepHsie (akTophl

uneHTudUIHpoBaTh He yaaercs [2,15].

1.3 Dnuaemuonorus 3aGojieBaHusA WiaH cocTogHHA (rpynnbl 3a6oneBaHMi HIH
COCTORHHIH)

al'YC npencrasnger cobGoit  ynbTpapeakoe (opdaHHOe) 3aboneBaHHME, KOTOpOE
BCTpeuaeTcs B JIO0OM BO3pacTe, OJHAKO Yallle mopaxaeT JeTedl M Mononbix B3pocibix. Ilo
JaHHBIM Pa3HEIX aBTOPOB, B MHpe 3abGoneBaeMocTs coctaBisieT 0,23-1,9 HOBBHIX cilydaecB Ha 1
MJIH Hacej€HHs B TOMyJAUMH B LEJIOM, paclpOCTPaHEHHOCTh — NpUMepHO 4,9 Ha 1 MiH ¢
KonebanusaMH oT 2,2 [0 9,4 Ha 1 MIH cpeau gered M moapocTkoB [16,17]. 3aboneBaeMOCTE H
pacIpOCTPaHEHHOCTh B Halllel cTpaHe Heu3pecTHhl. al'YC OJMHAKOBO 4aCTO Pa3sBHBACTCA Y
MYXU4MH W xeHuH. [Ipun MaHudecTanuu B Gonee crapmieM Bo3pacTe 60E3HE HECKOIBKO Yalle

NOpaAXacT XCHIIHUH.

1.4 OcobGenHocTs KOAMDPOBaHHS  3a00JeBaHHA _ HAH ___cocTosHufl _ (rpynnsl

3a60eBaHuii WK _cocTroguuii) nmo MexavHapoanoii CTATHCTHYECKOH KIaccHPAKARAH
GoJie3Heli B Npo6aeM, CBA3AHHBIX CO 310POBLEM

N08.2* — I'noMepynsapHbIe opaxKeHus Npu 601e3HAX KPOBH H HMMYHHBIX HapYIUEHUAX

D59.3 — 'eMOAUTHKO-ypEMUYECKUH CHHAPOM




M31.1 - TpomGoTHYECKas MUKPOAHIHOMIATHS
N17.0 — Octpas noye4Has HeAOCTaTOYHOCTH € TYOYISAPHBIM HEKPO30OM

N17.1 — Octpas noyeyHas HEJOCTATOYHOCTD C OCTPBIM KOPTHKAJIBHBIM HEKPO30M

1.5 Knaccubukauus 3aGonepanus WiaM cocrosiHus (rpynner 3aGonepanuii wiM
COCTOSIHMIA)

Ucropuuecku TMA knaccuuu¥poBalM Ha MEPBHYHLIE M BTOPUYHBIC, IPUYEM
nepBoHaYaIbHO nepBHaHble TMA BiUIIO4aTH B €61 TpOMGOTHIECKYIO TPOMOOLMTONEHHYECKYIO
nypnypy (TTII) u remonuruxo-ypemudeckuit cuapom (I'YC) [18]. Ilpuuuno#t nocneaHero
ABIseTcss MHQEKUHs mMra-TokcuH npopyuupytomeii Escherihia coli (STEC), u3-3a yero
ceromHs oH moxyuun Haspamde STEC-IT'YC. TTII o6ycnoBneHa NpHOOPETECHHBIM HIIH
reHeTHYeCKHM JAeQHMUUTOM aKTHMBHOCTH Metaionporeasst ADAMTS-13 (meHee 5 %),
pacIIETLIAIONIEH CBEPXKPYIHBIE MYIBTHMEPHI dakTopa GpoH Bunnebpanzna, KOTOpEIEC B YCIOBUAX
HEJOCTaTOYHON AKTUBHOCTH (IepPMEHTa HHAYUMPYIOT oOpa3oBaHHE TpPOMOOB B COCyJax
MHKpOLHpKy/sTopHoro pycna [19,20]. STEC-T'YC — naubonee yactas ¢popma I'VC, Ha gomo
KOoTOpoii mpuxoautcs moutH 90% B ero crpykrype. Okono 10% npunamiexur I'YC, He
camanHoMy co STEC-undexuueit, kotopsiit ¥ 6bu1 HasBaH al' VC. B 80-x rogax XX Beka Gpuia
ycTaHOBieHa cBs3b al YC ¢ HacieACTBeHHBIMH WM NpuobpeTeHHBIME aHomanuamu ATIK,
KoTopbie GbuTH 0OGHapyxeHBI B 50-60% ciy4aes, 9TO MOCTYXHIO OCHOBaHHEM oTHeCTH K al'YC
TONBKO KoMIUIeMeHT-onocpenoBannpii ['YC. TMA, accolHHpOBaHHBIE C GEpeMEHHOCTHIO,
AyTOMMMYHHBIMH M OHKOJIOTHMECKHMH 3a00NCBaHMAMM, JIEKapCTBCHHBIMM CPEACTBAMH,
3JI0KAYECTBEHHOM apTepHalbHON TUNEPTOHHEH, TPaHCIJIAHTALME# COJIMAHBIX OpraHOB H
KOCTHOTO MO3ra COCTaBHIM rIpyminy BropuuHelx TMA [18]. B Hacrosimiee BpeMs
NpeANPUHAMAIOTC TIONBITKH OOHOBNEHHs 3TOH KinaccHukanuu. B 4acTHOCTH, pElICHHEM
xoHpepenun KDIGO 6bUT0 NpeaioxkeHO 3aMeHHTh TepMHH «al YC» TEPMHHOM «TIEpBHYHBIH
al'YC», 0603Hauas UM Clly4aH ¢ YETKO YCTAHOBICHHBIMH reHeTHueckuMu aepexramu ATIK ninu
antutenamu k CFH, a Bropuunsie TMA UMEHOBATh B 3aBUCHMOCTH OT BBI3BaBILICH UX MPUYHUHBI,
HANpUMep, «IeKapcTBeHHb al'YC» WM «accouMupoBaHHbIH ¢ OGepemeHHoCThIO al'YC»
[21,22]. JipyruM mOpensioKEeHHEM, NpEACTABIAOMHAMCS Gonee OGOCHOBAHHBIM, ABIACTCSA
pazzenenue al'YC Ha kommiemeHT-onocpeaoBaHHblil I'YC (coGctBenHo al'YC wiid nepBUYHBIHA
al'YC) u Bropuunsiii I'VC, noa KOTOpHIM NMOHHMAIOTCS CHTyalldH, 00O3Ha4yaeMble paHee Kak
sropuunsie TMA [23,24]. B momoGHBIX CllydasX NpEAToJiaracTcsi BO3MOXHOCTb BTOPHYHOH
aKTHBALMM KOMIUIEMEHTa KaK pe3yJbTaT MOBPEXKACHUS SHAOTE/MS, BBI3BAHHOTO pasIHYHBIMH
daxropaMu ¥ MexaHW3MaMH y TalKEHTa, HE HMEIOIIETO ICHETHYECKMX AHOMAMHM CHCTEMBI

koMmIuteMenTa [25]. ITpennaraercs Tawke HoBas Kiaccuduxanus TMA, cornacHo kotopoit TMA

10



CleyeT pa3fieliaTh Ha HACIEACTBEHHEIE, MPHOOPETEHHbIE, aCCOLMUPOBAHHEIE ¢ HHpeKuueH u
BTOpUYHBIE. B cooTBeTcTBHH ¢ 3TOH Kiaccupukauuei al'YC, o6ycnoBneHHBIA aHTHTENAMH K
CFH, oTHOCHMTCA K rpynne nepBH4HbIX npuodpereHHblx TMA, a al'YC, accouMHpOBaHHBIA €
reHetHueckuMu Aedekramu AITK, BXxoauT B rpyniy NepBUUYHBIX HacneAcTBeHHBIX TMA [25,26].
TakuM 06pasoM, CeroqHs He cywecTByer obmenpuHATHIX Knaccuduxauuii TMA u al'YC. B
CBSI3HM C 5TMM B HACTOSIIMX PEKOMEHAALMAX HCMOJB3YETCs KiacCH(UKanus, B COOTBETCTBHH C
xotopoii a'CV (xoMmmieMeHT-onocpenoBaHHas TMA) oTHocuTcs K mepBHYHBIM TMA, BCe
OCTalbHBIC NepevrcieHHble Bbime TMA paccMaTpuBaloTcs kak BropuuHbie. al'YC Ttaxoke
NOJpa3JeNsAercs Ha ceMelHyio WM cnopaguyeckylo ¢dopMmbl. B crpykrype al'YC Ha pomo
ceMeiiHoro (QMarHocTUpyeMoro no KpaiiHeii Mepe y JBYX WICHOB CEMbH) NPHXOAMTCS, IO
pasHbIM JaHHBIM, Beero 10-20%, Toraa kak cropaaudeckuil al'yYC, npu KOTOPOM OTCYTCTBYET
ceMeiiHbli aHaMHe3, BeTpedaetcs y 80-90% nauueHToB ¢ 3Toi naronorueil. CieayeT NOMHHTS,
YTO OTCYTCTBHE 3a00JIeBaHUA y POACTBEHHHKOB HE HCKIIOYACT €r0 HACIEACTBEHHBIH XapakTep

[1,16].

1.6 Kannnueckas xapruHa 3aGojieBauus uaM cocrosHus (rpynnpl 3aboneBanmii
HJH COCTOSIHHIA

Knunuueckas kapruna al'YC oT/iM4aeTCs 3HaYMTENBHBIM HOMTHMOPGH3MOM. OCHOBHBIMH
NPOSIBJICHUAMH 6onesHu ABJSIOTCS TpOMOOLIUTONEHHS, MHMKpOaHTHONaTHYecKas
remonutuyeckas anemus (MAIA) u octpoe mopexxaeHue modek (OINI), cocrasnsrompue
Knaccuueckyro Tpuany TMA [1,2,15]. Iloutd y monoeuusl mamueHToB ¢ al ' YC 3a6onesanune
pasBMBAeTCA TMOCTE BO3JCHCTBHA TPUITEpOB, Hauboice 4YaCTHIMM M3 KOTOPBIX CIyXKaT
MH(EKIMH: B MEPBYIO OdYepelb, AbIXaTelbHBIX myTel (y 18% manMeHTOB) M JKEMyAO4HO-
KuueyHoro Tpakra (23-30% ciydaeB). Hepenko al' YC pa3sBHBAacTCs MM pELHAUBHPYET MOCHE
nepeHeceHHbIX BUPYCHBIX MHOexumii — rpunna HINI1, BerpsiHo#i ocmbl. BaxHeiM dakropom,
crocoGCTBYIOMMM  pasBuTHIO WM peuuauBy al'VC, sBiasercs OGepeMEHHOCTh, KOTOpas
npeauiecTByer 3abonesanuio y 7-17% NalueHTOB, M TPAHCIUIAHTAlMA OpraHoB — y 5%
nauuenTos [1,16].

B GonpmuHcTBE cnyuaeB al'YC HaumHaercs BHesanHo. Hepeaxo 6onesHs
MaHH(DECTHPYET HeCTeUMUUECKMMH CHMOTOMaMH — CNaboCThIO, YTOMJIAEMOCTBIO, OOLIMM
HEIOMOraHHEM, TPHUINONOAOGHBHIM CHHAPOMOM. Y B3pocisix nauueHToB B 20% ciydaes
OTMEYaeTcs CTEPTOE HA4ano ¢ MEAJICHHBIM mporpeccHpoBaHueM. IIpu 3ToM MOXET IJIMTENBHO,
JI0 HECKONIBKMX MECSLEB, NMEPCHCTHPOBATh AHEMHsS JIETKOH CTENEHH INpPH HE3HAYHUTENHHOM
TPOMOOLUTOIEHUH WM e OTCYTCTBHM H COXpaHHOH QyHKuuM nodex. Bo3MOXHO Takxke

pasBuTHE «HenonHO» TMA Ge3 TpomMbouuTtonmeHuu MM, pexe, MAT'A. B pane ciyyaes
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ONMHCAHO pa3BUTHE TONBKO MOYEYHHIX NpH3HakoB TMA B OTCYTCTBHE TI€MaTOJIOTHYECKHX
HapyueHui [27].

V 60/MBIIMHCTBA NAlMEHTOB KIMHAYECKAs KapTHHA NpeACTaBlieHa TPOMOOLHMTONEHUEH,
HeuMMyHHOI MAT'A u OINII [1,2,16]:

» TpomGouurtonenus (Menee 150000/MM® WM CHWXKEHHME 4HClIa TPOMOOIMTOB
Gonee 4yem Ha 25% OT MCXOZHOTO) pPa3BMBAETCS BCIECACTBHE NOTpeOIECHHA
TPOMOOLMTOB B MPOLIECCAX MHUKPOLIMPKYISTOPHOTO TpoMO600OpazoBaHHs.

» MATA (remornobun, xak npasuwno, MeHee 100 r/m) sBisercd pe3ylbTaToOM
MEXaHHYECKOT'0 TeMOJIM3a BCIIEICTBHE NMOBPEXKACHHS MEMOpaH 3pHTPOLIMTOB NIPH
KOHTaKTe ¢ TpoMOaMHM M BO3JCHCTBHM MeXaHM3MOB shear stress B CYKEHHBIX
cocyaax Majoro kanubpa. Hamwuue remonusa NOATBEPKAACT HH3KHHA YPOBEHb
ranTorno0MHa ¥ BBICOKMH — JakrataeruaporeHassl (JIJII) B kpoBH, a
MHMKPOAHTHOMAaTHYECKYIO  NpPUpOJY TEMOJHM3a — HAJM4YHe IUM3O0LMTOB
(IUMCTOUMTOB) B Maske MepudepHyeckoii KpoBH, M OTpPHLATENbHAs peakuus
Kym6ca.

» Tlopaxenue mouek B GonpIIMHCTBE ciiydaeB Manudectupyer OINII ¢ HamuyueM
OJTMro/aHypHu Ui 6e3 Hee. Y MalUEeHTOB ¢ COXPaHEHHBIM JHYPE30M OTMEYaeTCs
NPOTEMHYPHs PA3HOM BHIPAXEHHOCTH. [Ipy MOCTENEHHOM pa3BUTUH 3a60/1€BaHuUS
MOXET pa3sBHTHCH HeppoTHUeckHil CHHAPOM. BO3MOXHO MOSABJIEHHE reMaTypHH.
OIIIT He Bcerga ObIBaeT nepBBIM MPOSBICHHEM O0se3HH: 0k010 17% nmanuMeHToB
JEMOHCTPHUPYIOT JIMIIb YMEPEHHBIH MO4EBO# CHHIAPOM Oe3 HapyIeHHs QYHKUUH
nouek. B peakux cnydasx al'YC Moxer [OeOIOTHpOBaTh H3OJIMPOBAHHOM
NpOTEHHYpHUEH U YMEPEHHBIM MOBHILICHHEM KpeaTHHHHA B KPOBH, KOTOPO€ HE
HapacTaeT. BonapmuHCTBO B3pocisix mamueHToB ¢ al'YC u OINIl B MOMeHT
FOCIIMTAIM3alMHd HYXJAIOTCA B TPOBEJCHHH TreMoavanu3a. TepMHHalbHas
MoYeYHas HeAOCTaToYHOCTh NpH al ' YC pa3BHBaeTCs HE3aBHCHMO OT XapaKrepa
maHubecTanuu 601e3HH, HEpeIKO B Mcxoae nepsoro snu3oga TMA [1,2,16].

» V GonpmuHCcTBa ManueHTOB ¢ al ' YC pa3BuBaeTCsl apTepHalbHas THIICPTOHHUS
BCICACTBHE TEPErpy3kH o0BEMOM B CIydyae  OJNMrO/aHypHM  W/WIH
THIIEPPEHMHEMHH BCIEACTBUE HIIEMHH TKaHH NOYeK, obycnosneHHoH TMA.

» al'VC npencraBnser coboif cucremHylo TMA, npu KOTOpOo#H pa3sBHUBAeTCA
NOpaXeHHe HE TOJIBKO MOYEK, HO M APYTHX JKM3HCHHO BaXHBIX OpPraHoOB —
T'OJIOBHOTO MO3ra, CepALa, JIETKHX, MUIIEBAPUTENBHOIO TPaKTa, OpraHa 3peHHus H

ap. [4,28-31]. DkcTpapeHaibHbie MpOsABICHHS 3abosieBaHUs OOHApYKHBAIOT HE
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meHee yeM y 20-30% mauueHTOB, PH 3TOM JBE TPETH U3 HHX HMEKOT Gonee
OJIHOTO OPraHHOTO MOPa’XEHHsI, KpOME MOUEK.

» BonpmmacTBo mandeHtoB ¢ al YC HMeeT MaccUBHBIE NMEpH(pEpHIECKUE OTEKH
BIUIOTH [0 aHACapKH M MOJIOCTHBIE OTEKH (TUAPOTOPAaKC, THAPONEPUKApP, aCIMT),
OCHOBHOM NMPHYMHON KOTOPHIX ABJseTca BosielicTBue aHadHiaoTokcHHOB C3a H
CS5a, ofpasyromuxca B mpouecce akrtuBamuu AIIK ©  BRI3BIBalOMIMX
0cBOGOXICHHE THCTAMHMHA, YCHIMBAIOIIETO COCYAUCTYIO MPOHHUIIaeMOCTs [32].

» Tlopaxenwe IIHC  pasHoit  cTemeHH  BBIDOXEHHOCTH  (COHIMBOCTB,
Pa3spaKUTENbHOCTh, CYAOPOTH, HAapylICHHd 3pEHHsd, T[EMHIape3 WM
reMHUILIETHs, CTYNOP, KOMa) pa3BUBAETCs MOYTH y NOJIOBHHBEI nanueHTos ¢ al'yYC.
B psane ciyyaeB BO3MOXHO pa3BUTHE OT€Ka TOJIOBHOTO MO3ra, 00yCIOBJIECHHOE
MOBBIIIEHHOM COCYIHCTO# MPOHHIIAeMOCThIO [33].

» V 40% nanuentoB ¢ al'YC pasuBactcs TMA MHOKapha, NpOsBISIOIIAACH
CHMIITOMAaMH JHJIATaMOHHOW KapAMOMHUOINATHM C IOCTENIEHHO HapacTalomeH
HIH OCTpO#l CepieyHOM HEeIOCTaTOYHOCTBIO, OCTpOro HH(papkTa MHOKapia,
TSOKEIBIMM HapyIIEHHs pPHTMa U IPOBOAMMOCTH, KOTODHIE MOrYT NPHUBECTH K
BHe3anHo# cmeptH [30,31].

» Jlerounas TMA MoXeT craTh NpPHYMHOM pa3BHTHA TIeMOpPParH4ecKoro
aNBBEOJIATA MJM OCTPOTO PECMHUPATOPHOTO AMCTPECC-CHUHAPOMA B3pPOCIIBIX.
HapacTatomas BClI€ACTBHE 3TUX NPUYUH JbIXaTelIbHass HEAOCTATOYHOCTh B psAje
cinydaeB TpeOyeT MPHMEHEHHS MCKYCCTBEHHOM BEHTWUNALMHM JerkuXx. Hepeako y
nauueHToB ¢ al'YC pa3BHBAlOTCS ABYCTOPOHHHE HMHQHIBTPATHl B JIETKHX, YTO
3aTpyaHseT BepuduKauMio auMarHoza W Tpebyer auddepeHImManbHOM
JMarHOCTHKH C BaCKyJMTaMU U HHPEKLMOHHON natosorueii [28].

» TlopaxxeHHe KelyI0YHO-KHIIEYHOTO TPaKTa BeTpedaeTcs Npubausutensto y 30%
nanuentoB ¢ al'YC. HauGonee wacto Habnogaercd NMOpaKCHHE KHIICUHHKA,
NpOSBIAIOLIEECS JUapeel, TOIMHOTOH H DPBOTOH, XOTA BO3MOXXKHO pasBHTHE
abmomuHaneHOTO 6oMneBoro cuHapoma. Hepenko oTMedaeTcs pasBHTHE OCTpPOTO
NAHKpPEeaTUTa C XapaKTepHbIMU KIMHHYECKMMH IIpM3HaKaMH BIUIOTh IO
MaHKpeoHekpo3a. ONHCaHO OCTpoe pa3BUTHE caxapHoro Juabera. Pexe
HaOMOAAI0TCs HIIEMHYECKHE HeKpo3kl iedeHu [28,29,34].

» TlopaxeHue KOXH, MpeICTaBICHHOE Pa3sBUTHEM OOLIMPHBIX O4YaroB HEKpo3a, Y
B3pPOCJIBIX TALMEHTOB BcTpeyaercs penako. OnmcaHa TaKKe JAHTHTAIbHAsA

HIIEMMYECKasi FAaHTPEHa, IPUBOAILIAS K aMITyTalluH MajbLeB PyK U Hor [28].
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» TlpumepHo y 5% NaLMEHTOB, valle Bcero npu akymepckom al YC, pa3suBaeTCs
MOJIHOPraHHas HEAOCTaTOYHOCTh, 00ycloBIeHHas reHepanuzopaHHOH TMA ¢

MOopaKeHHUEM COCYHdOB MHKPOUUPKYJIATOPHOrO pycia ) XU3HCHHO BaKHBIX OPraHoOB

[1].

2. /InarHocTuka 3a601eBaHUsI HIH COCTOSIHMSA (rpynnbl 3a601eBaHUH HIIM
COCTOSIHMIT), MEIHIIMHCKHE TOKA3aHHUA H IPOTHBONOKA3aHHUSA K NPHMEHEHHIO

ME€TOA0B THATHOCTHKH

o Hacmoswyezo epemenu cheyugpuueckue OuazHocmuueckue mapkepoer al'YC
omcymcmeyiom. [Huaznoz al'YC — asmo Ouazno3 uckniovernus. Ou ycmauaezzuéaemc;z Ha
OCHOBAHUU XAPAKMEPHOU KNUHUYECKOU KAPMUHbI nocie uckmovenus opyeux gopm TMA, kax
nepeuuHvlX, max u emopuyneix. B cea3u ¢ mem, yumo ece TMA nesasucumo om ux namozenesa
umelom cxoOHble KIUHUKO-NIAbOpamopHvie NPOSBIEHUA U OOWYIO 2UCMONOZUHECKYIO KAPMUHY,
Ype3eLIYaiHO  8AXNCHOU seasemcs OupdepeHyuarvnas OUAZHOCMUKA MeHCOY OCHOBHbIMU
popmamu nepeuunoi TMA — TTII, STEC-TYC wu al'YC. V e3pocavix nayuenmose ¢ TMA
HeobX00UMO MAKICe UCKRIOYUMb 3HAYUMENbHOE YUCTO 3a601e8aHuti U COCMOAHUU, npu
KOmMOpbix B803MOJCHO paszeumue emopuynbix TMA, 6 nepeyio ouepedb, CEA3AHHLIX ¢
bepemeHHOCMbIO U POOAMU, CUCMEMHBIMU 3000NE6AHUAMU (CUCMEMHAA KPACHAS 60N4AHKA
(CKB), aumugocgorunuonvii cunopom (ADPC), ckaepoloepmus), 3N0KAYECMBEHHLIMU
nosoobpazoeanuamu, BHY-ungpexyuedl,  cencucom,  310KA4ecCmEeHHOU  APMEPUANLHOU
2unepmen3ueil, JleKapcmeeHHoU mepanueil, CUHODOMOM OUCCEMUHUDOBAHHO20
suympucocyoucmozo ceepmuisanus (JJBC-cunopomom). Taxum obpazom, ouaznocmuxy al'yYC
MOJICHO npedCcmasums Kaxk O8YXYPOBHe8bll NpoYecc, npuiem OUQZHOCMUYECKUE UCCIe008aHUL
06oux yposHeti OONNCHbI OCYWeCmeNsimsCa He noCied08amenvHo, a 0OHoépemenno. Ilepsviii
yposeHv npedHazHauen Ons eepuguxayuu cunopoma TMA, emopoii — Ona eepucpuxayuu
HO30102Uu4eCcK020 OUAHO3a, U C IMOU Yeavio Heobxoouma Ouggdhepenyuanvuas ouazHocmuxa
mexncoy nepeuunvimu u emopuunvimu TMA u nepeuunvix TMA (TTII, STEC-I'YC u al'yYC)
Meoncoy cobou [1,2,15,16,35,36].

Anzopummvt deticmeuii npu nooospenuu na TMA u ouaznocmuxu al'yYC npeOcmaénenvi 6

pazodene «Ilpunoscenue By, n.1 (TMA) un.2 (al'VC).

2.1 Ka100b1 M aHAMHE3

Knunuyecxue Oannvie, NOAYYEHHbIE NPpU aHAAU3e acanob u anamuesa u ykasvigaroujue Ha

seposamnoe nanuvue al'YC, npusedenvi 6 pasdene 1.6.
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]

e Mkbl peKkoMeHIyeM IIpM OCMOTpE MNalMeHTOB ¢ moaospenneM Ha al'YC ¢ uenso
INarHOCTHKH pEHANBHBIX H SKCTpaHEHAIBHBIX NpOsBICHUA 3aboneBaHus oGpaTHTH
BHHMaHHE Ha Cleyomue Xauo0bl: nepudpepriecKue OTEKH, YMEHBIICHHE 00beMa
OTHENAEMOM MOYH, H3MEHEHHE 1[BETA MOYH; OJBIIIKA; FEMOPPArHUECKUE BHICHINIAHUSA Ha
Koxke; cnabocTe, BAJIOCTh, OBICTpas YTOMISIEMOCTb, OTCYTCTBHE  QIETHUTA,
rOJIOBOKPYKEHHE; TOJIOBHbIE GOMH, HapylieHHe 3pEHUs Pa3HON BBIPAXEHHOCTH (BILIOTH
JI0 TIOJIHOM CJIENOTHI); TOLIHOTA, pBOTA, GOJIM B )XHBOTE, YacThIM xuUAKHUi cTyn [1,2].
Vposens  yGeauteapnocTH pexomengammii C  (ypoBeHbL  10CTOBEPHOCTH
JA0KA3aTEeJILCTB — )

KommenTapuu: scanober nayuenmosg ¢ al'VC necneyuguunvi. B 0ebiome 3aboresanue
MoOJIcem  npomexkamb €O CMepmMuiMu  KIuHuveckumu  npossienusmu. Hepeoxo

eounHcmeeHHbiMU Jcanobamu sensiemcs caabocms u ymomasemocms [2].

2.2 Ou3nKaIbHOE 00Cae10BANNE

Hannvie Qusuxansnozo obcnedoeanus, ykasvieaiowue Ha eeposmuoe nanuuue al'yC,

npuegederul 8 pazoene 1.6.

e Mgl peKOMEHAyeM NpH OCMOTpe MalMEeHTOB ¢ mnojo3peHueM Ha al'YC ¢ wensio
JMArHOCTHKH PEHAIBHBIX M OSKCTPAHEHAJIBHBIX MPOSBICHHH 3a60/1€BaHMACOLEHUTH
HaJIM4HME: MOBLILECHHOM TEMNEpPaTyphl Tella; H3MEHEHHs KOXHBIX ITOKPOBOB (61€AHOCTB,
XKeNTyXa, TeMopparuu); nepupepuIeckux OTEKOB; BIAKHBIX XPHIIOB NPH ayCKY/IbTallHH
JIETKHX; paclIHpeHHs TpaHHL CepALa; MOBHIIICHHOIO apTEpPHAIBHOTO AaBJICHHS;
TaXHUKapAMH WIK HapylleHui putMa cepaua [1,2,3].

VpoBens  yGeauTeJqbHOCTH pekoMeHfanmii B  (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeJbLCTB — 3)

KomMMmeHnTapuu: ocanobvr nayuenmos ¢ al'YC necneyugpuunvi. B 0ebiome 3aboneeanue
MoJicem  Npomekamb €O Cmepmuimu  KIuHuveckumu npossnenuamu. Hepeoxko

COUHCMBEHHBIMU JCanobamu sensiemcs crabocms u ymomasemocms [2].

2.3 JlaGopaTopHbie AMATHOCTHYECKHE HCCIECAOBAHHS

Ilo Hacmoswyezo epemenu  He  cyyjecmeyem  KAKUX-1ubo — cneyupuueckux
ouaznocmuyeckux mapxepoé al'YC. B cesasu ¢ smum Ouacnoz al'YC saenaemcs OuazHo30M
UCKTIOYeHUs, U Modcem Oblmb YCMAHOBNEH MONLKO NOCIe MuamenbHo20 06cne006anus
nayuenma, Komopoe No360Num omeepeHyms Ouaznosvl mobvix opyeux nepsuunvix (STEC-I'VC,

TTII) u emopuumnvix TMA, x xomopwim ommnocsmcs TMA, accoyuupoeanuvie ¢ ungpexyued,
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JIeKapCMEEeHHbIMU ~ npenapamamu,  OepeMeHHOCmbI0O U pooamu,  AyMOUMMYHHbIMU
3abone8anusmu, onyxonamu, 3710KA4eCmBeHHOl apmepuansHou 2unepmonuei,

mpancnianmayueli KOCMHO20 M032a U CONUOHBIX opearos [4,16,25,35,37-49].

e MBI peKkOMEHAyeM BCeM MauueHTaM ¢ mojgo3peHHeM Ha TMA s ee OHarHOCTHKM
BBIMOJIHATh OOIMii (KIMHHUYECKHI) aHaIM3 KPOBH Pa3BEpHYTHIA C OIpPEACTICHHEM
KOJIMYEeCTBa TPOMOOLMTOB H UCCIEAOBAaHHEM YPOBHS IIM30LMTOB B KPOBH, aHAJIH3 KPOBH
OMOXUMHYECKHIi 00ILEeTepaneBTHYECKU C ONpeAeNeHHEM KpeaTHHIHA, akTiBHOCTH JIJIT
B KPOBH H HCCIIEIOBaHHEM YPOBHS OwiMpyOHHa CBOOOJHOro (HEKOHBIOTHPOBaHHOIO),
HEnpsIMO#t aHTHrI00yMHOBBIH TecT (TecT KymGca), nmpsaMoii aHTHUINOOYyIMHOBEIA TecT
(npsmas npo6a Kymb6c¢a), Hccnenoanue ypoBHs ranrtoriobuna [1,14-16,35,37-39,50].
YpoBeHb  yOenuteabHocTH pexomenaanmii C  (ypoBeHb  0CTOBEPHOCTH
A0KA3aTeNbLCTB — 5) /

KommenTtapun: ouaznocmuxa TMA ocrosana na nanuyuu mpomboyumonenuu u MAI'A
8 COYEMAHUU C NPUSHAKAMYU NOPANCEHUSL NOYEK U/UNU IKCMPAPEHATbHO20 NOPANCEHUA.
Tpomboyumonenuro koHcmamupyrom npu konusecmee mpomboyumog <150 000/mm?.
Ecnu wucno mpomboyumoe npeeviuaem amo 3navenue, mo 06 ux nompebreHuu MONCHO
CYOUmMb N0 CHUMCEHUIO KOAUuYecmea mpomboyumos >25% om 6azanvHo20 ypoeHs (ecau
OH u3zeecmen). B pedxux cayuasx eo3moxcro pazeumue MAI'A b6e3 mpomboyumonenuu.
Hanuuue MAI'A ycmanaenueaiom Ha OCHOBAHUU GHIAGNEHUA Y NAYUEHMOE C AHEMUEH
nosviwennozo ypoeus JUII' w/unu wuzoyumosa (4ucio wusoyumoe 6 Maske

nepucghepuyeckoii xpoeu 6onee 1%) [1,14-16,35,37-39].

e MBHI pekOMEHyeM y NMALHEHTOB ¢ noao3peHHeM Ha TMA B ciiydae HOpMaJIBHOIO YPOBHS
aktuBHOCTH JIJI[' B KpOBM MPOBOJUTH MCCIENOBAHHE YPOBHS ranTorNIOOMHAa KPOBH Kak
6olee 4yYBCTBUTENBLHOTO Mapkepa remoiusa, uem JIJI™ [37].

VYpoBeusr  yGenurensHocTH  pexkomenpamuii C  (ypoBeHb  [10CTOBEPHOCTH
A0Ka3aTeJILCTB — S)

Kommentapun: npu noodospenuu na TMA neobxoOumo onpedenenue 6cex mpex
yKazanuvix mapkepos zemonuza (JIAI, wwuszoyumvi, 2anmo2nobumn), NOCKONbKY 6
omcymemeue usmMeHeHUti OOH020 U3 HUX U HeBbINOTHEHHBIX UCCNe008AHUAX 08YX ODYSUX
ouazno3 TMA ycmanoeumsv He803MONCHO (ROdCHOOMpuyamenvhoili pesynomam!) [37].
Bcem nayuenmam ¢ nooospenuem na TMA neobxo0umo maxoice 8biNONHAMb PEAKYUIO
Kymbca onsa uckniouenus ummynHot npupoowt zemonusa. Y nayuenmose ¢ MAI'A u

mpomboyumonenueu Hanuyue OIIIl unu Opy2ux nPU3HAKO8 NOPAXNCEHUS NOYEK,
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U30AUPOBAHHO20 UNU 6 COYEMAHUU C CUMNMOMAMU NOPANCEHUA ()pyzux Opearoe6 caycum

ocHosanuem ons ouaenocmuxu TMA.

MBI pekoOMeHAyeM MalHeHTaM ¢ CHMNTOMOKOMILIEKCOM TMA ycTaHaBiIMBaTh JUarHos3
al'VC tonsko nocne uckmoueHus auaro3oB STEC-I'YC u TTII, a Taxke BTOPHYHBIX
TMA [1,16].

Yposenp yGeauteqnHocTH pexkoMenaamuii C  (ypoBeHb  [I0CTOBEPHOCTH

JA0KA3aTeJIbCTB — )

MEI peKOMeHIyeM BCEM MaLUEeHTaM ¢ Nofo3peHHeM Ha al Y C M npu3HakaMM HOPaKCHHS
KEJTyJOYHO-KHIIEYHOTO TPaKTa, OCOOCHHO MMEIOLIUM JAHApelo, C LEJBIO HCKIIOYCHUSA
STEC-T'YC  BHIONHATE  HEOOXOAWMBIE  JabopaTopHble  HcCIeIOBaHHMA  (CM.
KOMMEHTApHH) MPH MOCTYIUIEHHH B CTalMOHAp [0 Ha4daja aHTHOAKTepHAIBHOM Tepanuu
[2,39,51].

YpoBenrs yOeaureqanHocTH  pexkomenpauuii C  (ypoBeHb  /10CTOBEPHOCTH
JA0KA3aTEJIbLCTB — )

KommeHTapuu: nockoavky oxkono 30% nayuenmos ¢ al'YC 6 debiome 6one3nu umeiom
CUMRBMOMbl NOPANCEHUA HCENYOOUHO-KUUEYHO20 MPAKma 6 6ude MOULHOMbI, PEOMmbl,
Ouapeu, 6oneii ¢ scusome, Heobxooum ckpunune na STEC-I'YC. Juaznoz STEC-I'YC
OCHOBbI6ACMCA HA UdeHMupurayuu 6036youmens (noceé Kaia) unu OnpeoeneHuu wmuza-
MOKCUHA MemOOOM NONUMEPA3HOU YENHOU DeaKyuu 8 cmyne ulu PeKmanbHOM MA3Ke,
onpedeneHuU 8 CblBOpOmKe KPOSU WLU2A-MOKCUHA WTU aHmMumen K JUNONORUCAXAPUOY
Haubonee pacnpocmpanennozo 6 OanHom pezuone cepomuna E. Coli (6 Poccuu —

0157:H7) [2,35,39,51].

MEI pekOMeHIyeM BCEM MalueHTaM ¢ noxo3peHueM Ha al YC onpenencHrue aKTHBHOCTH
MetayutonpoTenHassl ADAMTS-13 B mmasme kpoBH ana  HckmoueHus TTII
[2,37,39,52,53,54].

YpoBeHp YOeAMTEJLHOCTH peKoMeHAamuii A  (YpoBeHb  JOCTOBEPHOCTH
AOKA3aTeJbCTB — 2)

Kommentapun: wmemanionpomeunasa ADAMTS-13  uepaem xkniouegylo ponv 6
namozenesze TTII, nosmomy onpedeneHue ee aKMUGHOCMU NO36ONAEM HYEMKO
Ooucpgpepenyuposamv TTII u aI'VC. Axmuenocme ADAMTS-13 e nopme cocmaensem 50-
150% 6 3aeucumocmu om memooa onpedenenus. [Jeuyum axmusnocmu ADAMTS-13 co
cHuxcenuem menee 10% sensemes ouaznocmuueckum mapkepom TTI1. Y nayuenmos ¢

axmusHocmyvio pepmenma Huxce 10% neobxooumo onpedenamv anmu-ADAMTS-13-
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unzubupyloyue anmumena. Ilpu ux Hanuyuu OUASHOCMUDYIOM UOUONAMUYECKYIO
(aymoummynnyio) TTII, npu omcymemeuu — nacneocmeennyio. Ilpu nobvix opyaux TMA,
exmovas u al'VYC, axmuenocmv ADAMTS-13 moocem cuudicamvcs, HO 8ce20a
npeeviwaem 10% [2,35,37,39,52,53,54]. IIpu ucxnouennvix emopuynvix TMA 3nauenus
ADAMTS-13 6oree 10% noseorsiom oOuaznocmupoeamv al'YC. Hccneooeanue

axmusenocmu ADAMTS-13 credyem vinoanames 00 HAYAAA NRA3MOMEPANUU.

Ins mudpdmuarHoctukn al'YC u TTII B ciaydasx HEOOCTYNMHOCTH ONEPaTUBHOIO
OnpeAeyeHUus aKTUBHOCTH MertauionpotenHassl ADAMTS-13 B 1iasmMe KpoBH Yy
nanueHToB ¢ TMA ¢ XH3HEYTPOXIOIOIAMH TNpPOSBICHUAMH OONE€3HH H/UIH BBICOKHM
PUCKOM TSKENBIX IIOYEYHBIX W/WIM BHEMOYEYHBIX OCIOXKHEHHi, TpeOyomuMu
HEOTJIOKHOIO Hayajla JICUEHHS, MBI PEKOMEHAYEM CYMTaThb MAaJOBEPOATHBIM JHAarHoO3
TTII npu 3Ha4YeHHSX YPOBHA KpeaTWHHHHa KpoBH >150 mxmons/n (1,7 mr/mm) B
COYETaHHH ¢ YpoBHeM TpoMOouuToB B kpoBu >30 000/1 mkn [52-57].

YpoBenb y0eauTeqILHOCTH pexkoMeHaanmuii A  (YpoBeHb  [OCTOBEPHOCTH

AOKA3ATEIbLCTB — 2)

Msl peKOMeHAyeM BCEM MalMEHTaM ¢ mpejanongaraeMbiM auarHoszoM al'YC ¢ menbro
muddepeHIMANBHOM AMATHOCTHKHA NPOBOAUTH OOCIIEHOBaHHE, HAMpaBICHHOE Ha
HCKJIIOYeHHe HauboJiee 4acTO BCTPEYAIOLUIMXCH B KJIMHHUYECKOW IPAaKTHKE BTOPHYHBIX
TMA (tabnuua 1) [16,38-49].

YpoBennr  yGegurenbHocTH  pekomenganmmii C  (ypoBeHL  I0CTOBEPHOCTH
JA0Ka3aTeIbCTB — S)

Kommenrtapuun: paseumue TMA 6o epems Gepemennocmu u nocie poooé mpebyem
He3amMeONUmenbHOU BepuuKkayuyu OUAzHO3a, KOMOPLil Onpeodelsiem MaKmuKy Ae4eHUs u
npoenos Ons mamepu u pebenka. «Axywepckaa TMA» 6 bonvwuncmee cayuaes
npeocmasnena cneyuhuueckumu 2eCmayuoOHHbIMU BUOAMU NAMOROSUY — NPEIKAAMACUET
u HELLP-cunopomom, komopule credyem Uckniosams 6 nepgyio ouyepeow. Ilayuenmam ¢
cummomoxomnaexcom TMA neobxooumo uckniouame cucmemuvie 3aboneearnus — CKB,
cxnepodepmuto u ADC. Iocneonuii modxcem paseumbscsa u 6 pamkax CKB (emopuunbiii
ADC), u kax camocmosamenvroe 3a6onesanue (nepeuunviit AOC). Covemanue KIuHuKo-
nabopamopnvix nposwenrenuti TMA ¢ Hnanuuuem anmugocgonunuonvix awmumen
be3ycnoeHo ceudemenvcmeyem 8 noav3y oOuazHoza «kamacmpoguueckuti ADCy,
He3a6UCUMO OmM MO20, UMEIOMCA UNU OMCYymcmeyiom Yy nayuenma KIUHUYeckue u

ummynonozuyeckue npusnaxu CKB. B cessu ¢ amum y nayuenmos ¢ npusnaxamu TMA
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cnedyem o0bszamenbHo onpedensimov ceponozudeckue mapkepet u CKB, u APC,

NOCKONIbKY GbISBNEHHBI Y NayueHma cnekmp MapKkepoe onpeoeisiem mepaneemuiecKyio
maxmuxy. Kpome cucmemnuix 3a6onesanuii, neobxooumo ucxknovamov BHY-ungexyuio,
max kaxk cpeou nayuenmos ¢ BHY-ungpexyueii vacmoma TMA evime, yem 6 obweil
nonynayuu, u eo3pacmaem N0 Mepe npozpeccupoeanus 3aboneeanus. [lpyeue 6uowi
namono2uu, Komopwvie ciedyem UCKIIOYUmMb, npedcoe 4Yem ouaznocmupoeams al VC,
yKasanvl 6 mabnuye 1.

Ta6nuna 1. HauGonee uactrie Bropuudbie TMA 1 moaxoasl K MX HCKMoYeHHIO [38-49]

3aboneBaHHA H COCTOSTHHA TToaxonsl K HCKNIOYEHHIO

BepeMEHHOCTh M €€ OCJIOKHEHHUA:
HELLP-cuHApoM, npe3KiaMncus

Cpok recranuu, TeCT Ha OCPEeMECHHOCTH B MAallOM CpOKE,
(hepMeHTHI IEUSHH

CucreMHas
CKIIEpOACPMHS,
aHTH(poCcHOTUIHUAHEI CHHIPOM

KpacHasd BOJIYaHKA,

aHTHHyKIeapHblii ¢aktrop Ha HEp-2 KieTkax, IaHelb
aHTHANEPHBIX AHTHTEN, aHTHTEna K asycnmpanshoi JIHK,
aHTHTENIAa K KapOHOJMIIMHY, BOJTYAHOUHBIA AHTHUKOAryISHT
anTu-p2-I'TI1-anTHTENa

BUY-undexuns

TMonoxuTtenpHbie pe3yNbTaThl AMMYHHO- 6J0TTHHra HAa BAU-

THIEPTOHHS

HHPEKIHIO
3N0KauECTBEHHA apTEepHATIbHAS AHaMHE3  apTepUaNBHON  TUNEPTOHMM,  XapaKTEPHEIC
HM3MEHCHMs  IJIa3HOTO OHA 1NpH  O(PTaIbMOCKOINH,

anexrpokapauorpaduu, 3XokapaHorpapuu

3nmokauecTBEHHBIE HOBOOOpa30OBaHHA

Ol-ncomapkepm, OHKOIIOUCK C HCIOJIB30BAHHMEM Pa3JIHYHBIX

BH3YATTM3HPYIOLIMX METOAOB

TMA, accouMHUpOBaHHas ¢ | AnamHe3 JIEKapCTBEHHOM TEpanuu: aHTHOMOTHKH,
MPOTHBOONMYXOJIEBblE  CpeAcTBa  (mpemapaThl  IUJIATHHBL
JICKapCTBaMM wy e (npenap ’
uuruburoper  VEGF),  wHruGuropsl  kalpluHEHpHHa,

npenapatbi HHTEPQEPOHA, AHTHATPETAHTH THKIOMHIMHOBOTO
_pAna, OpaIbHBIE KOHTPALIENTHBEL H TIp.
CooTBeTcTBYIOLIHI aHAMHE3

TpanculaHTalMs KOCTHOTO MO3ra 4
COJIMJHBIX OPraHoB

Mkl HEOOXOOUMBIH g

auarsocTukd JIBC-cuHapoma, BceM ManueHTam ¢ mopo3pexueM Ha al'YC, ocoGeHHO B

PEeKOMEHJyeM BHIIOJHATh KOMIUIEKC MCCIICIOBaHUH,
ClIydasiX pa3BUTHS IIOJJMOPraHHON HENOCTATOYHOCTH, I HcKmodeHus JABC-cunapoma
[2,39,41,58,59].

YpoBeus yGeaurensHocTH pexkomengamuii C  (YypoBeHb  XOCTOBEPHOCTH
A0KA3aTeJbCTB — 5)

Kommentapun: /JJBC-cunopom npedcmaensiem coboii namono2uieckoe cocmosnue, 6
OcHOBe KOmMOpozo nedxcum mpomboobpazosanue 8 cocyoax manoz2o Kanubpa,
obycnoenentoe akmusayuel n1A3MeHH020 36eHa KOAZYIAYUU C NOCAE0YIOuel 6MOPUYHOU
akmueayueii cucmemsi pubpunonusa. Hmenno 8 3mom e2o 2nagHoe omaudue om Opy2ux
TMA, u 6 nepeyro ouepedb om al'YC, npu Komopuix NepeUYHO NOPAICEHUE FHOOMENU,
npueodsuee k akmueayuu u nompebnenuio mpomboyumos [58]. Ilanenv uccnedoeanus

ona Ouaznocmuxu JJBC-cunopoma exmouaem 6 cebs onpedenenue aKxmueupo8aHHO20
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YacmuyHo20 mpomboniacmunoeozo spemenu, npompomburH06020
(mpombonnacmunoeoz0) epemeru 8 Kpogu unu 8 niasme, mpombOuHo8020 8peMEHU 6
kpoeu (TB), uccneoosanue ypoens hubpunozena e Kpoeu, onpeoeneHue GKMUBHOCMU
aumumpombéuna III 6 xpoeu (ATIIl) u xonyenmpayuu /[-Oumepa 6 Kpoeu unu ypoeHs
Pacmeopumvix  (pubpuUHMOHOMEPHBIX KOMAaexcos. B 6onvwuncmee cayuaee al'YC
noxazamenu Koazynozpammvl (OPUEHMUPOBOYHOE UCCIEO08AHUE CUCMEMbl 2eMOCMA3a)
He usmenenwl [2,39,41,58,59]. Oouaxo y psaoa nayuermog al'YC mooicem 0CI10HCHUMBCA
pazeumuem JBC-cunopoma, u¥mo Haiidem ompadicenue 6 YONUHEHUU 6PEMEHHbIX
napamempoe CeepmuiaHUsA KPOBU, CHUdMCeHUU koHyewmpayuu Gubpunozena u ATIII

yeenuuenuu cooepxcanus [J-oumepa. Couemanue al'YC ¢ J{BC-cunOpomom 603MOICHO

U3-30 MECHO20 83aUMOOCUCMBUS CUCMEeM 2eMOCMma3qa U KOMNIEeMEHma, CHOCOOHBIX

83aUMHO axmueuposamv ooHa opyeyio [60].

Jns BesiBieHHS Oe(EKTOB CHCTEMBl KOMIUIEMEHTa MBI DEKOMEHIYEM HCCIEI0OBaHHE
ypoBHeit ofieit reMonuTHYecKoit akTuBHOCTH KomiuteMeHTa (CH50), C3 dpakuuu
komiuieMenTa, C4 ¢pakudd KOMIUIEMEHTa B CBHIBOPOTKE KpDOBH, BCEM IAHHEHTaM C
npeanonaraeMeiM guarso3om al'YC [1,38,39,41,42].

YpoBenn yGenurenbHocTH pexkomenaammii C  (ypoBeHb  OCTOBEPHOCTH
J0KA3aTeAbLCTB — )

KommenTapun: cenemuueckuti 0echexm AIIK obycnosruseaem npedpacnono’ceHHocmsb Kk
pazeumuio al'YC, nosmomy onpedenenue 6 KpOBU COOePIHCAHUS KOMNOHEHMOB
Komniemenma u axmopos, pezynupyrowux axmusnocmo AIIK, sensiemcs 6adiCHvim
00nonHumenvHoIM  Memooom 8 OuazrHocmuxe al'YC [1,38,39,41,42]. Ilanenv
uccie008anuli KOMNIEMeHmMa éKalouaem 6 ceOsi onpedeneHue obweli 2eMoIuMu4ecKou
axmuenocmu xomnaemenma (CH50), yposueti C3 u C4 ¢paxyuii xomniemenma, a
maxoice pezyisimopnuix paxmopos rxomnaemenma CFH, CFI, CFB. B pymunnoi
KIUHUYECKOU Npakmuke Ce200Hs OOCMYNHO moavbko onpedenerue 6 kposu C3 u C4
@paxyuii xomnaemenma. Cruocenue cooepowcanus C3 npu nopmanvnom yposwe CA4,
ykasvisaowee na axmueayuio AIIK, ommeuaemca ne Gonee yem y 50% nayuenmos c
al'yVC [61-67].

Hopmanvnviii noxazamens C3 e ucknioyaem ouaznosa al'YC, a eviagnennoe crudicenue
3MO20 KOMNOHEHMA KOMRIEMEHMA MOJCEM CYHCUMb OONOTHUMENLHBIM APSYMEHMOM 6
nonb3zy OaHHO20 OuazHO3A. B nocneonue 200v1 6vino npednodicero ¢ yenvio
ougpgpepenyuanvroii ouaznocmuxu medcoy al'YC u TTIl y nayuenmoe ¢ ocmpuim

anusooom TMA ucnonvzoeamsv onpedenenue 6 kposu ¢pazmenma xomnaemenma Csa u
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pacmeopumozo membpanoamaxylowezo komnnexca (MAK, C5b-9), ompascaiowux
AKMUBAyUIo  GTbMEPHAMUSHO20 U MEPMUHANLHOZO0 nymeu Komnnemenma. bvino
YCMAHOBNEHO, uMO COOepicaHue >mux (Hakmopos noevluaemcs npu  0cmpou
xomnaemenm-onocpeoosannoii TMA, umo Oaem ocHoeanue paccmampueamv ux Kak
6uonozuyeckue mapxepui al'VC [35,64,65]. OoOnaxo Ons noomeepicoeHus ux

OUACHOCMUYECKO20 3HAYEHUA mpe6ylomc;l OOnoAHUMEIbHBIE UCCIE008AHUSAL.

Mkl pekoMmenayem onpeneienue copepxanus anturen k CFH (autu-CFH-anTHTena)
BCEM MAalMEHTaM ¢ ImpeAmnoiaraeMplM JauarHosoM al'yC [ MCKIIOYEHHS WU
IOATBEPXKCHHS ayTOMMMYHHOTO (aHTHTe/bHOro) BapuaHTa al'VC, 3a6upas KpoBb A7ist
UX oIpelesieHus A0 Hayala Iia3MoTepanuu [1,39,42,67].

VYpoBenr  yGeauTEIBHOCTH peKOMeHAamHi# A  (YpoBeHb  JOCTOBEPHOCTH
A0KAa3aTeJbCTB — 2) |

Kommenrtapun: aymoanmumena k CFH obnapyscueaiom y 5-20% nayuenmos ¢ al'VC
[7.61,66]. Xomsa naubonee uacmo ux udenmuguyupyiom y Oemeii om 5 0o 10 nem,
00HaKo HepeOko eviseasiom u 'y espocavix [5]. [eticmeue anmu-CFH-anmumen, kax u
mymayuii CFH, npueodum x u3bvimounoti axmueayuu AIIK. Hanuuue nodobuuvix
anmumen cesnzano ¢ Oegpuyumom CFH-ceszannvix beaxose 1 u 3 (CFHRI u CFHR3),
BO3HUKAIOWUM CreOCmeue Mymayuti coomeemcmeylowux 2eHo6. Ycmarnoeneno, Ymo y
90% nayuenmoe ¢ anmu-CFH-anmumenamu noanocmeio omcymcmeyiom CFHRI u
CFHR3 acneOcmeue 20M03u20muoi Oeleyuu 8 2eHax smux npomeuros. JJocmamouno
avicokas yacmoma obuapysicenus anmu-CFH-anmumen 0aem 0CHO6AHUSA ONAL 6bIO€NEHUA
aymoummynnozo muna al'YC. Ceoeepemennoe evisignenue anmu-CFH-anmumen umeem

8AOICHOE 3HA4YeHue ons ebz6opa MAaKmMuUKu 1e4€rUs.

Mkl peKOMEH/IyeM MpOBEIEHME MCCIeNOBaHUS s BhisBieHHs MyTanuii reHa CFHRI
BCEM MaleHTaM ¢ JuarHosoM al YC i Mpor€osa reHeTHYeCKoro BapHaHTa Gojie3Hu,
3a6HMpas KpoBb AJIs MX ONpeNe/ieHHs 0 Hayala Iuia3MoTepanuu [67].

Vposens yGeaurenbHOCTH pexoMenaanuii B (ypoBeHb  ROCTOBEPHOCTH

J0KA3aTeJIbCTB — 2)

MBI peKOMEHAyeM Yy MalMeHTOB ¢ mpeanojaracMbiM al'YC MCmonb30BaTh KPHTEPHU
KDIGO 2012 rona misa quarnoctuxy OITIT [39,68].
VpoBen» yGenutensHoctH  pexoMenpammii C  (YpoBeHb  AOCTOBEPHOCTH

AOKA3aTEJbCTB — 5)
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2.4 NHCTpYMEHTAJIbLHBIE IHATHOCTHYECKHE HCC/Ie1OBAHNS

Cneyughuuecxas uncmpymenmanvras ouaznocmuxa ona al'YC ne npedycmompena.

MBI pekOMeHAyeM  JONOJIHUTENbHOE  OOCIefoBaHME € MCIONB30BaHHEM
BU3YATU3UPYIOIUX METOJOB UCCICAOBAaHMA MO MOKa3aHHUAM, ONpEAeNIeMbIM HATHYHEM
KITMHHKO-JIaGOpaTOPHBIX MPU3HAKOB MOPaXXEHHA TOrO WJIM WHOTO OpraHa NalHMeHTaM ¢
9KCTPapeHATLHBIMH NPOSABIICHUAMH 3a6oneBanus [2,3].

YpoBenbr yGeauTeNbHOCTH pexoMenaanuii B (YpoBeHb  [I0CTOBEPHOCTH

J0KA3aTeJIbLCTB — 3)

2.5 Huble AMATHOCTHYICCKHE HCC/ICTIOBAHNA

Ms1 pekoMeHayem nauueHTaM ¢ al' YC B COMHHTENBHBIX M HEACHBIX CIIy4YasX C LEJIBIO
HNOATBEpXkAeHHA pauWarHoza TMA BhINONHATE OHONCHM MNOYKM MOJ KOHTPOJIEM
yIBTPa3ByKOBOTO  HMCCJIEAOBAaHMA C  MATOJIOrO-aHAaTOMUYECKUM  HCCIENOBaHHEM
O6uoncuiiHoro matepuana [26,45,49,69,70].
YpoBenp» yGeamreanHocTH pexkomenpanuii C  (ypoBeHb  [0CTOBEPHOCTH
JA0KAa3aTeJIbCTB — 4)
KoMMeHTapuM: 6uoncus noyxu He sgisiemcs obszamenvHol ona ouaznocmuxu al'VC,
NOCKONLKY 3aboneeanue He umeem cneyuguyeckux mop@onozuveckux NpUHaKos, a
UHEQ3ueHAs npoyedypa Y NaAyueHmoe oOaxce ¢ Hebonbwol mpomboyumonenue
CONPANCEHA C BbICOKUM pUckom kposomeyeruii [35,69]. C Opyzoii cmoponbl, uHeéasueHas
npoyeodypa mModicem cmans CIMUMyiOM OONOIHUMENbHOU AKMUBAYUU KOMNIEMERMA, YMO
y nayuenmos ¢ al'YC 6ydem cnocobcmeoeame zeHepanu3ayuu MUKpOAH2UONamMu4ecko2o
mpomboo6paz0eanus ¢ pazeumuem 3KCMPAPEHATbHO20 NOPAXNCEHUA U, 6 KOHEeYHOM
umoze, NOAUOP2anHoU Hedocmamoynocmu. Pewenue o npogedenuu 6uncuu noYKu u e2o
CpOKax y Kaxicoozo KOHKDEMHO20 Nayuenma AenAemcs. cmpozo UHOUBUOYANBHBIM.
Buoncuio nouxu ne cnedyem euinoansame nayuenmam ¢ cemetinoti gpopmoi al'YC u ¢
peyuousamu ocmpoti TMA, nockonvky 6 smux cayuasx ouaznos ovesuoden [69]. Oonaxo
OHQ MOJICEM NOMOYD 8 BEPUPUKAYUU OUASHO3A 8 credyIiowux cayyasx [26,45,49,69,70]:

— Heobxooumocmv onpeoenenus npuyunel OI1II npu comnenuu 6 ouazrose al'YC;

— Omcymcmsue noanozo nabopamoprnozo cumnmomorxomnaexca TMA (vawe ecezo

mpomboyumonenuu);
— Maccuenas npomeunypus y nayuenmos ¢ 2emamonoSudecKuMu NPOABEHUAMU
TMA;

— Iooo3penue na emopuynvie popmor TMA;
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— Ilpeononazaemas xponuseckan TMA.

ME1 PCKOMEHAYEM BBINOJHATE MOJICKYJIAPHO-TCHETHUECKOE HCCICNOBAHUC MYTaHHﬁ!
B, C3,

ycTaHOBJeHHBIM JuarHo3oM al'YC mis ompefesieHHs NPOTrHO3a M TAKTHKH BEACHHS B

¢aktopos H, I, tpomObomonynud, MCP mnaumdeHTaM ¢ KIMHHYECKH
OTAEHHOM nepuone [42,59,69].

YpoBenb ybemuteanHocTH pexomenganuii C  (ypoBeHb  0CTOBEPHOCTH
JOKA3aTeJbCTB — )

Kommenrtapun: Ienemuueckoe ucciedoéanue He ABNAemMCL HeOOXOOUMbIM  ONA
nocmanoexu ouaznosa al'YC u ne uzpaem ponu 6 peueHuy 60nNPOCa 0 MAaKmuKe ae4eHus
nayuenma € MOMEHm O0Cmpo20 3NU300d, OOHAKO UMeem 6adCHOe 3Ha4eHue O
onpeoenenus npoznoza. Omcymcmeue HeoOX0OUMOCMU 2EHEMUYECKO20 CKPUHUH2A OISl
ouaznocmuxu al'yYC ocnoearno Ha mom, ymo mymayuu 2eHo8 pezynsimopHoix beaxos AIIK
sviAenAIOMcs 'y nayuenmog ¢ Hacneocmeennwim al'YC 6 60-70% cnywaes, a npu
cnopaduueckoii ¢popme Gonesnu ~ e 30% [1,1535,62,63]. Taxum obpasom,
ompuyamenvHuill pe3yibmam 2eHemu4ecKko20 CKPUHUH2A Y NAYuenma ¢ HeCOMHEHHbIM
cumnmomoxomniexcom TMA ne uckmouaem wHamuuusa al'VYC.  Beinonnenue
2eHEMUYecKo20 UCCIe008AHUA 3AHUMAEM He MeHee 08YX MecAYye6, a NPO2HO3 OOUHAKOS Y
nayuenmoé Kak ¢ UOCHMUDUYUPOBAHHLIMU, MAK U C HEUOeHMUDUYUPOBAHHBIMU
mymayusmu [61,62]. ITosmomy o0ns oOuacnocmuxu al'VYC u Haswauenus JneyeHus
2enemuueckoe uccieooeanue He mpebyemcs. Ocobennoe 3nHaueHue 3mMo UCCIEO06AHUE
uMeem nNpU NAGHUPOBAHUU MPAHCNIAHMAYUU NOYKYU, NOCKONRbKY NOCIe Hee PUCcK
peyuouea al'VYC, onpedensiowezo npoznos, 3agucum om euoa mymayuii (mabauya 2)
[61,62,71,72]. B amom ciyuae OHO, KpOMe ONpedeneHuss maKmuku 6e0eHUs Nayuenma
nocne onepayuu, moxcem NOMO4b 8 evibope OOHOpA, 0COGeHHO ecnu o0bcyxcoaemcs
603MOJCHOCMb poOcmeeHHoU mpancnianmayuu [35].

Ta6muua 2. [Tporuos npu al'YC B 3aBUCHMOCTH OT BUJa MyTalliii B FeHaX KOMIUIEMEHTA

I'en Puck cMepTH WK Puck Puck cMepTy Wi Puck peunamsa rnocie
TITH B MOMEHT peuuauBa TITH vepes 3-5 ner TpPaHCIUIaH-TallH
OCTPOro 3Mu301a OT Hauana 6ose3Hu MOYKH
WK Yepe3 rog ot
nebrora
CFH 50-70% 50% 75% 75-90%
CFI 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 nanueHT
Antn-CFH-AT 30-40% 40-60% 35-60% Bellie y NalueHToB ¢
BBICOKHM YPOBHEM
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ITpumeuanue: TITH — TepMuHanbHas Movye4Has HEAOCTATOYHOCTb.

Cnedyem ommemums, ymo 2eHemuueckuli CKpUHUH2 HeobXoOuMm, ¥mobbl noOmeepoOumbs
U OnpoeepeHymv CéA3b 3a001e6aHUs C NAMOAO2UEU KOMNIEMEHMA, 4moO umeem
8QDICHOE 3HAYeHUe NpU pA3GUMUU MEPMUHANLHOU NOYEYHOU HEOOCMAMOYHOCMU,
NPUYUHA KOMOPOU HeACHA, 8 O0COOEHHOCmU Yy MONOObIX NAYUEHMOS, A MAaKdice Ond
onpedenenus. NPO2HO3A, PUCKA PeYUOUBO8 U NPO2PECCUPOBAHUS XPOHUHECKOU Oone3Hu
novex (XBII) (mabnuya 2) [35]. B nacmoswee epemsa 2enemuyeckoe UCCIEO08aHUE
npPoBOOUMCA  MEmMOOOM CeK8EHUPOBAHUA NOCNeOHe20 nokonenusa. Ilanenv 2eHos
KOMNIEMEHMA, UCCIeOYeMbIX C Yeabl0 nROOMEepICOeHUs KIuHuyeckozo ouaznosa al'yC,
sxntouaem 6 cebs zenoi gpaxmopoe H (CFH), I (CFI), B(CFB), C3, membpannozo
kogpakmoprozo npomeuna (MCP), mpombomooynuna (THBD), benkos, ceasanuvix ¢
CFH (CFHRI-R5), a maxoxce 2zenvi Ouayunenuyeponxunasvt sncuson (DGKE) u
ADAMTS13 [35,41,42,59,62,63,69]. Ilpu 5mom HeobX00umo ommemumsv, HmMO
omcymcmeue 2enemuyeckux degpexmos He uckmovaem ouaznoza al'YC, ocobenno npu

cnopaouueckoii popme 3a601e6aHu.

3. JleueHHe, BKJIIOYAS MEAUKAMEHTO3HYIO H HCMEAHKAMCHTO3HYI0O TEpallu,
AHETOTEPANHIO, 00e300HBaHNE, MEIHIIHHCKHE MOKA3AHUA H

NPOTHBONMOKA3aHHA K NIPHMEHECHHIO METOAOB JICUCHHUA

Lenamu mepanuu al'YC, nomumo obecneyenusa nyduletl 6blIICUBAEMOCMU NAYUEHMOS,
ABNAIOMCA  UHZUOUYUSL  HEKOHMPONUPYEeMOU  aKMUBAyUU  KOMNIEMEHMA,  hpexpawjeHue
MUKDOYUPKYIAMOPHO20 ~ mMpomboodpa3o6anus, KYNupoeanue  KAUHUKO-1a060pamopHuix
nposenenuii TMA, coxpanenue u ynyuuwienue GYHKYuU NOPAd’CEHHBLIX OP2AHOE (6 MoM Hucie,
npedomepawenue paeumus MePMUHAILHOU NOYeYHOU HedocmamouHocmu, usbaenenue om
nompe6HOCMYU 8 OUANUSHLIX MemOOax Ne4eHus, HeOOnYywerHue NOPadCeHus OPy2ux 6HYmpeHHux
0p2ano8, KpoMe HhodYex), YAyHuleHue Kavecmea JCUSHU nayuenmos. Ancopumm 6eoeHus

nayuenma c al'YC npedcmaeénen 6 «IIpunoscenuu b», n.3.

3.1 Ilnazmorepanus

e Msl pexoMeHIyeM MpoBecHHE MIa3MoTepanuy B BUAe i1azMoobMera (I10) B xadecTse
TEpanMH MEPBOM JMHMH BCEM MALMEHTaM ¢ mpeamnonaraeMblM auarHosoM al'YC wumu
peLHANBOM 3a0ojeBaHMs, €ClM JHarHo3 ObUT yYCTAHOBIEH paHEe, B OXHAAHMH
pesynsratoB obcnenoBanus Ha STEC-I'VC u onpenenenus ADAMTS13 nna cHibkeHus
BHIDAXKEHHOCTH  JKM3HEYIPOXKAIOIIHX KITHHAYECKHX TIPOABJICHU 6one3nun

[39,41,42,59,69,73-76].
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YpoBenp  yOeauTeJHLHOCTH pexoMeHgauuiik B  (ypoBeHb /J0CTOBEPHOCTH

JA0KA3aTeIbCTB — 1)

INaiuenTaMm ¢ npeanojaraeMbiM aAuarHo3oM al YC MBI peKOMEHIyeM NpOBOAUTH
riasMoTepanuio B Buue TpaHcdysuit cBexxesamopoxeHHOH minasMbl (C3II) Tomeko B
Cllydya€ HEBO3MOXXHOCTH HeMemJieHHoro Hadana IIO wiM ero HeAOCTYNMHOCTH
[39,41,42,59,69,73,74,77].

YpoBenb yOeauTeabHOCTH peKkoMengaumii B  (ypoBeHb  J10CTOBEpPHOCTH
JA0KA3aTeJILCTB — 3)

KommenTapun: y nayuenmos ¢ nooospenuem na al' YC 6 momenm ocmpozo 3nuzooda
TMA s>mnupuueckas niQ3MOMEPAnUA ylce 6 me4eHue HEeCKONbKUX Oecamunemui
ocmaemcs. mepanueti nepeéol TUHUU, KOMOPYIO ciedyem HavYuHame 6 meyeHue 4-8 wacoe
om momenma xoHncmamayuu TMA u xomopas npoeooumca 00 nOOMeEePHCOeHU
ouaznosa, m.e. 0o uckmovenus STEC-I'YC u TTII. Hcnonwv3zyiomca 0ea peodicuma
nnasmomepanuu — I10, xomopwiii npeonoumumenen, u mpanc@ysuu C3II 6 cayuae
neoocmynnocmu I10 [39,41,42,69,73,74,77]. IIpu mpancgysusx C3II 6 xkpoeomox
nonaoaiom QYHKYUOHANLHO AaKMUsHbvle O6eNKU-pezyiaAmopsl KOMNIEeMeHma, KOmopwie
ycmpansiom Oeguyum cobcmeennwvix pezynamopog — ¢pakmopos CFH u CFI, a maxaice
ecmecmeeHHulll  KOMNOHeHm — naasmel  —  Memamnonpomeaza  ADAMTSI 3,
ozpanuyusalowas mpomboobpazosanue 8 cocyoax MUKpOYUpyIamopHo20 pycaa 3a ciem
pacwenneHus ceepxKpynHuix myiomumepos gpakmopa gon Bunnebpanoa [78]. Ilpu 110,
KpoMe mMmo20, HNPOUCXOOUM DAUMUHAYUS USMEHEHHBIX IHOO2EHHLIX pPACMEOPUMBIX
unzubumopoe xomnnemenma u, 6 cayiae anmumenvrozo al'VC, yupxynupyiowux
aumumen x ¢axmopy CFH. Pexcum I10 maxoice no3eonsem MUHUMUIUPOBAMb DUCK
nepezpy3xku o6veMoM, YUMo 0COOEHHO 8AJCHO Yy NAYUEHMOB C OAUSYpUEll, NOPANCEHUEM
IHC u cepoya [69]. IIpumenenue nnasmomepanuu npueeo K CHUICEHUIO CMEPMHOCMU 6
Momerm ocmpozo 3nu300a TMA npu al'VYC na 50-60%, oonaxo ne npedomepawaem
peyudugvr 3abonesanus u npozpeccupoeanue XBII ¢ O0ocmuoicenuem mepmMuHarbHOU
noyeunou wHedocmamounocmu [61,79]. Omeem Ha niazmomepanuio eapvupyem 8
0080NIbHO WUPOKUX Npedenax u 3a8uUcum om mo20, 8 KAKOM axmope komniemenma
Jaokanuzoeanvi mymayuu [42]. Yawe ececo — 6 55-80% cnyuaee — nonnwiii omeem
ommeuaemca y nayuenmoe ¢ mymayusmu 6 zenax C3 u mpombomooynuna (THBD)
[42,61]. Oounaxo necmompsa HA moO, 4MO B0CCMAHOGAEHUE 2EMAMONOSUYECKUX
noxasamenet, 8 nepeyio oyepeds, YUCIA MpPomboOyumos, Habnwoaemca 6 borvULUHCMEE

CYNaes, NONHBIN 2eMAMONO2UYeCKUll U noYeyHblll omeem Oemoncmpupyiom menee 50%
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nayuenmos, a cpedu nayuenmos ¢ mymayusmu CFH u CFI yacmoma nonno2o omeema
He npesouuaem 15-25% [61,69]. Ilpunumas 60 6HUMAHUE HEONPEOENEHHYIO
ONUMeENbHOCMb Mepaneemu4ecko20 3gpghexma naa3Momepanuu, 6biCOKYI0 Hacmomy
peyudueo8 nocie ee 3a8epuleHus, A mMaxdce NOsGAeHue npenapama  OnA
namozenemuyecxoti mepanuu al'VC — skynuzymaba** — Amepuxanckoe obwecmeo
agpepeza uzMeHWI0 KAMe2OpUI0 MEPANEEMUYECKO20 NAASMOOOMEHA ONA KOMNIEMEHM-
onocpedosannozo I'VC ¢ II (mepanus emopoiu nunuu) na Il (pone IIO mouno He
ycmanoeénena) [42,80]. Oonaxo omcymcmeue nOaHOU OOCMYNHOCMU KOMPAEMEHM-
bnoxupyroweii mepanuu ons nayuenmog ¢ al'VC 6 naweu cmpane 0aem OCHOBAHUA

coxpaname 110 kax mepanuio nepeoi Iunuu.

IManuentam ¢ nepBeiM snu3ofoM al'YC unm ero pelUaMBOM, HE MNOMYyYarOmMM
aKynu3ymMab**, Mel pexomeHayeM npoBoauth Tepamuio IIO ¢ o6bemoM skchysuu u
samemenus C3I1, pasHoM 1,5 o6beMam uupKyaupylomei ninasmbl (60-75 M mia3Mel/Kr)
JUIst CHIDKEHHS BBIPQKEHHOCTH KIIMHHYECKHX NPOSABNICHUH 6one3Hn
[39,41,42,59,69,73,74].

VYpoBennr yGeauteqsHocTH  pexomenpanmuiik C  (YpoBeHb  AOCTOBEPHOCTH

A0KA3aTEJbCTB — )

Me1 pexomeHayem nposoauTs Tpancdysun C3I1 u3 pacuera 25-30 ma/kr/cyT B ciydae
HEBO3MOXKHOCTH He3aMeMTUTeNsHOro mpoBeacHus I10 118 CHWKEHMS BBIPAKECHHOCTH
KIMHHYECKHMX MposBieHuii Gonesnu [39,41,42,59,69,73,74].

YpoBenr  y0eamTeqnbHocTH — pexoMeHpaumii C  (YpoBeHb  AOCTOBEPHOCTH
0Ka3aTebLCTB — 5)

KommenTapun: 06 3¢ggexmuenocmu nnasmomepanuu npu al'VC moocno 6yoem
CYOumv Juub NPU YemKOM CNe0O8AHUU NPOMOKONY JEYeHUs, CO2NACHO KOMOpOMY
CHauana 6 mevenue 5 Oneli noopao nposooamcs ceancvr 110 [42,59,69,81], nocae uezo
NpUHUMAEmMCs pewieHue O OanbHelwiell MaKkmuke 6e0eHuUs. nayueHma HA OCHOBAHUU
Hanu4us uau omcymemeust omeema Ha niasmomepanuio. Ecau nabniooaemces omeem na
mepanulo, onpedensieMviii kKak pocm uucia mpomboyumoe u cuuscenue JIIT,
niasmMomepanuio ciedyem NPOOONN’CUNMD 8 NPEJCHEM pedcume, NpoBo0s O 5 Ceancos
11O 6 meuenue caedyrowux 2-x Hedenb, a 3amem — no 3 ceanca 6 Hedenlo ewje 8 meyenue
2-x wuedenv [15,59]. Kpumepusmu 3¢hpexmusnocmu nnasmomepanuu Caydxcam
HOpMAAU3ayus  Yucia  mpomOOyumos U  NPeKpawjeHue  2emMoau3a, O  4em

ceudemenvcmeyem nopmanusayus JIAI. IIpodonxcumenvrhocmv nevenus C3I1 He

26



onpeoenena, OOHAKO NOKA3AHUEM K NPEKPAWEHUIO NIA3MOMEPANUU  AGAAEMCS

HOPMA/IbHOE KOIUYecmso mpomboyumos u yposens JI[I' 6 meuenue 2-x Onell noopso
[80]. Creoyem ommemumo, umo 6 nexomopeix ciyuasx noxasamenu JIJI' ocmaromcs
NOBbIUEHHBIMU 0AXCe NOCNe NPEKPAWEHUs 2EMONU3A, NOCKONbKY OCHOBHbIM UCTMOYHUKOM
JIII' 6 opzanusme ABNAIOMCS HE MONLKO 3PUMPOYUMbL, HO U MKAHU 6HYMPEHHUX
opzanos, uwemus xomopuvix npu paseumuu TMA makoce eHocum c60U 6Kknad 6
noeviwenue JIII' [82]. I[losmomy npednazaemcs makdice uUCNOAb306amb 8 Kaiecmee
Kpumepus 3¢chexmuenocmu nIAZMOMEPANUY CHUICEHUE KPEAMUHUHQ KPOBU He MeHee

yem Ha 25% om ucxoonoezo ypoens nocae 5 ceancos I10 [81,83].

MB&1 pekoMeHAyeM npekpaTuTh JedeHne C3I1 1 HayaTh NaTOreHETHYECKYIO KOMILIEMEHT-
GNIOKHPYIOIYIO Tepanuio 3KynmusymaGom** maumeHtaMm ¢ noAaTeepxacHHBIM al YC ¢
OTCYTCTBHEM OTBETa Ha IJIa3MOTEpanuio nocie 5 npoueayp nonHoobsemHoro IO umm
NMallMEHTaM, JEMOHCTPHPYIOIMM IL1a3MO3aBHCHMOCTb, IS NOCTHXCHHA PEMHUCCHH H
yaydiIeHus nporsosa [39,41,42,59,69,81,84,91,99].

VYpoBens  yGeamreabHOCTH peKomeHAauuii A (ypoBeHb  JAOCTOBEPHOCTH
A0KA3aTeJbLCTB — 2)

KOMMEHTAPHH: omcymcmeue mMeHOeHYUU K YBENUHEHUIO HUCAa mpomboyumos,
cruxcenuro ypoeus JUI' u/unu kpeamununa xposu e xooe neuenus C3II cnedyem
paccmampusams Kak pegpaxmepHoCcme K AIA3MOMEPANUY, YMO ABNAEMC AGCONIOMHbIM
NOKA3aHUEM K NpeKpawjeHulo ee U HasHadewulo 3Kynusymaba** [42,59]. Iloo
NIA3MO3A6UCUMOCNBIO NOHUMAEMCS HOpMAnu3ayus yucia mpomboyumose 6 xode
nIA3ZMOMePanuy, Ho NOBMOPHOE CHUJICEHUE UX U NOBbIULEHUE YPOBH KPeamuHuHa npu

nepepuwise 6 ceancax I10, ymo mpebyem 80306n081enuA npoyedyp [42].

IManpenram ¢ ayrommMmyHHbIM al'VC, omnpeleneHHBIM Ha OCHOBAaHHHM OOHapy)XXeHHS
autu-CFH-aHTUTeN, MBI pEKOMEHAYEM IPOBOAUTH IIa3MOOOMEHBl B KOMOHHAaLMu ¢
HHAYKIHOHHOM Tepandedl TIIOKOKOPTHKOMJAMH W/MIM HMMYHOJENpPECCaHTaMH Jyls
CHHOKEHMSI PHCKa HeGIaronpHATHBIX KIMHAYECKHX cobbiTuii [42,59,69,85,86].

VpoBens  yOeauteabHocTH pexomeHpanuii C  (ypoBeHb  JAOCTOBEPHOCTH
A0KA3aTeJIbCTB — 5)

Kommenrapun: neyenue aymoummynnozo al'YC mpebyem couemanus naazmomepanuu
C 2NIOKOKOPMUKOUOGMU U Npomueoonyxoneevimu npenapamamu [35,42,59,66,82,86].
Jlobaenenue x naazmomepanuu 2n1IOKOKOPMUKOUOO8 6 GuUOe MOHOMEpAnuu uiu 6

couemanuu ¢ #pumyxcumabom** (enympueenno, & 0ose 375 me/m2 1 paz é neodento, 4
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6eedenus [125]) unu ¢ #yuxnogpochamuoom™* (snHympusenno 6 esedenuii no 500 mz 6
meyenue 3 mecayea [126]) modxcem ymenvuums puck cmepmu unu oocmudicenus XbII 4
cmaouu 68 meveHue nepeozo 200a ¢ 39% 0o 24%. Iloodepocusarowan
UMMYHOCYNPECCUBHAS. mepanus 8 OanbHeliuleM CHUNCANA OOHONEMHUU PUCK peyuouea

amoi ghopmur al'YC ¢ 21% 0o 8% [86].

3.2 IlaToreHeTHYeCKAN KOMILIEMEHT-0I0KHPYIONIAN Tepanus

IMaumentam ¢ noareepxaeHHBIM al'YC MBI peKOMEHIYEM Ha3Ha4YeHHe JKyam3ymaba** B
CTaHAApPTHBIX [JO3MPOBKaX, B COOTBETCTBUM C HHCTPYKUMEH MO NPHUMEHECHHIO
JIEKapCTBEHHOTO TNpenaparta, i CHUXKEHHUS BHIPAKCHHOCTH KIMHUYECKMX IPOSABICHHH
00JIe3HH, PUCKA CMEPTH M YTy4HIeHHs MOYeYHBIX HcxonoB [20,39,41,42,69,78,84,87-91].
YpoBenb yOeauTeJLHOCTH  pekomeHJammii A (YpoBeHb  JAOCTOBEPHOCTH
AOKA3aTeJbCTB — 2)

KoMMeHTaApHH: 6 O0CHoGe mepanesmuyeckozo 3¢ggexma sxyrusymaba** nescum
npexpawjenue MUKpOYUPKYIAMoOpHoz0 mpomboobpazoeanus ecieocmeue 610KkaA0b
Hexoumpoaupyemoti axmueayuu AIIK. Ilpumenenue npenapama npueooum K
YMEHbULEHUIO 8 KPOBU VPOBHA MAPKEPOB8 BOCHANEHUA, GKMUGAYUU KOMRAEeMEHma u
SHOOMENUANBHO20 NOBPEINCOEHUsL U MPoMOOOOPA308aHUA, A MAKICE MAPKEPOE
noepesicoenusn nouex [87]. Ilposedennvie ucciedo8arnus NPOOEMOHCMPUPOEANU 8biCOKYIO
appexmusnocmp axyauzymaba** 6 omuowenuu KaxK 2emMamonocuiecKux (HOpManU3ayus
yucna mpomboyumoe u npexpawjerHue MUKPOAH2UONAMUYECKO20 2eMONU3a), maxk u
noueunvix nposerenuii al'YC [88,89]. V nayuenmos, nomyuaswiux sxkynuzymab**,
OMMEuAnoCh 60CCMAHOBNEHUE UMY YIYHuleHUe PYHKYUU novex, ucie3ana nompebrHocmo 6
2eMoouanusze, npuuem noxazamenu QYHKYuu nOYEK YIYHULANUCL NO MEPE YBENU4eHUs
CPOKQ mepanuu: max, 8 uccie0o8anuu C.M. Legendre u coasm. yeeanuuenue
pacuemnoli ckopocmu kaybouxoeos gurempayuu >15 mn/mun/1,73 m? yepes 26 nedenw
mepanuu Habmooanocs y 5% nayuenmos, yepes 1 200 —y 15%, a uepes 2 200a —y 40%.
Hsmenenue cmaouu XBII 6 cmopony 6onee pannux u > 4em HA OOHY Cmaoulo
npodemoncmpuposano 'y 35%, 45% u 60% nayuenmos, coomeemcmeenno [88].
IIpumeuamenvro, Wmo nodoOHVIE d¢hdpexm HAONIOOANCA HE3AGUCUMO OM HAMUYUSL UAU
omcymcmeus Mmymayui 6 2enax komniemenma [88]. IIpu OonzoepemeHHoM npumeHneHuu

akyIusymab™** npedomepawaem peyuougvr ocmpoii Komniemenm-onocpeoosannou TMA

[92].
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B ¢aze undyxyuu (nauanvhwiii yuxn) axynusymab** eeooumcs 6 ooze 900 m2 6 eude

BHYMPUGeHHOU UHQpY3UU 00UH pa3 6 Hedello 8 meyeHue nepevix 4-x Hedenb mepanuu
(6ceco 4 ungpysuu). Ha 5-ou Hedene mepanuu eHympugenno esooumcs 1200 me
npenapama (5-n1 ungysus), a 3amem no 1200 me pa3 6 2 Hedenu HeOnpeoeneHHO
onumenvro (mabauya 3). Cnocob npumeHeHusl JeKAPCMEEHHO20 nhpenapama
coomseemcmeyem uncmpyxkyuu no npumeneruio («IIpunooicenue A3»).

Tabnuya 3. Peowcum 0o3uposanus sxyauzymaba** y nayuenmoe c al'yC

MHAYKUMOHHBIH TEPHOA Tonnepxuparonias Tepanusl

Mauments: crapme | [To 900 mMr 1 pa3s B Henemo B TeueHue | 1200 mr uepes Hemedao mocnie
18 ner 4-x Henmeb 3aBepIueHHA Kypca HHAYKIMH (5-1
Hexenq tepanuu). Janee no 1200 mr
KaXAble 2 HEACNH

MBI peKOMEHAyeM MPOM3BOAUTH BaKIMHALMIO MpoTHB Neisseria meningitidis BakuuHoOH
Mg npodUIaKTHKH MEHHHIOKOKKOBHIX MHpexumii ceporpymn A, C, W, Y,
NOJIMCAXapUIHOW, KOHBIOTHPOBaHHON** Bcex mauueHtoB ¢ al' YC 3a 2 Hemend 1o
MepBOro BBEACHUA 3KynuzyMaba** [2,69,93].

YpoBen» yGegurenbHocTH pexkomengammii C  (YpoBeHB  JOCTOBEPHOCTH
A0Ka3aTeIbCTB — 4)

KommenTapun: npu 6noxade C5 KOMNnOHeHmMa KOMWIEMEHMA  Npenapamom
IKYIUSYMAO** Hapywaemcs UMMYHHWIU Omeem HA HEKOMOpbie UHKANCYIUPOSAHHbIE
6axmepuu, 8 nepeyio ouepedb Ha 0OUH u3 U008 Neisseria — MeHuH20KOKK. Imo co3oaem
NOBWIUEHNBITE  PUCK  DA36UMUA  MEHUH20KOKKOBOU UHpeKyuu 60 6pems NeHeHus
axynusymabom™**, ona npodunaxmuxu xomopou nayuenmoe ¢ al'VC Heobxooumo

UMMYHU3UpOBams 0o Havana mepanuu [2,69,93].

Mbi pekoMeHayeM mnanmeHTaM ¢ al YC, MMEIOIMM NOKa3aHMs K CPOYHOMY Hayaiy
NeYeHUs OSKyau3ymaboM**, KOTOpoe HCKIIOYaeT BO3MOXKHOCTh IPEAIIECTBYIOLIECH
BAKUMHALMM [POTMB MEHHHIOKOKKAa, MpPOBOAUTHE  AHTHOHOTUKONPO(PHUIAKTHKY
NpenapaTtaMy, TNPOHUKAOI[MMH uYepe3 reMaTosHuedanmyeckuit Gapbep, € ULEIBIO
MpeIOTBPAIIEHHsI MEHHHTOKOKKOBOH HHpekuuu [2,69,93].

Yposens yOeautennHoctH pexomenpanmii C  (ypoBeHb  10CTOBEPHOCTH
JA0KAa3aTeJbCTB — )

KOMMEHTADHH: Jeyerue anmubaKxmepuansHeiMyu npenapamami. CUCMEMH020 0eucmeus
HeoBX00UMO HAUUHAMb OOHOBPEMEHHO ¢ 6AKYUHAYUEN U NPOBOOUMb He MeHee 2-X Hedelb
8 CAYYQAX, eclu 6aKYUHAYUl0 Npoeodsm 6 OeHvb nepeoti un@ysuu Ixyrusymaba**.

ﬂﬂumeﬂbHOCWIb NpUMeHeHus u 003a anmubuomuxos onpedejvzemc;z Jeyawum epavom,
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UCX00A U3 KOHKpemHOU KAuHuveckou cumyayuu. B caywasx neeozmodcHocmu
BAKYUHAYUU K MOMEHmMY HAuaAnd NeveHus anmubuomuxonpogunaxmuxa moxcem Gvimo
npoOeHa HA CPoK 00 HECKONLKUX MeCAYe8 8 3a8UCUMOCMU Om 6PeMeHU 6akyunayuu. B
pAde  cnyuaee  QHMUOUOMUKU  MO2YM  HA3HAYAMBCA  0ddice  CB0EBPEMEHHO
8aKyuHUposannvimM nayuenmam. Iloxazanus x ux npumeHeHuio onpeoensiem ne4aujuu
epay. Heobxooumocme npogpunaxmuueckozo HasHaueHUs aHMubUOMUKO8 NAYUEHMAM C
al'YC o6ycnoenena omcymcmeuem eaxyurvl npomus cepomuna B N. meningitides, 6

C8A3U C HeM npoee()euue BAKYUHAYUU NOAHOCMDBIO HE UCKTIoYAem pa3eumusl Menuncuma

[69].

Mil He peKOMeHIyeM OTMeHy »OKynusyMaba** mocne JOCTHXKEHHMs PEMHCCHHU
KOMIUIEMEHT-oniocpeaoBaHHo# TMA mnamueHTaM, Yy KOTOPBIX NPH TE€HETHYECKOM
HCCIIEIOBAaHMHM HCHTHGHULHPOBAHBI MyTalMK reHoB ¢dakropoB koMmruiemeHnta CFH, CFI,
CFB, C3 [42,69,92,93].

VYpoBen» yGeaurenbHocTH pexkomenpanuii C  (ypoBeHb  /10CTOBEPHOCTH
AOKA3ATEJILCTB — 4)

KOMMEHTApHM: NepeoHAuaNbHO CYUMANOCL, Ymo nevenue Ikynusymabom™** oondicno
NPOGOOUMBCS  NOJNCUIHEHHO, NOCKONbKY OCHOGHbIM mexanusmom pazeumus al'YC
ABNAEMCA  XPOHUYECKAs  HEKOHMPONUpyemas  2unepakmueéayus  KoMhiemenmad,
obycnoenennas zenemuveckum Oegpexmom. OOHAKO npoGedeHHblE 8 NOCAEOHEe BPeMs
UCCNe008AHUA NOKA3GNY, YMO OMMeHA npenapama 603MOJCHA, Xoms npumepro y 30%
nayuenmos nocie npexpaujeHus mepanuu paseueaemcs peyuous TMA, npuuem uawe y
umelowux mymayuu, accoyuuposannvie c¢ paseumuem al'VYC. Hmenno nosmomy
NpuHUMamv pewieHue 06 omMeHe npenapama MOJCHO, MONbKO UMeS pe3yibmamvl

2eHemuueckozo ucciredosanus [42,69,86,92,93,94,96].

Mbl pekOMeHAyeM TIaTeJIbHOe HabMloJieHHe NalUEeHTOB B Cly4asdX OTMEHBI
sxynu3ymaba** ¢ MOHMTOpUpPOBaHHEM 00Iero (KIMHHYECKOro) aHaIH3a MO4YH, obmero
(KTHHMYECKOTO) aHaIM3a KpPOBH, HCCIENOBAaHHEM YPOBHA KpeaTHHMHA B KPOBH H
ONpe/eNiCHHEM aKTMBHOCTH JIAKTAaTACTHAPOreHa3bl B KPOBM B TEYCHHE He MeHee 12
Helenb C LEIBIO CBOEBPEMEHHOM IHMarHOCTHKM Bo3MOXHoro peuuaupa al YC
BO300HOBJIEHHS KOMIUIEMEHT-610KHpYIolLei Tepanuu [69,92,95,96].

VYpoBenr yGeagutenbHocTH pekoMengaumii C  (ypoBeHb  JOCTOBEPHOCTH

J0Ka3aTelbCTB — 4)
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Kommenrtapun: nockonvky peyuouser al' YC uawe 6cezo nabriodaromcs 6 meueHue
nepevix 3x mecayes, u ocobenno nepevix 30 Oueil, nocie ommensl namMoeHeMu4ecKou
mepanuu, 6 3mom nepuod nayueHmul HyHcOAlOMes 8 0060 mujamenbHOM HAOMIOOEHUY U
KOHMpONe OCHOBHBIX nabopamopuvix napamempos, xapaxmepusyiowux TMA. Taxoi
PedcuM nosgonsem OOHApydcums obocmpeHue 30060ne6aHUA 6 CAMOM €20 Havane, He
oonyckas paseumus evipajcenHoli mpomboyumonenuu, MAI'A u nosviuwenus
kpeamununa [69,92,95,96]. Ilo ucmevenuu 3 Mecayee 6 omcymcmeue peyuouea

uccne008anus Mozym bvimv 60nee peoKuUMuU.

IManuentam ¢ al'YC ¢ qucdyHkuuell novek, norpeOGoBaBLIMi NPOBEACHHS AHAIN3A, MBI
PEKOMEH/IyeM MpPOJOJDKHTE JIeUeHHE JKyau3yMabom** He MeHee 3 MecdlleB mocie
JOCTH)KCHHS peMHCCHH GONe3HH, I8 AOCTHXEHHS MaKCHMalbHOIO INOYE€YHOTO OTBETa
Ha KOMILUIEMEHT-0IOKHPYIOLIYIO TepamHio [69].

VYposenb  yGenuteasnoctn pexkomenpanuii C  (ypoBeHb  J1OCTOBEPHOCTH
AOKA3aTeJLCTB — S)

KoMMeHTapHH: 5KyauzymMab™** nodaensem xomniemenm nocie nepeoti Jce un@ysuu, u
€20 CHUIICEHNAA AKMUSHOCMD coxpansiemca 8 meyenue 6cezo cpoxa nevenus. Ilosmomy
noxazamenv Qynxyuonanvrol akmusHocmu komnaiemenma (CH50) 6 npoyecce nevenus
cmoiiko npubnuscaemca k Hymo. Kpumepusmu wnunuvecxoii  sgpghexmuenocmu
IKYAUIYMABA** 3618I0MCA NPEKpaujeHue MUKDOGH2ZUONAMUYECKO20 2eMONU3A (CHUJICeHUe
ypoeus JIQI' 00 HOpManbHbIX 3HAYEHUU) U HOPMANU3AYUA Hucra mpomboyumos, a
maxkxce ynyvuienue Qynxyuu novex. IIpu smom 2emMamonocuqeckuti omeem sHAYUMENbHO
onepescaem omeem noveynwii. Kax npasuno, JII' u wuucno mpomboyumos
HOPMANUZYIOMCA K KOHYY UHOYKYUOHHO20 KYDCA Mepanuu, mo20a KaK KpeamuHuH Kposu
CHUDICAeMCA  3HAYUMENbHO  MeONeHHee, U  NAyueHm  ModJicem  OCMABamMbCs
ouanussasucumoim 6onee OnumenvHoe eépema. Ilocmenennoe napacmanue Ouypesa K
KOHYYy 3-20 Mecaya CHyxiCum 6aJXCHLIM NOKA3AHUEM K NPOOONICEHUI0 KOMNIEMEeHM-
610KuUpyIOWell mepanuu, NOCKONbKY VIAYYuleHue QYHKYuu novex HepeoKo npoucxooum
3amednenno. B smux cayuasx evinonHenue OGUONCUU NOYKU MOJICEm NOMOYb NPUHAMD
peuierue 0 npodondicenuu 1ubo ommene mepanuu. Ecnu dice 6 ommeyennwiti cpox OIIT
He paspewunace u nompebHocmb 8 Ouanuse COXPAHAEmCs, KYAusymab** credyem
ommenums. Hexmouenuem A61A10mea Uil nayueHmboi ¢ NOTUOP2AHHBIM NOPAJICEHUEM, 8

CYHAAX KOMOPO20 peuierue O NPOOOINCEHUY MEPAnUU NPUHUMAEMCA UHOUSUOYATLHO

[69].
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3.3 ConyTcTBYIOUIAS TEepaANNA

MBI HEe pEKOMEHIYEM BHINMONHEHHWE TpPaHCHY3UH TPOMOOKOHLECHTpaTa MALMEHTaM C
al'VYC, He HMEIOIMM BBIpOXEHHON TpoMOouuToneHun (4ucio TpombouuToB Gonee
20000/MKJI) M reMOppard4eckKUX OCJIONKHEHHH (KPOBOTEUEHHS) B CBA3H C PHCKOM
ycyryGieHuss TpOMGOLMTONIEHHM W  TeHepalM3alu¥  MHKpoTpoMGooGpasoBanHs
[2,36,37,42,69,74].

Yposenb  yGeaurenbHocTH pexomengauuii C  (ypoBeHb  [XOCTOBEPHOCTH
AOKA3aTEJIbCTB — )

KomMmeHTapHH: mpancgysuu mpomboyumos mozym ycunume npossnenus TMA y
nayuenmoé ¢ al'VC, nockoneky npoeoyupyiom OanvHeuduiee nompebnenue
mpomboyumos, nomeHnyupys mpom6oo0pasoeanue 6 cocyoax MUKPOYUDKYIAMOPHO20
pyeaa. Tpancgyzua mpomboyumoe noxazana nuwib NPU Pazeumuu KpoBOMeYeHUs unu
NpuU  UCNONb306AHUU  UHBA3UBHLIX  OUASHOCMUYECKUX  UAU  MEPAneému4ecKux

BMeulamenbCcme ¢ 8blCOKUM PUCKOM kpoeomoyugocmu [2,36,37,42,69,74].

Mbl pekoMenayeM mnaunueHTaM ¢ al'YC ¢ memsio KOppeKuMH Tsbkenoii MATA
(remoroGuH MeHee 75 /1) NPOBOJUTH TPaHCGY3HIO SPUTPOLUTAPHON MaccHl [2,69].
Yposenn  yGeaurenbnoctH pexkomenpaumii C  (ypoBeHb  AOCTOBEPHOCTH

A0KA3aTEJIbCTB — 5)

MpEl pekoMeHyeM Ha3HaY€HHE AHTHTHUIEPTEH3MBHBIX INPENApaToB, MPEIYCMOTPEHHBIX
pekoMeHaauuaMu no jedenuio runepronud npu XbBI1 nauuenram ¢ al'YC, ameromum
apTepHaIbHYIO runepreHsuio [97].

YpoBen» yOenureabHocTH pexomenpaumii C  (ypoBeHb  AOCTOBEPHOCTH
JIOKA3aTEeJIbLCTB — S)

KoMMeHTapHH: cM. peKOMEHOAyuu no 1eveHuio apmepuanvbrol 2unepmonuu npu XbII.

Msl pexoMeHayem npoBoauth jdedende OINIl nmanueHtam ¢ al'YC B COOTBETCTBHH C
pexoMeHaaluaMu 1o siedeHuto OITIT [68].

YpoBens  yGeaureabHocTH  pexomenpanmit C  (YypoBeHb  [10CTOBEPHOCTH
JI0KA3aTeJIbLCTB — )

KommenTapun: cm. pexomenoayuu no OIII1.

%13 PSKOMCHAYEM BBIABJIATE BO3MOXKHBIC TPHITEPHI 3aboj1eBaHHS Y BCEX NMAKHACHTOB C

al'YC 11s nIpoBeicHUA JIeYeH s, HalpaBIeHHOro Ha UX ycrpanenue [39,42,59,69,71,74].
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Vposenn yGeaurenbHocTH  pexomenpanmii C  (ypoBeHb  [IOCTOBEPHOCTH
A0KA3aTeIbCTB — )

KOMMEHTApHH: Oajice y NAYUeHmMos, umelowjux 2eHemuyeckutl Oegexm cucmembi
Komniemenma Ons peanusayuu npedpacnonoxcennocmu k al'YC, mpebyemca
6o30elicmeue mpuzzepa, uzpaiowe2o poab «emopozo yoapay. Haubonee uacmvimu
mpuzzepamu  A6AAIOMCA  UHQexyuu, axmueHoe  8ocnaneHue, bGepemeHHOCMD,
Xupypeuieckue onepayuu, peHmzeHoKoHmpacmusie npenapamut u 0asice cmpecc. Joboii
udenmugpuyuposannvii mpuzzep ciedyem ycmpanume max Oeicmpo, Kak 3mo
8oamodicHo. Ocoboe 3HayeHue umeem ceoespeMenHas OuazHocmuka ungexyutl, Haubonee
yacmo  npedwecmeyiowux al'VYC, u cnedylowas 3a Hell  A0eK8AMHAA

anmubaxmepuanvias mepanus [39,42,59,69,74].

3.4 Xupypruueckoe jJe4eHHe
K xupypauueckomy nevenwro al'VYC omuocumes mpancnaanmayus (nepecaoka) noyxu

nayuenmam, O0CMU2uuUM MePMUHATLHOU noyeyroli Heoocmamoyunocmu (XBII 5 cmaduu).

Mbl peKkOMeHAyeM nepecaiky mouku nauueHTam ¢ al' YC, JOCTHIIIHMM TEPMHHATBHOMH
moyeuyHoii HejocTatouHocTH (XBII 5 craguu) ¥ HE HMEIOIMMM 3KCTPapeHAIBHBIX
KIMHUYecKuX npossnenuii TMA [37,39,69].

VYpoBen,  yGeaurenbHOCTH  pekomenaanmmii C  (ypoBeHb  AOCTOBEPHOCTH
A0KAa3aTeJbCTB — 5)

Kommenrapuu: nayuenmam, oocmuzwum MepMUHAIbHOU noueyHol
HedOCMamoyHoOCmuU, NEPecacka NOYKU LINONHAEMCS, eCU NEPUOO OM HAYanNa OuaIu3a
cocmaensiem ne menee 6 mecayes [98]. K ozpanuyeHusm 6binoIHeHUs nepecaoku NOYKu
nayuenmam ¢ al'YC omuocamca kax obwue npomueonoKa3anusM K mpaHCnAaHmayuu
(310KaYecmeenHbie HOB0OOPA306AHUA, AKMUGHblE UHQEKYUU, MANCENbIE XPOHUYECKUE
IKcmpapenanvnvie 3abonesanus u Op.), max u cneyuguueckue ona al'YC:
NPOOOINCAIOWAAC AKMUBAYUSL KOMNIEMEHMA C BHENOYEYHLIMU NPOSBNEHUAMU U
omcymcmeue — 603MOJNCHOCMYU — NPOPUIAKMUYECKO20  88e0eHus  IKyrusymaba™*

nayuewmam 2pynnul 6bICOKO20 U CPEOHE20 PUCKA.

MBI peKOMEHIyeM BBIIOJIHUTE OLIEHKY pHCKa peLuanBa 3abonesanus (Tabnuna 4) nocne
olepaiuy, BKIIOYAIOUYIO, I[IOMUMO CTaHIApTHOro OOcleOBaHHs, TEHETHYECKOE
HCCAEAOBaHHE C LENbl0 MAeHTH(HKaimuu MyTanui, accouunpoBaHHelx ¢ al'yC
(MOleKyIApHO-IreHEeTHYECKOe HccienoBaHue Myraumi: ¢aktopos H, I, B, C3,

tpomGomoynud, MCP) u onpeaencHue B AHHaMHKe coziepxkanus antuTen K CFH — npu
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aHTHTENBHOM al ' YC nepea BKIIOYEHHEM B «JIMCT OXXKMIAAHHA» TPAHCIUIAHTALIMH TMOYKH
nanueHnTta ¢ al' YC [66,72].

Yposens yGeaumTesbHOCTH  pekomeHZaumii B (ypoBeH»  10cTOBEpHOCTH

JA0Ka3aTeJbCTB — 3)

KomMmenTtapun: nayuenmut ¢ al'YC mozym umembv 8bicOKull, CDeOHUNU WU HUIKUU PUCK
peyuousa nocie nepecadku NOYKY, Npu SMOM CMeneHb PUcKa OONJHCHA ONPeOensimbCsl
KAK HA OCHOBAHUU Pe3YTbmama 2eHemu4ecKko20 Mecmupoeanus, maxk u ¢ y4yemom
KAIUHUYEeCK020 meveHus 3abonesanus, yacmomul peyuoueos TMA u cemetnozo anamuesa
(mabruya 4). Cnedyem noMHuUmMb, 4mo hayueHmbvi, Y KOMOPLIX He GblABNEHbI
2eHemuyeckue eapuanmel, accoyuuposanuvie ¢ pasgumuem al'YC, Oondicnbl bbimb
omHeceHbl K 2pynne cpednez0 pucka peyuousa, a nayuenmol ¢ cemetinot opmou al'yC
u/unu peyuoueamu TMA e anamuese, 8 mom uucie — paHee nomepasulue NOYeuHbll
mpancnaanmam us-3a TMA, umelom 6vicokuii puck paseumus peyuouea nocine
MPaKCHAGHMAYUU He3A8UCUMO OM XAPAKMEPA 6bIABNEHHBIX Mymayuu. Xoms 6 yeiom
PUCK ONpedensiemcs NPeUMyecmeeHHO MUnoM Mymayuii, Yacmu4yHo OH 3aeucum u om
opyeux nepumpaHcniaumayuonnulx  gaxkmopos. K num omuocam  msdicenoe
UmeMu4eCKu-penephy3uoHHoe noepedcoeHue mpanCnianmama, 6biCOKue KOHYeHmpayuu
6 Kpoeu peyunueHma uH2UOGUMODPOE  KANbYUHEUPUHA, OCMpoe  OmmOpJIiCeHue
mpancnianmama, 0cobeHHO ZyMOpaibHoe, BUPYCHble UHMEKYUU (YUMOMe2ano8upycHas
u Opyzue 2epnec-eupychvie unpexyuu, zpunn, BKV-ungpexyus, ungpexyus, evizeannas
napeoeupycom B19, ungpexyuonnvie zacmposnmepumer u op.) [20,83].

Ta6nuua 4. Ouenka pucka peuuausa al 'Y C mocsie TpaHCIUIAHTALMH TOYKH

Puck passHTHA ®dakTop pHCKa
peuyarea

Bricokuit Myramuu CFH, CFB, C3, CFH/CFHR1-5, penuauee! al' YC B aHamHe3e, ceMeiHat
dopma al' YC

Cpennuit Hzomupopannsie Mytauuu CFl, MyTaumm ¢ Hen3ydeHHBIMH 3(idexramu,
HEH/ICHTHQUUHPOBAHHEIE MYTAlMH, EPCUCTHPYIOMIHE HH3KKE THTPE! anTH-CFH-
aHTHTE]

Huskuii Hsonuposannsie Myrauui MCP, Hyneprie TuTpbi anTH-CFH-aHTHTEN B TeueHUe
JUTATENIBHOTO BPEMEHH

MBI pEKOMEHIYEM BBHINOJHAT MepecajKky NO4YKH Ha ¢oHe NpPoPUIAKTHIECKOTO
NpHMEHEHHs OKyau3ymaba** mnagueHTaM C  ycTaHOBNEHHBIM jauarHosom al'yC,
HMEIOIIHM CPeIHHI M BBICOKHH PHCK pELMAHBA B NMOCTTPAHCIUIAHTALHOHHOM MEpHOJE,
4TOOBI IPeIOTBPATHTh pelauB 3abonesanus [91,99].

YpoBens  yGenuTeJbHOCTH  pexkomeHJaumid A  (YpoBeHb  [JOCTOBEPHOCTH

JA0KA3aTEJIbCTB — 2)
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KomMenTapun: npoguiaxmuyeckoe npumeHenue IKynusymaba** e zpynnax pucka
peyuousa al'YC 6onee 3ghghexmusno, uem neveHnue pa3euUeULE20CA PEYUOUBA: eClU
yacmoma nomepo mpancnaanmama uz-3a TMA e aepynne npoguraxmuyeckoz2o
npumenenus axynuzymaba** cocmaeuna 5,5%, mo y peyunuenmos, nOAY4AGULUX
npenapam no noeody eoszepamuozo al'YC, amom nokasamenv 0ocmuz 22,5% [99].
Buinonusmo nepecadxy nouxu 6e3 npogedeHus mapeemHoli nPoPUIAKMUKYU MOICHO Ul
nayuenmam ¢ noomeepicOeHHbIM Huskum puckom peyuouea al'VYC. Bcem ocmanvHuim
Heobx00uMo npodunaxmuyeckoe nNpuMeHeHue KOMNIEMEHm-OIOKUpYIowel mepanuu,
NPOOOANCUMENLHOCHT KOMOPOL NOKA OKOHYAMENbHO He onpedenena. OOHAKo 3Kchepmbl
npeononazaiom, 4mo ONUMENbHOCMb NPUMEHEHUs IKyausymaba** nocne nepecaoxu
NOYKU MAKIICe MOJCem ONnpedeisimbCs HA OCHOBAHUU DUCKA peyudueéaq: nayuenmul ¢
BbICOKUM DUCKOM OOJOICHbI NONYYAmMb Npenapam 6 meyeHue 6ce20 hnepuooa
PYHKYUOHUPOBAHUA PEHALHOZ0 MPAHCHAAHMAMA, A Y NAYUEHMOE CO CPEOHUM PUCKOM
npu omcymcmeuu Oadce CYOKIUHUYECKUX Deyuoueos 6 NOCMmMPAHCNIAHMAYUOHHOM
nepuode uyepe3 1 200 nocne nepecadku NOYKU MOICHO NPEONPUHAMb KOHMPOIUDYEMYIO
nonvimKy ommenvl komniemenm-onoxupylowei mepanuu [20,83,98] (mabruya 5).

Tabauua 5. JUTMTENbHOCTD JIeYeHHus 3Kyau3yMaboM** mociie TpaHCIUIAaHTallid MOYKH B

3aBHCHMMOCTH OT pHcKa peuuauba al YC

Puck pa3sBHTHA JnuTensHOCTh TepanuM 3KyIu3ymadom™**
peLamMsa

Bricoxumii BBemenne aKynusyMaba** mokazaHO B TEUEHHE BCEr0 Cpoka (yHKIMOHHPOBAHHMS
TpaHCILIAHTATa

Cpennuit Yepes 12 Mecanes mnocne fepecagkd MOYKH MOXET OHITE MNpEanpHHSATa
KOHTPONMpYeMas TIOTILITKA OTMEHBI B OTCYTCTBHE Ja)Ke CYOKITHHHYECKMX PELIMIMBOB

Hu3knii IMocne mnepecankd MOYKHA NALMEHTaM MOXKHO HE TPOBOAMTH CHELMATBHOH
npodHIaKTHKH SKyJiH3yMabom**

Ilpu ananusze dannvix Inobamvrozo pezucmpa al'YC 6bino noxasano, 4mo HA4ano
66e0eHus IKyIu3ymaba™** 0o mpancniaumayuu no CpAaGHEHWI0 CO CMAPMOM Mmepanuu
nocae onepayuu (c omcpoukoi 6onee 14 Oneil) accoyuuposano c yrysuienuem QyHkyuu
PEeHATbHO20 MPAHCHAAHMAMA U CHUMCEHUEM pucka nompebrocmu 6 zemoouanuse [100].
B Oenv mpancniaumayuu He3agucumo om mozo, NONy4al nayuesm sxynusymab™* panee
UnU Hem, He MeHee Yem 3a OOUH 4ac 00 penep@ysuu OOHOPCKO20 OpP2aHa 00NlCHA bbimb
evinonnena ungysus npenapama. [Joza sxyruzymaba** we 3aeucum om maccel mena u
cocmaansem 900 m2 na esedenue. Credyiowan 003a eeooumcs vepes 24 uaca nocne
nepecadxu nouxu. Ilocnedyiouee 6edenue npenapama OCYuecCmeniemcs 4epes Heoeno
(900 m2) ¢ danvretiuum nepexodom Ha pexcum 1 paz 6 2 neoeau (1200 m2) orumenvHo

(mabnuya 6) [98].
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Tabmuma 6. CxemMa nNpoQMIAKTHYECKOrO IMpUMEHEHHMs 3Kynuiymaba**  npu
TPaHCIUIAHTALMHK MOYKHU nanueHTam ¢ al'yC

Hens 0 JHenn 1 Henn 8 Henn 22

900 mMr 900 Mr 900 Mr 1200 mr

B mo oice 8pems y omoenvHbIX NAYUEeHMOo8 ¢ 8biCOKUM PUCKOM PeYUOUBQA, OCAONCHEHHbIM
meyeHuemM NOCIeONePayUOHHO20 NEPUOOa ¢ HAIUYuem OONOTHUMENbHBIX KOMHIJEeMEHm-
aKmueupyIowyux cocmosiHull (msxcenoe penepdly3uoHHoe noepexncoeHue, OmmopIceHue
MPAHCAIAGHMAmQA, XUPYpPSUYeCKUue OCHO0JCHEHUs, OONOTHUMENbHbIE ONePAMUEHbIe
eMewiamenbcmea) Modcem Oblmb UCNONL308AHA OONee UHMEHCUBHAA CXeMA 66E0EHUA
axyauzymaba** e pannue cpoxu nocie nepecadxu nOYKU, ¢ NepexoooM HA UHMEpEan
eeedenun 1 paz ¢ 2 nedenu no 1200 mz nocne 36-20 Ona (mabnuya 7). B cayuae
Heobx00umMocmu npoeedenus no JicusHennvim noxazanusm I10 unu mpancepysuit C3I1 na
gone mapzemnoii mepanuu sxyruzymabom™* HeobxoO0umo eeedeHue OONONHUMENbHIX
003 npenapama 6 cOomeemcmeuy ¢ UHcmpyxkyueii no e2o npumereruio [98].

Tabmuna 7. HWurencupuuupoBaHHas cXeMa NPOPUIAKTHYECKOTO IMPHUMECHEHHSA

aKynu3yMaba** mpu TpaHCIUTaHTaLMH NOYKH nauueHTaM ¢ al YC

Jens 0 Jens 1 Jens 8 Hensb 15 Jens 22 Jens 36

900 mr 900 Mr 900 Mr 900 mMr 900 mMr 1200 mr

MEl peKOMEHAyeM BaKLMHALMIO MPOTHE MEHMHTOKOKKOBOW**, ITHEBMOKOKKOBOH** M
reMoQHIBEHON HHpEKUMH THna b** B nopsake NOATOTOBKM K HEPECANKE IOYKH H
npoduIaKTHIECKOMY MpPHMEHEHHIO 3Kynu3ymaba** nauueHram ¢ al YC, ecn OHM He
ObLTH BaKUMHHUPOBAHBI paHee, Ui MUHUMU3AUMH pUCKa WHQEKIHMOHHBIX OCIOXHEHHMH
[39,101].

YpoBeHb yGeguTensHocTH pexomenaammii C  (ypoBeHb  [OCTOBEPHOCTH
A0Ka3aTeJbCTB — 5)

KoMMeHTapHH: Mexanusm Oeticmeus sxynusymaba** npeononazaem noeviuenue pucka
paseumus.  MeHUH2OKOKKOGOU  uHgexyuu u  Opyeux  ungexyui,  6bi36GHHbIX
UHKANCYIUPOBAHHLIMU OAKMEPUAMU, 8 CBA3U C YeM 8CEX NAYUEHMOS, NOLYHAIOWUX IMOm
npenapam, ciedyem npueuéams NPOmMu8 MEHUH2ZOKOKKOBOU uHgexyuu, a Kanouoamos Ha
MPaKCHAGHMAYUIO NOYKYU — MAKIICE NPOMUE NHEBMOKOKKOBOU U 2eMOPUIbHOY UHpeKryuu,
JICenamenvHO 00 HAYanNa KomnaemeHm-onoxupyiowen mepanuu. Ilockonbky nepecaoka
nOYKU 6bINONHAEMCS 6 GONbUWUKCMEBEe CRYyYae8 NIAHOBO, GAKYUHAYUIO YenecoobpasHo
nposecmu 0o exnouenus 8 «JIucm oxcuoanusy. Y nayuenmos ¢ al'YC credyem maxoice

npumeHamy 00wue pexkoMeHOayuu no npogurakmuke uH@exyul y peYunuenmos
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conuonvix opeanoe [102,103]. Kpome moeo, npaxmuueckue pekomMeHOayuu nepeusHouw u
emopuunoti npogunakmuxu ungexyuti y espociuix u demei ¢ al'VYC pazpabomanvi
poccutickumu sxcnepmamu 8 2016 u onybruxoeanvl 6 eude Ookymenma «Pezomoyus
Meoswcoucyunnunapnozo coeema 3xcnepmog no npoguiakmuxe msaxceavix uxgexyui y
NayueHmMo8 ¢ 2eHeMuUYecKUMYU HAPYWEHUAMU DecYIAYyUu Cucmemvl KOMNIAEMEeHma,
noayyalowyux mepanuio skyausymabomy [104]. Cnedyem nomnums, umo nocne
MPpAHCHAGHMAYUY — BAKYUHAYUS  JHOOBIMU  JICUBLIMU  GaKyuHamu  abconomuo

npomueonoxkaszqaua.

MBI HEe pEKOMEHIyeM HMCIOJIB30BaTh OpraHsl OT JOHOPOB «C PacCIIMPEHHBIMH
KPHUTEPHAMHK», BBHIIOJIHATh OIEPALMIO NpPH BHICOKOM IMPOLIEHTE MpeACYIEeCTBYIOMMX
anTu-HLA aHTHTEN y mNOTeHUHanbHOro peuunueHta wWid ABO-HECOBMECTHMOCTH
JOHOpa M peUdlMeHTa MNpd nepecaake Mo4ykW mnaunueHntaM c¢ alYC B menmsx
npodunakriuky peuuauea al'YC B nepecaxxeHHO# nouxe [69,81].

YpoBenbr yOeaurennHocTH  pexoMenaamuii C  (YpoBeHb  JOCTOBEPHOCTH
JA0KA3aTeJbCTB — )

KoMMeHTapHB: 0anHas pekomeHOayust 006ycroeneHa avicokum puckom peyuousa al'yC
npu MANHCENOM umeMu4ecKu-peneppy3uoHHom nogpesicoenuu noveyHoz2o

mpaxncnaarmama U Ha ¢OH€ aumumezto-onocpet)oeannozo OMMOPIHCEHUA.

MEI He peKOMEHyeM BHIIMOJHEHHE POJCTBEHHOM nepecaaky Moykd manueHTam ¢ al YC
6€3 reHeTHYECKOrO MCCIEIOBAaHUS CHCTEMBI KOMIUIEMEHTA HE TOJIBKO y PELMITHEHTA, HO
H Y TOTEHLMANBHOTO JOHOpa B LensiX MpOQHIAKTHKM MNOCTTPAHCIUIAHTALIMOHHOTO
peunausa 3abonesanui [65,69,72,81].

YpoBenbr yOeamtenbHOocTH pekomeHAanuii B (YpoBeHb  10CTOBEPHOCTH
JA0KA3aTeJbLCTB — 3)

Kommenrapumn: ouaznosz al'YC 6 6onvuuncmee ciy4aeé a61semcs npomuéonoOKa3arHuem
K pOOCmeeHHOU nepecadke NOYKU 8 C6:A3U ¢ npakxmuyecku neusbesicnvim peyuousom TMA
6 mpancnnaumame. OOHAKO nepecacka NOYKU MOJCem 6bINOIHAMbBCA, eCu Y nayueHma
— KaHouo0ama Ha MPAHCRAAHMAYUIO NPU UCCEO0BAHUU 2EHO8 CUCMEMbL KOMNIEMEHMA
8bIABNAIOMCA Mymayuy, accoyuuposannvie ¢ pazeumuem al'YC, a y nomenyuanvroz2o
OoHopa maxosvix He obnapyscusaemcs. Ilpu smom Heob6X00UMO MAKCUMANBHO
uHgopmupoeamv O0HOpA U peyunuenma O pa3GUMUU BO3MOICHBIX OCNONHCHEHUU
mpancnaaumayuu. B mo oice epems, ecau mymayui, omeemcmeeHHbIX 3a pazsumue

al'VC, ne o6HapysceHo Hu y OOHOPA, HU Y BO3MOICHO20 PEYUNUEHMA, UNU OOHADYIICEHb
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2eHemuy4eckue eapuarmul ¢ HEACHbIM KAUHUYECKUM 3HAaYeHuem, om podcmeermoﬁ

mpancnaaumayuy credyem Omra3amues.

Ms1 PEKOMEHIYEM BbIOMpAThH HHAYKLHOHHYIO 7| MOA/IEPIKUBAIOLITYIO
HMMYHOIENPECCHBHYIO TEPaNui0O B COOTBETCTBHM C H3BECTHBHIMH (aKkTOpaMM pHCKa
OTTOPXKECHHS TPaHCILIAHTATA JUIA PELMITMEHTOB MOYEYHOrO TPAHCILUIAHTATa, CTPAJAIOIIHUX
al’'YC, u3beras mpH 3TOM BBICOKMX KOHLEHTpalMi HHTHOMTOPOB KaJlbLIMHEBPHHA B
KpPOBH, C LENBI0 HE JOMYCTHTh pPAa3BUTUA JIEKApCTBEHHO-MHAyLHpoBaHHOH TMA
TpaHcmianTara [69,81,98].

YpoBen» y6enurenbHocTH pexkomenganuii C  (ypoBeHB  /10CTOBEPHOCTH
JA0KA3aTEJbCTB — S5)

KommenTtapun: y nayuenmos ¢ al'YC kpaiine dicenamenbHa uUHOYKYUOHHASL Mepanus
AHMUTUMPOYUMADHLIMU ~ GHMUMENAMU, KAK  CYUWECMEEHHO  CHUJICAIOWAs  PUCK
ommopcenus mpancnaaumama. Ilpumenenue yuxiocnopuna** u maxponumyca™*
nocie mpancnianmayuu moxcem b6vime mpuzzepom paseumus TMA mpancnaanmama,
00HAaKO OaHHble hpenapamel 68  HACMOAWee 6pDeMs  OCMAIOMCA  OCHOB0U
ummynocynpeccuu. Kpome mozo, ucnonvioeanue cxem ummyHocynpeccuu 6e3
yuxnocnopuna**/maxponumyca** ne npugooum K 3HAYUMOMY CHUNCEHUIO DPUCKQ
peyuousa al'yYC nocae mpancnianmayuu [105]. Y peyunuenmoe c ouaznosom al'yC
cnedyem uzbe2amo 4peimMepHo GbICOKUX KOHYEHMPAYUU UH2UOUMOPOE KANbYUHEUPUHA 8
KpO6U: KOHWyewmpayus maxkpoaumyca** mne Ooaxcrha npeeviuams 12 He/mn,
yuxnocnopuna** — 200 nz/mn (C0). B 6onvwurcmee cayyaee unzubumopbi mITOR e
credyem 6KnO4AMb 6 cXemy NOCMMPAHCHAAHMAYUOHHOU UMMYHOCYNPECCUY NAYUEHMAM
¢ al'VC, nockonbky ucnonv3o6anue OQHHGIX Npenapamoe Modcem Hapyulams
60CCMAHOGNIEHUE TNOBPENCOCHHO20 IHOOMENUs 3a cyem aHmunponugepamueroo u
npokoazynsnmuozo s¢pgpexmoe [106,107], oonako y omoOenvHbIX nAyueHmoe npu
HAMUYUU NOKA3AHUN U MUAMENbHOU OYeHKe COOMHOUWEHU NOMb3A/PUCK UHSUOUMOPY

mTOR mozym npumenamucs.

IMauuentam ¢ al’'YC mocne mnepecagkd TNOYKHM MBI PEKOMEHAYEM TILATEIbHBIN
MOHHTOPHHT KIMHHUKO-JIA0OpaTOpHBIX MOKa3aTeliel, CrnocoOCTBYIOMMX BBISBICHHIO
TMA, ¥ BbinojHeHHe OHMONCHI TpaHCIIaHTaTa MNOJ KOHTPOJEM YJBTPa3BYKOBOIO
HCCNENOBaHMA C MATOJIOrO-aHaTOMHMYECKHMM HCCIIeJOBAaHHEM OHONCHIHOrO MaTrepHasia

JJ1s CBOEBPEMEHHOM TMarHOCTUKH U jieuenuss TMA tpaHciuianTata [69,81,98].
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YpoBens  yGenureabHocTH pexomenganmii C  (ypoBeHbL  IOCTOBEPHOCTH

AOKA3ATEJbLCTB — 5)

KoMMeHTapHH: MoHumopunz nabopamopnuix noxazameneii TMA (ucciedoeanue ypoeHs
mpomboyumoe 6 Kposeu, uccredoéanue YpoeHs obwe2o 2emoznobuna 6 Kpoeu,
onpedenenue axmuenocmu JIJI" ¢ xpoeu, ucciedoeanue yposHs KpeamuHuna 6 Kpoeu)
nocne nepecadxu nouku credyem npoeooums ¢ wacmomoi 1 pa3 6 HeOenio 6 meuenue
nepeozo mecaya, 1 pas 6 2 nedenu 6 meuerue nocaedylouwux 2-4 mecayes u oanee 1 pas 6
mecay. Bonee wacmuiii mMonumopunz Heo6x00uM Npu UHMEPKYPPDEHMHBIX UHPDEKYUX,
pazeumuu OUCYHKYUU NOYEHHO20 MPAHCAIAHMAMA Y NOCIEe OMMEHbL IKYIUIYMaba ™™,
Iayuenmovr ¢ al'YC nocne nepecaOku nOYKYU, KOMOPbIM NPEKPAMULU Jle4eHue
IKYAUSYMAGOM*®,  QONJICHBI HAXOOUMBCA NOO MuamenbHuiM HAONIOOEHUEM 6paya-
Hegbponoza dns obecneueHuss KOWMPONA 3G NPUSHAKAMU 803MOICHOU axmueayuu TMA u
paseumus ee msaxceavix ocroxchenui. Ilpusnaxamu peyuouea al'YC nocne ommenvl
akyausymaba** cayocam (1) niobvie 06a unu NOBMOPHO ELIABNAIOWUECS UIMEHEHUA
00HO020 U3 CEAYIOWUX NOKA3AMENell. CHUNCeHUe YUcIa mpomboyumos Ha 25% u bonee
oM UCXOOHO20 3HAYEHUA UMY MAKCUMATLHO20 YUCIA MPOMOOYUMOS 60 6PeMsL eYeHUs
npenapamom 3KyIusymMab**; yeeauuenue KOHYEHMPAYUU KPeAMUHUHA CbIBOPOMKU HA
25% u 6Gonee no CPABHEHUI0 C UCXOOHLIM 3HAYEHUEM UNU MUHUMAILHLIM YDOBHEM 60
6peMsA mepanuu npenapamom IKyIusymab** unu  yeenuuenue Cbi6OPOMOUHOU
axmuenocmu JIQI' na 25% u 6onee no CPasHeHUI0 C UCXOOHBIM UAU MUHUMANbHBIM
3HQuEHUEM 60 6pems MeEpanuu NPenapamom IKYAusymab**, unu (2) nwoboi u3
CEOYIOWUX CUMNMOMOS. U3MEHEHUe NCUXUKU, CYOOPO2YU, CMEHOKApOUs, OObluKa,
mpomb03, msadicenviii naHkpeamum, 6He3anHoe yxyouieHue 3penus. Ocoboe enumanue
HYJICHO obpawamv Ha HapywieHue GQYHKYuu novex O0adce Hpu  OMCYmcmeuu
SKCMPAPEHANbHBIX NPOABNEHUL. Dmu CUMnImMOMbl Mo2ym 6bimb ampubymupoeansl K
al'YC nocne uckmiovenus paOd NPuYuH, KOmMopwvie makice MOzym CONpo8ONCOAMbCA
UBMEHEHUEM NepeyUCIenHbiX 1abopamopHblx napamempos, O0CODeHHO 6 paHHeM
HOCMMPAHCRIAHMAYUOHHOM — nepuode  (Hanpumep, XUpYp2uyeckue  OCNOICHEHUs,
unbexyuu, 2eMamonoZutecKas MOKCUYHOCMb UMMYHOCYynpeccanmos u Op.). B cayuae
U3ONUDOBAHHO20 HNOBLIUEHUS YPOBHA KPEAMUHUHA CbIBOPOMKU JuUbO HenorHo20
cumnmomoromnaexca TMA obazamenvha mopgonozuveckas eepugpuxayus npusunbvl
Ooucynxyuu mpancnaanmama, NOCKOMbKY He uckmouaemca paszeumue TMA,

JIOKAnU308anHol monvko 6 mpancnianmame [108,109].
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e B cnyyasx pemuauBa al'YC nocie nepecagkd MOYKH C LEBIO €ro KyMHPOBAHHUA MBI
PEKOMEH/IyEM B KaU€CTBE TEPANUM MepBOi THHUH IPHMEHATD 5Kynu3ymab** [69,81,98].
YpoBen»  yGepureanHoctn  pexomengammii  C  (YpoBeHbL  0CTOBEPHOCTH
JA0KA3aTeJIbCTB — 5)

KomMeHTapuu: npu eosnuxnosenuu peyuousa al'YC nocne nepecadxku HOYKU unu
pazsumuu de novo al'VC (TMA c mymayusmu 2eHO8 KOMHWieMeHma, 6nepeble
GLIABNEHHBIMU ~ NOCIE  MPAHCHIGHMAYUY) NOKA3AHA  Gvicokas  3dexmusHocmo
axynusymaba**, ocobenno npu pannem Havane mepanuu [110,111]. Penanvrviii
mpaxCnIaGHMam eue Menee YCmoUuyUe k KOMNIeMEHM-0NOCPeO0BAHHOMY NOBPENCOEHUIO,
Yyem cobcmeenHble NOYKY, NOIMOMY 3A0ePHCKA C HAYANOM MAp2emHOl mepanuu oaxice
HQ HE3HAYUMEbHBIL CPOK MOJCEM NPUBECMU K HENOIHOMY 60CCMAHOBNIEHUIO WU nomepe
Pynxyuu  mpancnianmupoeannozo opzawa. B nepuod  ooicudanwus  nocmagxu
IKYIUIYMAOA**  (Mpu  HEBO3MONCHOCMU HEMeONEeHHO20 €20 68e0eHUs)  MOodcem
nposodumscs I10 ¢ adexeamuvim 0bvemom sxcysuu u 3ameuenusn niasmou — 40-60
Mi/ke maccei mena nayuenma. QOnoxpamHoe eeedenue 3Kynusymaba** ona nevenus
peyuousa al'YC nocne mpancnaanmayuu ne noddepoicusaemcs. IIpoOonsicumenvrocms
NpUMEHEHUA KOMNIEMEHM-GIOKUDYIOWel mepanuu y nayueHmos, nepeHeculux peyuous
al'’yYC nocae TII, oxoHuamenbHo He YCMAHOBNEHA, HO OYEBUOHO, YMO 3MU NAYUeHMbl
nonaoaiom 6 2pynny 6blCOKO20 PUCKA NOBMODHO20 Deyuouea 6 Ccryyae OMmMeHbl

akyauzymaba**.

3.5 MouuTopusr 3ddekTuBHOCTH B 6€30ACHOCTH J¢UeHHS

B 6onvwuuncmese cayuaes npu al'YC npedycmampueaemcs NOJCUSHEHHOE NpuMeHeHue
xomnnemenm-6noxupyiowesi mepanuu. I10006uwlli pedcum nedenus abcomomuo neobxooum
nayuenmam ¢ uOeHmupuYupoSanHuLMu Mymayuimu 2enoe pakmopoe xomnaemernma CFH, CFI,
CFB u C3, nockonbKy OHU OMHOCAMCA K Kamezopuu 6bicokozo pucka peyuousa al'VC

[42,69,92,93].

e Mkl He pekoMeHayeM J1aGopaTOPHOE MOHUTOPHPOBAHHE CTENCHH 6I0Kaabl KOMILIEMEHTA
I8 OLEeHKHM >(deKTHBHOCTH 3Kyau3yMaba** B Xoje KOMILIEMEHT-GIOKMpYHOMIEH
Tepanuu y Beex namuentos ¢ al'yYC [88].

YpoBennr yGenuteanHocTH pexoMenpaumii C  (ypoBeHb  0CTOBEpHOCTH
JA0KA3aTeJAbCTB — 4)
KoMMeHTapHH: 610Ka0a KOMNieMeHma Npoucxooum 6 meyeHue O0OHO20 4aca nocie

nepeoti ungysuu sxyarusymaba** u coxpansemcs HA O0OCMUSHYMOM YpO6He HaQ
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npomsiceHuu  unmepeana mexcoy egedenusmu [88]. Eouncmeennvim Oocmynnuim

Mapkepom Ol OYeHKU CmeneHu 6010Kka0bl AeNsEMCA 0o0WaAs 2eMONUMUYECKAR
axmusrocme komniemenma CHS50 [112]. Kax npasuno, ona ocmaemcsi Hu3Kou 8
meuenue 12-14 OHel, uem u o06ycroéneH O08YXHeOenNbHbIl UHMEPBAN 6 Nepuoo
noooepcuearoweii mepanuu. bnoxaoa rxomniemenma oocmuznyma, ecau 3HaueHus
CH50 cocmaensiom <10%. Ilooaensiowmee Oonvuuncmeo nayuenmos, kak Obiio
NOKA3AHO 8 NPOBEOEHHbIX UCCAe008AHUAX, OOCMU2AIom 3M0o20 YPOGHA Cpa3y Jice Nocie
nepeoul ungyzuu sKyauzymaba**, nosmomy 6 xole JneyeHus Hem Heobxooumocmu
Monumopupoeams CHS50, ecau y nayuenma 60 epems nepuooa unoyxyuu nabmooaemcs
Hopmanusayust yucia mpomboyumos, chuxcenue JIJII" u ypoens xpeamununa bonee yem
Ha 25% om ucxoonozo [69]. Iloxazamenv yposusa C3 ¢hpaxyuu xomnnemenma He
nooxooum 011 MOHUMOPUPOBAHUSL S hexmueHocmu NPOBOOUMOY mepanuu, HOCKOILKY Y
nayuenmos, umeiowux mymayuu CFH u C3, oH ucxoOHO CHUDICEH U NOBbIUWEHUS €20

He/Ib351 0JCUOAMb 8 X00€ Ne4eHUs IKynusymabom™** [65].

MBI peKOMEHIyeM OompeaenuTh OOUIYI0 FEeMOJIMTHYECKYIO CIIOCOOHOCTh KOMILIEMEHTA
(CH50) npu OTCYTCTBHHM MOJOXHTENIbHONW NHHAMHKH IeMaTONOTMYECKHX MOKas3aTenei
NagHeHTa B MEPHOA HMHAYKLMOHHOW TepamuH i oueHKH 3¢dexTuBHOCTH O0KagbI
KOMILIEMEHTA H /U1 YTOUYHEHHs NPHIMHEI HeddPekTHBHOCTH SKynuzymaba** [113].
YpoBenbs yOeaurenbHocTH pexomeHpamuit C  (YpoBeHb  XOCTOBEPHOCTH
JA0KA3aTeJbLCTB — 4)

KommenTapun: noxazamenv CHS50 6onee 10% ceudemenrscmeyem 06 omcymcmeuu
NOAHOU ON0KAOLI KOMNAEMEHMA, AGNOUEMC NPUYUHOU HesghgexmueHol mepanuu.
Ce200Hs U36eCMHO HECKONLKO NPUYUH, C KOMOPLYIMU C8A3aHa HedocmamoyHasn 6aokada
KOMNieMenma, npuvem 8ce OHU Kpaiine pedxku. 3mo mozym 6bimb UHOUBUOYANbHAA
HeoocmamoyHocmes 003bl (Yawe y Oemel, OOHAKO BO3MOJCHO U Y OHeHb KPYNHbLIX
83POCILIX NAYUEHMOB), IKCKPeyus SKyausymaba** ¢ movoil npu manuvuu y nayuewma
MACCUGHOU npomeunypuu u Hedhpomuuecxozo cunopoma. Ilpu adexéamnou Oo3e
npenapama  npuyuHol  omcymcmeus. O10kadbl  KOMWieMmeHma Moodicem  Obimb
2eHemuyeckui eapuanm C5 xomnonenma, umo npedomepawjaem C643b C HUM
akyausymaba** u obecnewueaem, maxum o6pazom, pe3ucmeHmMHocmb K nocieonemy. B
X00e KOMniemeHm-61oKupylowell mepanuu  BO3MOJCHO HOAGNEHUE aHmumen K

aKkyauzymMaby**, maxoice npusooswux x Heaghghexmusnocmu npenapama.

3.6 Jleuenne al'YC, accounHpOBaHHOIO ¢ 6epeMeHHOCThIO
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I'YC-accoyuupoeannwiii ¢ 6epemennocmeio (b-I'VC) — smo al'YC, paseuswuiics 6
nepuod om Momenma noomeepicOenus ¢axma bepemennocmu 0o 12 Hedenvb nocie
pooopaspewenus unu npepvieanus Gepemennocmu [47,114]. bonee wem y 50% nayuenmox
al'YC paseusaemcs npu noemopuvix 6epemennocmsx. Pazeumue 3aboneeanus 603MOXCHO HA
n1060M cpoxe bepemennocmu, 0OHaKo 8 nooaensiowem bonvuuncmee cayiaee (74-94%) al'VC
eosnuxaem 6 III mpumecmpe u panrnem nociepoooeom nepuode, mo20a xax na I mpumecmp
npuxooumcs ecezo 11% cnyuaes, a na Il — 0o 15%. B-I'YC xapaxkmepusyemcs azpeccueHvim
meuenuem U KpaiiHe Hebna2ONPUSMHLIM NPOZHO30M: MAMEPUHCKASL CMEPMHOCMb 00Cmuzaem
42% [47,115]. Yacmoma evissnenus 2enemuyeckux 0egexmos 8 cucmeme KOMnIeMEHMa npu
axywepckom al'VC conocmasuma ¢ maxoeoi 8 obweti nonyiayuu nayuenmog ¢ al'VC, umo
daem ocrosanus paccmampueams 3mo 3aboneeanue e xax emopuynyio gopmy al'VC, a xax
UCMUNHYIO  KOMRaemenm-onocpedosannylo TMA, Ons xomopoii 6GepemenHocmb ABUNACH
mpuzzepom. TIposedenHbvie UCCIeO08AHUS 2EHEMUYECKO20 NPOPUIAL CUCMEMbI KOMNAEMERMA Y
aicenyun ¢ axyuepckum al'YC evisasunu mymayuu, accoyuuposannvie ¢ pasgumuem al'YC, y 46-
56% nayuenmox [116,117]. Kome mozo, eaxcuyio ponv 6 manugpecmayuu B-I'VC uzparom
0CNOJICHeHUA bGepeMeHHOCMU U pPOO08 — NPEIKIAMNCUA, KPOBOMeEYeHUs, onepamueroe
pooopaspewenue, — npedcmagisiowue coboi 0OnOIHUMENbHbIE KOMNIEMEHM-AKMUSUPYIOUUE
cocmosinus, paccmampueaemvie kax mpuzzepsi ocmpoti TMA [118-120]. Taxum obpasom,
nevenue axywepckozo al'VC, 6e3ycioeHo, A6IAIOUE20CA KOMNIEMEHM-ONOCPEOO8aHHOU

namozzoeueﬁ, OO0NHNCHO COOMBEMCMBOBAMY MEM ICE npunyunam, 4mo u J1e4erue al'VC.

e Mrnl pekomeHayeM paHHee (B Te4eHME 24 4YacOB) Hayalo IUIa3MOTEpallid BCEM
MalMeHTKaM c TIOIO3PEHUEM Ha B-I'YC nocie npepbIBaHUA
6epemeHHOCTH/pofopa3pewenus [47,80,114,115,118,121].

YpoBenb yGeamteqbHOCTH peKkomeHpaumii B (ypoBeHb  10CTOBEPHOCTH
JOKa3aTeJbCTB — 2)

Kommentapuu: xoms ASFA (amepuxanckoe obwecmeo no agpepesy) 6 kauecmee
mepanuu 1-ot runuu pexomendyem I10 monvko nayuenmam ¢ TTII (A1) u nayuenmam ¢
al'yYC, umerowyum anwmumena x CFH (C2), omHocsa npu >mom hpakmu4ecku 6ce
ocmanvuvie npuuunvl al'YC xo II u oaxce Il knaccy (mepanus 2-ou nunuu, 2C) [121],
npoeecmu Ouggbepenyuanvuyro OUaZHOCMUKY 6 nepevie 4actl u OHU 3aboneeanus He
npedcmaensiemcs 603MONCHbIM, 8 CBA3U C YeM Modicem Obimb nomepsaHo Opa2oyeHHoe
epems. Ilpunumas 60 enumanue 0cobeHHO msdcenoe, HepedKko xamacmpoguyeckoe
meuenue axyuepckozo al'VC, HeobOxo0umo Hauuname niaIMoOmepanuio, Kax MoOabKo

6yoem xoncmamuposana TMA.
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e Mhbl peKOMEHAYeM HAYMHATH KOMIUIEMEHT-OJIOKHPYIOINYIO TEpanuio IpenaparoM
skynu3ymab** manuentkam ¢ B-I'YC npu HeapdeKTHBHOCTH ILIa3MOTEpaIuy,
IPOBOAKMMO# B TeueHHE He MeHee 3 AHell uid JocTiXeHUs peMuccuu [114,115,118,122].
YpoBenb ybeauTeJbHOCTH pekomeHAaumii B (ypoBeHp  A0CTOBEPHOCTH
JA0KA3aTeNhLCTB — 2)

KommenTapuu: npomoxon neuenus axywepckozo al'YC noanocmvio aunanozuyen
npomoxony nevenus nayuenmog ¢ al'YC & omHnoweHnuu 003 npenapama, uHmepeaios
Meducdy 86edeHusMU U npodoadcumenvhocmoio mepanuu. B cayvae B-I'VC nocaeonas

00JI9CHA ONpedensmbCsa UHOUBUOYATLHO.

e M=l pekoMeH/IyeM Ha3Ha4aTh TEPANUIO aHTHOAKTEpUAIBHBIMHU IIpenapaTaMu CHCTEMHOTO
JIEHCTBHA IIHPOKOrO CIEKTpa AaXe MPH OJHOM TOJBKO KIWHMYECKOM NOJO3pEHHMH Ha
nosiBiicHHe MHGEKUMOHHBIX OCIOXKHEHHI nauueHTkam ¢ B-I'YC, umerommM BBICOKHH
PHCK pa3BHTHUA CHCTeMHON MHpekuuu [123,124].

YpoBenpr yGeaureabHocTH  pexomengammii C  (ypoBeHL  JXOCTOBEPHOCTH
JA0Ka3aTeJIbCTB — 5)

KommenTtapum: pazeumue TMA credyem paccmampueame kax ¢axmop pucka
Pa3BUMUS.  CUCMEMHOU UHDeKYUU, NOCKONbKY UMEeMUYECKoe NOBPENCOEHUE Op2aHO6
npedpacnonazaem x unguyuposanuro. Ewe o00num axmopom pucka uHpexyuu
ABNAEMCA ONEPAYUS KeCAPesa CeYeHUs, max KaxK 8 nodaensiioujem bONbULUHCIEE CYHae6
npesxnamncus, npeowecmeyiowan pazeumuio al'VC, cnyscum noxasanuem K
onepamusHomy pooopaspewenuro. Taxum o6pazom, HazHaAueHUe AHMUOUOMUKOE Y

nayuenmox ¢ al'yYC sensemcs cpedcmeom npogpunaxmuxu cencuca [123,124].

4. MeanuuHCKas peaOHJIHTALHMSA H CAHATOPHO-KYPOPTHOE JIeYeHHe,
MEAHIIHHCKHE MOKAa3aHUA H NPOTHBONOKAa3aHUA K IPHMEHEHHIO METOAOB
MCHHHHHCKOﬁ peaﬁmmTaunn, B TOM YHCJ1€ OCHOBAHHLIX HA HCIIOJB30BaAaHUH
NPHPOAHBIX Je4eOHbIX paKTOpOB

Memoouw peabunumayuu nayuenmos, nepenecwux al'VC, ne paspabomaner. ¥ wacmu
nayuenmoe, HeCMOMPA HA KYNUPOBAHUe 2eMAMONO2UYECKUX NPOABNEHUl 3a60e8aHUs, PYyHKYUA
NOYeK MOdcem He 80CCMAHOBUMBCS UMY 80CCMAHOBUMBCS HE NOIHOCMbIO, 8 pe3ylbmame 4e20
OHU MO2Yym OCMambCs OUANU3-3a8UCUMBIMY, U 8 ucxooe OIIIl y nux chopmupyemcs XBII. B
Smux cay4asx ciredyem — NPUMEHAMb  MemooObl  peabunumayuu,  npeodyCMOMPEHHbE

pexomenoayuamu no XBII.
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e V¥V nmamuenroB ¢ al YC u umeromux XBI1 MBI pekOMeHIyeM IPOBOAMUTH MEIULHHCKYIO
peaCHIMTALMIO MO MOKa3aHHAM H B 0o0beMe, NMPEAYCMOTPEHHOM DPEKOMEHAALMAMHU IO
XBI1, nas ynyqmenus ucxonos 6omie3nu [97].

YpoBenr yGeaurenbHocTH pexkomenganmmii C  (ypoBeHb  [OCTOBEPHOCTH

A0KA3aTeJbCTB — )

5. IlpoduaaxkTHKa H AMCNIAHCEPHOE HA0/II0AeHHE, MeIHIIHHCKHE MOKA3aAHHUS H

NPOTHBONOKA3AHHA K IPHMEHCHHIO METOI0B npodmnax'mml
Memoowr nepeuunoii npogunaxmuxu al'VC ue paspabomanvi. ¥V nayuenmos ¢ yoice
YCMAHOBNEHHbBIM — OUAZHO30M U  NOAYYAIOWUM NAMOEHEMUYECKYI0 meEpanulo  credyem
Peanu306amv psAd Mep, HANPAGIEHHBIX HA NPeOOMBPAUEHUE HEICENAMETbHbIX ABNEHUU MEPANUU,
Komopuie unodxcenvi 6 pasdene 3.6. Ilpunumasn 6o enumanue ponv 6HewlHux ¢paxmopos (e
nepeylo ouepedsb, UHpeKyuu, A MAKNHCE CMPECC, MPABMbI, GHYMPUBEHHOE 66e0eHUEe
PEHM2EHOKOHMPACMHbIX NPEnapamos, OCH0JCHEHUs OGepemenHOCmu) 6 pa3sumuu ocmpozo

snuzoda TMA y npedpacnonosicennvix nuy, 603MoxCHa npogurakmuxa peyuoueos al'yC.

e Mu pexoMeHayeM o0ydaTh MAIMEHTOB, NMEPEHECIINX OCTPBIA 3MHU30[ KOMILUIEMEHT-
onocpenopanHoii TMA ¢ OYEBUAHBIM WIH BEPOATHBIM TPUITEPHEIM (akTopoM, TOMY,
KaK CHU3UTH PHCK €r0 PasBUTHS 1A NpexylpeKIeHus peunauBa 3abonesanns [39].
YpoBens  yGemutennbHoctH pexomenfaummii C  (ypoBeHb  JOCTOBEPHOCTH

A0KA3aTEJIbCTB — 5)

e Mrnl peKoMeHayeM OCYHIECTBIATh AMHAMHYECKoe HaOmoJeHHe BCEX IMallMEHTOB,
nepeHecux al'YC, He3aBUCHMMO OT TOro, NOJYYalOT JH OHU HJIH HET KOMIUIEMEHT-
OJIOKHPYIOLIYIO Tepanuio SKy1u3yMaboM** nins cBOEBPEMEHHOIO BBHIABJICHHS U JICYCHUSA
BEpOATHBIX peuuaHBOB Gone3nu [2,69].

Vposens  yGeguteabnHoct  pexomenpaunuii C  (ypoBeHb  [IOCTOBEPHOCTH
A0KA3aTeJbCTB — J)

KOMMEHTADHH: 6 meyeHue nepevix 4-6 mecayes nayuenmos Heobxooumo obcredoeamn
kaxcovle 2-4 nedenu. B nocaedyrowem nayuenma cnedyem HabaoOams exiceK6apmaibHO

6 meyenue nepewvix 3 nem, 8 nocreocmeuu — 1 pas 6 6 mec.

e Mbl pekOMEHAyeM HHAMBHIYAIM3HPOBAaHHOE JUHAMHYeCKoe HaOMOJEHHE BCeX
nanueHToB, nepenecuux al' YC, ¢ koHTponem AJl, CBIBOPOTOYHBIX YPOBHEH KpeaTHHHHA

u ans0yMHHA, CKOPOCTH Kiy0OukoBO#H (HiIbTpaly, NMPOTEHHYPHH M OCajfKa MOYH,
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KIHHAYECKOTO aHaiM3a KPOBH /IS KOHTPOJSA pEUUAWBOB OONE3HH H OLEHKH
BBIPaXKEHHOCTH JUCPYHKUUH nodek [2,69].
Yposenp yGeauteabnoctm pexkomeHaanmmii C  (ypoBeHb  JAOCTOBEPHOCTH

J0KA3aTeNbCTB — 5)

Mbl pekoMeHZyeM BceM NalnWeHTKaM, mnepeHecmuM alYC ¥ MIaHUpYIOIIAM
OGepeMeHHOCTh, AJIS MperpaBUJapHOM MOATOTOBKM MpENOCTaBUTh HHQOPMALMIO O
BO3MOXHBIX pHCKax pelMAHBA M HeONarompuaTHOM Hcxole OepeMEeHHOCTH,
chopMHpOBaTh HHAWBUAYATBHBIHM IUIaH BeJeHUA OepeMEHHOCTH ¢ MOMEHTa 3a4aTus A0
poIopa3pelleHus, BKJIIOYas paHHHIi 1ociepooBbiii nepuon [114,115,116].

Yposenp yGeamtenbHocTH pexkoMenpamuii C  (ypoBeHb  AOCTOBEPHOCTH
JI0KAa3aTeJbCTB — 4)

KommenTapun: Gepemennvim, pamnee nepenecuium al'yYC, HeobxoO0umo muyamenvHo
MOHUMOPUPOBAMs ApMepUAnbHoe OaeNeHue, 6 NepeoM U GMOPOM MPUMECmMpPax
zecmayuyu cnedyem edxNceMecsNHO GuINOMHAMb 00wl (KIUHUYeCKU) aHanu3 Kpoeu
paseepHymulii ¢ 00s3amenbHLIM  ONpedeneHueM Hucia mpomboyumos, obwuil
(KTUHUYECKUN) aHAnu3 MOYU, UCCIe008aHUe YPOBH KPEamMUHUHA 8 KPOBU, OnpedeneHue
akmusHocmu acnapmamamunompacgepasei, aranunamumpancgepaszer, JIII. Pa3z &
mpumecmp Heobxo0umMo euvinoaHsms npoly Pebepea Onsa onpedenenus cxopocmu
K1y60uK060U punempayuu, Mukpobuonozuieckoe (KyiomypanbHoe) uUccre008anue Movu
Ha baxmepuanvrvie namozenvl. B mpemvem mpumecmpe obwue (knunuyeckue) ananusvl
KpOSU U MOYU, ONpeoelieHUe KPeamuHuHa U NeveHOuHvlx ¢hepmenmos credyem
8bINONHAMb Pa3 8 2 Hedeau, MUKpobuonozuyeckoe (KyromypanvHoe) UcCre006anue Moy
Ha b6axmepuanvHvie namozenvl — edcemecauno. C 12 Hedenu bepemenHocmu NOKa3ana
npogunakmuxa npe’KIAMNCUU  ACNUpUHcoOepIicawumyu npenapamamu. B cayuae
npomeunypuu >1 2/cym noxazano HasHaueHue HUKOMONEKYAPHbIX 2enapunoeé. B ciyuae
6bISIGICHUA UH(PEeKYUU MO4eBbIBOOAWUX Nymell HeobXo0umo ceoeepémennoe Hauano
adexeamHoli AHMUGAKMEPUATLHOU Mmepanuyu 8 cOOMEEMCMEUY C 4y6CmeumeabHOCmoio
8036youmens. Bce yxazannvlie mepaneemuyeckue Mmepbl HANPAGNEHbI HA HEOONyueHue
AKYWePCKUX OCNO0XHCHEHUl, COBOKYNHOCMb KOMODBIX MOJICEm NpPUBECMYU K pa3eumuio

axywepckozo al'YC.

6. Oprannzanyus oKa3aHUsA MEeAHIMHCKON MoMomH

<I>opma — 3KCTpPEeHHaN, HCOT/IOKHAA; YC/IOBUS — CTAIlHOHAD

ITokazaHus mis BKCTpeHHOﬁ ToOCNHUTAIN3aluHd B MCAULIMHCKYIO OpraHUu3aluio;
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1) pasBHTHE TSKENBIX OpPraHO- M JKH3HEYTPOXKAIOIINX MposBleHuA 3abonepanus — OITII ¢
NOTPEOHOCTHIO B MpPOBEJCHHH 3aMECTHTENBHON IOYeYHO# Tepamuu (reMoauaius),
OCTpOH cepmeuHOH U JBIXaTeIbHOM HEJOCTATOYHOCTH, TMKENOTO MOPAKEHHSA
xemygoyHo-kumeyHoro, IIHC, oprana 3peHUs, TIE€MOIMTHYECKOH  aHEMMH,
reMOpparuyeckoro CHHAPOMa ¢ LEJBIO NMEPBUYHON AMArHOCTHKHM, IUIA3MOTEpAaNuH H
KOMILIEMEHT-0JIOKUPYIOLIel Tepaluu;

2) Heo0XOIUMOCTE SKCTPEHHOTO Hauajia KOMIUIEMEHT-0JIOKMPYIOLIEH TepanuH y NalMeHToB
¢ peunauBoM octpoii TMA.

dopma - IaHOBasA; YCJIOBHS - CTAKHOHAP, AHEBHOI CTaALHOHAD
[Noka3zaHus 1Jis INIAHOBOM FOCNUTANM3aLlUH B MEAHILIMHCKYIO OpraHH3aLHIO:

1) VHHIHALMSA KOMIUIEMEHT-0JOKUPYIOLIEi TepaniH MPH HEXUIHEYTPOXKAIOLUUX BapHAHTaX
TeueHus 3aboneBaHys;

2) HEOOXOMUMOCTh YTOUYHEHHS NPHUYMHBI HEIPPEKTHBHOCTH KOMILIEMEHT-OMOKHMpYyromen
TEpariK NPH HEKU3HEYTPOXKAIOLIEM TEUCHHH 3a00IeBaHus;

3) HeoOXOAMMOCTH BHINMOTHEHHS OHONCHU MOYKH;

4) nmpoBeficHHE IUIAHOBOrO TOBTOPHOTO BBENCHHA OJKyiausymaba** B  OTCyTICTBHE
KHM3HEYTPOXKAIOIUX NPOSBICHHUI 3a001€BaHuU.

IToka3aHus K BBIMHMCKE MAaNMEHTa U3 MEJULIMHCKOM OpraHM3aLuu:

1) croiikoe ynydilleHHE COCTOSAHHS, KOT[a MalMeHT MoxeT Oe3 yuepba i 3740pOBbs
MPOAODKUTE JieueHHe B aMOyIaTOPHO-MOJMIIMHUYECKOM YUPEXKICHHH HIH JOMAIIHHX
YCIOBHSAX;

2) npu HeOOXOAWMOCTH MEPEBOAa NAlMEHTa B JPYT'YIO OPraHU3alHMIO 3APaBOOXPAHEHH S ;

3) rpyboe HapylleHHE TOCIIUTAIBHOIO PEXHMA;

4) Mo NMHCBMEHHOMY TpeOOBaHMIO MalueHTa JUOO €ro 3aKOHHOTO NMPEACTABUTENS, €CIIH
BBIMHCKA HE YTPOXKAET )KHU3HH MallHeHTa H HE OMacHa Ui OKpyXaomux. B aToM ciryuae
BBIIIMCKA MOXET OBITh NPOM3BECHA TOJIBKO C Pa3pelleHys ITIaBHOTO Bpaya GONBHHLB!

HJIM €T0 3aMECTHTeENA 1o JieueOHo# pabore.

7. AonosHUTEIbHAs HHPopManus (B TOM YHCI€ PaKTOPDI, BJHSIONMHE HA

Hcxo/ 3a001eBAHUAHIH COCTOSIHHS)
Hanuuue MyTanuii B reHax TOro HWJIM MHOTO (akTopa KOMIUIEMEHTa HEMOCPENCTBEHHO
BIMSET Ha Xapakrtep TeueHus al'YC, oOmuit U noyeuHslit MPOTHO3, a TAKKE ONpEAe/IAET NPOTrHO3
y MaUHEHTOB C TPAHCILUIAHTHPOBAHHOM MOYKO# (cM. Tabauiy 2). Takum o6pa3oM, y NALMEHTOB €

al'YC nporHo3 BapbHpyeT B 3aBUCHMMOCTH OT reHotuna. Tak, manueHTsl ¢ Mytanusamu CFH
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UMEIOT XYAIIHH NMPOTHO3, a MauueHTsl ¢ MyTamuaMd MCP — nyummii. CMEpTHOCTE BO Bpems
nepsoro snusoga Gonesnu ¢ MmyraumsamMu CFH cocraeaser 4%. TepMHHaIbHOH MOYEYHOH
HEJOCTAaTOYHOCTH B HCXOJ€E OCTPOro SMHM304a Cpead BbDKMBHIMX pocTraror 48%. He
3aMKCHPOBAHO CIIy4aeB CMEPTH B MOMEHT OCTPOTO 3MH304a 60JIE3HH HH Y ORHOTO MAalHeHTa ¢
mytaiusmu MCP He3zaBucuMo oT Bo3pacTa. TepMmMHaibHas MoYevyHas HEJOCTATOYHOCTD
pasBunack y 25% maunudeHToB ¢ 3THMH MyTauuamu [1,35,42,69]. IIpu ecTeCTBCHHOM TEUECHHH
al'VC 3a6osieBaHHE OTIHYAETCA HeONaronpHATHHIM MPOrHO30M HE3aBMCHMO OT TOTO, B KaKHX
PEryasaTopHbiX GeylKax M KOMIIOHEHTax KOMIUIEMEHTa UACHTHQHIMPOBaHEl MYTAllkH, 8 TAKXKE B
Cy4asx, KOr/Jia BBISBHTh HX HE YAaloCh. [IpUMEHEHHE KOMIIEMEHT-OlOKUpYIOIeH Tepanuu
KapAMHAAbHO M3MEHWIO mporHo3 maiueHToB ¢ al'YC. PaHHee — B TeueHHE MEPBbIX 7 JHEH OT
nebiota 3a60/€BaHMs — HAYao JeYeHHs 3Kynu3yMaGoM™** Mo3BonseT He TONBKO KyNHMpOBATh
reMaTojiorndeckue InpospieHMa al' YC, HO M BOCCTAaHOBHTh (YHKUHIO IOYeK, H30aBHB

NAILMEHTOB OT MOTPEOHOCTH B AMaIM3HOM Tepanuu [35,39,42,69,81,93].

Kpm‘epuu OIleHKH Ka4eCTBAa MeJHIHHCKOH MOMOIIH

YposBenb Yposenb
Kputepnn kauyecTBa y6enuTebHOCTH | JOCTOBEPHOCTH
peKoMeHaanmii | 10Ka3aTeJbLCTB
1. [Tanpenty ¢ cumnTomokomiiekcoM TMA nuarHos C 5
al'VC  yCTaHOBJIEH TOJBKO TMOCHE HMCKIIOYEHH.
muarHo3oB STEC-I'YC u TTII, a Takke BTOpPHYHBIX]
TMA
2. MauneHty ¢ npeanoiaraeMbiM JuarHozoM al'yC C 5
BHINOJIHEH CKPHHHHI Ha BBIABJICHHE Je(EKTOB
CHCTEMBI  KOMIUIEMEHTa  (MCClIEIOBaHHE  YPOBHS|
OMILIEMEHTA U ero pakuuii B KpOBH), ONpeAeIsACMBbIX|
o uccienoBaHuio ypoBHs C3 ¢pakuun xommiaeMeHTa|
ypoBHIO C4 ¢dpakuuu KOMIIJIEMEHTa B CBIBOPOTKE
pPOBH
3. [Manuenty ¢ mnpeamonaraeMbiM JauarHosoM al'yC A 2
BHINONIHEHO omnpeaeneHue conepxanus antuten k CFH|
(antu-CFH-anTHTeNla) AN MCKIIOYEHHA — WIH
NOATBEPIKACHHAS  AYTOMMMYHHOTO  (QHTHUTENBHOIO)
BapuanTa al' YC
4. [Manppenty ¢ adarHozom  al'YC  mpoBeneHO A 2
jccrieoBaHKe IS BLIABJACHHS MyTalu# reHa ¢akropa)
JUIsL TPOTHO3a FeHETHYECKOTo BapHaHTa 60JIe3HH
5. [lankeHTy ¢ npeanonaraeMbiM auarHozoM al YC uiM B 1
peuuauBoM  3aboneBaHMdA, eciad  AMarHo3  Gbij
YCTQHOBJICH paHEE, B Ka4yeCTBE TEpanMu IEPBOH|
MpoBeJcHa IUIa3MoTepanus B BHAE IIa3MOOOMEHa, B
OXXHIaHHHM pe3yisTaToB obcnenosanus Ha STEC-T'YC
i ompenenenus ADAMTSI3  ang  CHHXCHH
BEIDAKEHHOCTH  JKH3HEYTPOXKAIOIMX  KITMHHYECKHX]
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posBICHHIT 60€3HI

. [Maumenty ¢ mnpeanmonaraeMeM auarHosom al' YC

MpoBeleHa IUIa3MOTepamus B BHIAEC TpaHChY3Hid
CBE)KE3aMOPOKEHHON IUIa3MBI TONBKO B  Clydae
HEBO3ZMOXXHOCTH HeMeUIeHHOTO Hadana 11O wnm ero
HEAOCTYMHOCTH

. [[TaieHTY c ayTOMMMYHHBIM al'yC,

IMATHOCTHPOBAHHOM Ha OCHOBaHHMH Ha OCHOBaHH
o6HapyxeHus aHTH-CFH-anTHTEN npoBeaeHa Tepanu
CBEXKE3aMOPOXKEHHOM mia3Moii B KOMOHMHaUuM C
[TTIOKOKOPTUKOMJAaMH WIH HMMYHOZENpEeCcCCaHTaMHy|
MalHeHTaM

. [lauxeHTy ¢ NOATBEPXAEHHBIM AuarHozom alYC ¢

OTCYTCTBHEM OTBETa Ha IUIa3MOTEpalMio mocie 5
npoueayp nonHoo6beMHoro IO wiuM nanmeHTaM,
NEMOHCTPHPYIOLIMM I1a3M0O3aBHCHMOCTb, |
IOCTHXKCHHUSA PEMHCCHH W YIYYIIEHHS TPOTHO3a
Ra0oJIeBaHUA NpEKpallieHa MNIa3sMOTEepanus M HayvaTa)
naToreHeTH4ecKas KOMILTIEMEHT-010kHpYo1as)
Tepanus SKyau3ymabom™* *

. [Mauuenty ¢ al'’YC HasHaueH O3Kynusyma6** B

CTAaHIAPTHBIX JO3UPOBKaX, HE 3aBHCAIMX OT MAcCCH
Tena B COOTBETCTBHH ¢ MHCTPYKLHEH N0 MIPUMEHEHHIO
[1leKapCTBEHHOTO Ipenapara Ui JOCTHXeHus 3¢ dekral
neyeHUs

10

[Taumenty ¢ al YC 3a 2 Helenu A0 MEpPBOTO BBE/ICHAS]
bKynu3yMaba** mnpousBeacHa BaKUMHALMA IPOTHUB
Neisseria meningitidis BakuuHoi 11 npodUIaKTHKH]
€HHHIOKOKKOBBIX HHGekumii ceporpynn A, C, W, Y,
Ixonncaxapmmoii, KOHBIOTHPOBAaHHOM **

11J[Taunenty ¢ al'YC, wumeomeMy no0Ka3aHus K|

POYHOMY Hayaly JIeUEHHs KyliusymMabom™*, KOTOpOZL

CKJIIOYaeT BO3MOXHOCTh NpeaIecTByrOIeH
aKIMHALMM TPOTHB MEHHHIOKOKKa, MpOBENEHA)
HTHOHOTHKONIpOdUITaKTHKA npenaparam,

POHHMKAIOLIMMH  Yepe3  reMaTosHuedarnyeckui|
apbep

12

allHeHTy ¢ YCTaHOBJIEHHBIM auarHozom al'yYC,
MEIOLIEMY CpelHHd H BBICOKHN pHCK peLMIHBA
3aGoIeBaHNs B [OCTTPAHCIUIAHTALHOHHOM IIEPHOIE,
nepecaaka MNOYKH BBIMOJTHEHA Ha done
NpOoQUNaKTHYECKOTO TNPUMEHEHHS OKyiauzymaba**,
MTOOBI IPEAOTBPATHTE PEHAMB 3a00eBaHHs

13

[Tanuentke ¢ moao3peHneM Ha b-I'YC nnasmmepanmi
HayaTa Mocje TMpepbiBaHUS OepeMEHHOCTH WIIH|
of0pa3pelIeHus B TeUEHHE 24 4acoB

14

[Taupentke ¢ B-I'YC  Hawara  KOMIUIEMEHT-
OJIOKHpYIOLas Tepamus NpernapaToM SKynu3yMab**
11 NOCTIDKCHHS PEMHCCHH NpH HedpPeKTHBHOCTH
[J1a3MOTEPAIiH, MPOBOAMMOM B TeUeHHE HE MeHee 3
nHEN
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IIpunoxenune Al. CoctaB paGoueii rpynnel 1o paspadoTke U nHepecMoTpy
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KOH(IMKT HMHTEpeCOB: HH Y KOro W3 wWieHOB pabodeil rpynmel npH pa3paboTke
|
NEPCOHANIBHOM 3aHHTEPECOBAHHOCTH B MOJyYEHHH JIMYHO JIM60 Yepe3 NpeACTaBUTENS KOMINAHHH
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Ha HaJJICKalllce UCTIOJIHCHUE HMH HpO(l)eCCPIOHaJIBHBIX o6g3aHHOCTEIH.




IIpunoxenue A2. Meroaonorus pa3paboTKi KIHHHYECKHX PeKOMEHIaLHH
Vka3aHus, MNpPEACTABICHHBIE B  HACTOSAIIMX PEKOMEHJALMAX, OCHOBaHH  Ha
CHCTEMAaTHYECKOM 0030pe JIMTEpaTyphl, BBIOJIHEHHOM 4ieHaMH paboued rpynnsl. Jhns
H3ydeHHs ObU OTOOpaHBI BCe CTaThH, omybnukoBaHHblE B0 2021 r. DKCNEpTH BBHITOTHUIH
0030p 3THX AaHHBIX M OTAENBHBIX CTaTell C MAKCHMAIBHBIM YPOBHEM JOKA3aTENbHOCTH.
JUns OLEHKH KauecTBa M CHJIBI PEKOMEHJAIMM HCIOJB30BANIUd YPOBHH JOCTOBEPHOCTH
JIOKa3aTeIBCTB M YOeAUTETBHOCTH peKoMeHaauui (tabn.1-3).
Lenenas ayAHTOpHS JAHHBIX KIHHHYECKHX PeKOMeHIaumii:
Bpau-Hedponor.
Bpau-remarouor.
Bpau-TepaneBrt.
Bpau-TepaneBT y4acTKOBBIH.

Bpau obmeii npakTuku (ceMEHHBIN Bpay).

A

Bpau-aKyiep-ruHeKoIor.
Ta6auna 1.1Ikana oneHku ypoBHeii JocToBepHOCTH Aoka3zatenscTB (Y[t meTonoB

JUArHOCTHKH (IHArHOCTHYECKMX BMEIATENbCTB)

p10i | Pacmudposka

1 CucreMaTuyeckde 0030pbl HCCIIEJOBAHHM C KOHTPOJEM pe(epeHCHBIM METOAOM HIIH
CHCTEMAaTHYEeCKHii 0030p paHAOMHM3MPOBAHHBIX KIMHHYECKUX HCCIENIOBaHHH C
NpHUMEHEHUEM MeTa-aHalu3a

2 OrpenbHbBlE UCCHEAOBAHHA C KOHTPOJIEM petbepeHcmﬂM METOAOM HJIH OTACIBHBIC
PaHAOMHU3HPOBAHHBIC KIHHHUYECKHUE HCCIACAOBAHUA W CHCTEMATHYCCKHC 0630pI>I
Heceq0BaHUM moboro JAu3aiiHa, 3a UCKIIOYECHHEM PaHAOMH3HPOBAHHBIX KIIMHUYCCKHUX
HCCIICAOBAHUIM, C MPAMCHCHHEM MCTa-aHalIn3a

3 | UccnegoBaHus 0e3 MOC/IEJOBATENIBHOTO KOHTPONsA PEPEPEHCHHIM METOAOM HIH
HCCNENOBaHusT ¢ pedepeHCHBIM METOAOM, He SBJAIOIIMUMCS HE3aBHCHMBIM  OT
HCC/Ie[yeMOro METOAa MJIM HEpaHAOMH3HPOBAHHBIE CPaBHHTE/ILHBIC MCCJICAOBAaHH, B
TOM YHCJIE KOTOPTHBIE HCCIIEAOBaHUS

4 HCCpaBHHTeJIBHBIe HCCICAOBAHHA, OITHCAHUEC KIIHHHYCCKOIO Cityvas

5 HmeeTtca aunis 000CHOBaHKME MeXaHHU3Ma JEHCTBUSA U MHEHHE SKCNEPTOB

Ta6auna 2.1Ikana oneHKH ypoBHe# JocToBepHOCTH AokaszatenscTs (Y [DAnsa Metonos
NpoQUIaKTUKY, IedeHus 1 peabuuTauiy (MpoHUIaKTHIECKHX, IeYeOHBIX, peabHIMTallHOHHBIX

BMeEIIATEJILCTB)

p 210 | Pacmudporka

1 Cucrematnueckuii 0030p PKH ¢ npuMeHeHneM MeTa-aHaIM3a

2 Otaenbusle PKM M cHcTeMaTHuecKue 0030pBI HCCEAOBaHMi moboro ausaiiHa, 3a
uckiouenneM PKH, ¢ nppMeHEHUEM MeTa-aHajlu3a
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W

HCpaHIIOMI/BI'IpOBaHHBIC CpaBHHUTECJILHBIC HCCIICAOBAHHA, B T.4. KOTOPTHBIC HCCIICNOBAHHUSA

4 HecpaBHHTCJIBHBIC HCCIICAOBaHHA, OMMHCAHHC KIHMHHYCCKOIO Cirydad HJIH CCPpHH CIIY4YacB,
HCCIICOOBAHHUA (<Cﬂy‘laﬁ-KOHTp0HB))

5 | Ameerca nuMmb 0GOCHOBaHHE MeXaHM3Ma JEHCTBHS BMELIATENbCTBA (HOKIMHHYECKHE
HCCIIEAOBaHHKS) HIH MHEHHE YKCIIEPTOB

Tabauna 3.1lIkana omneHkd ypoBHe#d ybenutenbHOoCcTH pekoMeHAauui(YVYP) s
METOJOB MNpPOPUIAKTHKM, AHArHOCTHKH, JiedeHHs W peabwnutanmu (mpodHIaKTHYECKHX,

JAHArHOCTHYCCKHX, JIC'-{CGHLIX, pea6w1maunonnmx BMCIIIaTCIIBCTB)

YVP PaciindpoBka

A CunbHas pekoMeHZauus (Bce paccMaTpuBaeMble Kputepuu 3(¢ekTHBHOCTH
(MCXOHBI) SBIAIOTCA BaXHBIMH, BCE HCCICAOBAHMS HWMEIOT BBICOKOE HIH
VIOBJIETBOPUTENbHOE  METOHONIOTHYECKOE  KaueCTBO, HMX  BBIBOABI 1O
HHTEPECYIOLIMM HCXOaM SBJISIOTCS COTIACOBAHHBIMH)

B VcnoBHas pekoMmeHaaius (He BCe paccMaTpUBaeMble KPUTEPHH 3(PEKTHBHOCTH
(ucxoapl) ABIAIOTCS BaXKHBIMH, HE BCE HCCIEIOBAaHHSA MMEIOT BBICOKOE HIIH
YAOBJICTBOPUTENBHOE METONONOTHYECKOE KAauyeCcTBO M/WIM HX BBIBOABI IO
HHTEPECYIOUIMM HCXOaM HE SBIISIOTCS COIIaCOBAHHBIMH)

C Cnabas pekoMeHaamus (OTCYTCTBHE JOKA3aTENbCTB HaJeXKallero kauecTna (Bce
paccMaTpHBaeMble KpUTEpHH 3(pPEKTUBHOCTH (UCXOBI) ABJAIOTCA HEBOKHBIMH,
BCE MCCIIEIOBAHHA UMEIOT HU3KOE METOHONIOTHYECKOE KaueCTBO M UX BBIBOAKI 110
HHTEPECYIOUIMM HCXO0JaM HE SBJISIOTCS COIIaCOBAHHBIMH)

Iopsiiok 06HOB/IEHHSI KIHHHYECKHX PeKOMeHIaHii.

MexaHu3M  OOHOBJIEHHS KJIMHHYECKHX pPEKOMEHAalMi  npenycMaTpHBacT  HX
CHCTEMATHYECKYIO aKTyaJlH3alUIO — HE PEXKe YeM OJMH pa3 B TPHU rojia, a TAKKe IPH MOSBICHHUH
HOBBIX JAHHBIX C MO3HIMHM JOKAa3aTeAbHON METWLMHBI II0 BONMPOCAM JHArHOCTHKH, JCYEHHS,
npoQuIakTHKA ¥ peabHAMTAallMM KOHKPETHHIX 3abosieBaHui, HanuuuM O0OGOCHOBaHHBIX

JOIONHEeHHIT/3aMeYaHui k paHee yTBepxxaeHHbIM KP, Ho He yaie 1 pasa B 6 MecsLeB.
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IIpunoxenne A3. CnpaBo4YHble MaTepHaJIbl, BKJIIO4Yas COOTBETCTBHE
MOKAa3aHHH K NPHUMEHEeHHI0 H MPOTHBONOKA3aHMI, c10C060B NPHMEHEHHS H
103 JIEKapCTBEHHBIX NMPeNnapaToB, HHCTPYKUHH MO0 NPHMEHEHHIO

JIEKapPCTBEHHOr0 Mpernapara

Cnoco6 npuMeHeHHs IeKapCTBEHHOro Npenapara skyausymaé**
BomocHblif cioco0 BBeAEHHUs Mpenapara cTporo 3ampeuieH. IIpuMeHeHHe MNpemaparta
BO3MOXHO TOJIBKO MyTEM BHYTPHBEHHOKH HH(Y3UH B COOTBECTBHH C OITMCAHHEM HHIKE.
ITpuroToBJIEHHBIH pacTBOp MpenapaTa HeOOXOAUMO BBOAHMTH MOCPEACTBOM BHYTPHBEHHOM
HH}Y3UH JTHTENBHOCTEIO 25-45 MUHYT (35£10 CHHYT) y B3pOCIBIX NAalIUEHTOB.
Jlns BHYTPHBEHHOTO BBEJCHHA IPUTOTOBJIEHHOTO pacTBOpa IIpenapaTta HEOOXOXHMO
HCTIOJIB30BATh CrELHAIBHBIE HH(Y3HOHHBIE CUCTEMBI ¢ KOHTPOJHUpPYyeMOH AOCTaBKOH. Bo
BpeMs BBEJCHUS HeT HEOOXOAMMOCTH 3all[HIaTh MPUTOTOBJICHHBIA pacTBOP Mpenapara ot
CBeTa.
HH(}y3HOHHBIH pacTBOp JOMKEH HCIOB30BaTHCS Cpa3y M0CIIE NPUTOTOBICHHS.
Hewcnonb30BaHHBIH pacTBOP MOUIEKHUT YTHIIH3ALMH.
ITocne oOKOHYaHMs BBeleHHS mpemapata HabmiofeHWe 3a MNaLUMEHTOM JAOJDKHO
MpoJOJKaThCA B TeueHHe 1 yaca. Ecny HexenaTeapHbBIC SBJIEHHS Pa3BHBAIOTCSA BO BpeMs
BBEJICHHUS Mpernapara, CKOPOcTh MH(PY3MH MOXeT ObITh yMEHbIIEHAa BIUIOTh JO MOIHOMH
OCTAHOBKH BBEAEHHS IO YCMOTPEHHIO Bpaya. I[Ipy yMEHBHIEHWH CKOpPOCTH BBEACHHS
obmiee BpeMs HHGY3UH He JOJDKHO MPEBBIATh 2 Yaca AJI B3pPOC/bIX MallHEHTOB.

Pexomenoayuu no npuzomogneHuio pacmeopa u npogeoeHuIo UHPy3uu

He cMemuBath npenapat Npd BHYTPHBEHHOM BBEJICHWH C APYIMM INIPENapaToM B OJHOM
mnpuie Wi gaakone!

Hcnone3ys CTEpWIBHBINA WINPHIl ¢ UMIOH (He MpUiararotcs), HeobxoauMo otobpare Bee
cofiepxuMoe (p1akoHa ¢ MpenapaToM M MEPEeHECTH PEKOMEHIYeMyIo H03y BO (akoH c
OfIHMM M3 CIIEAYIOWIAX PacTBOpOB IuiA MHbeKuWi: 0,9% pacTBOp HaTpHs Xjnopupaa**,
0,45% pacTBOp HaTpus XJopuaa Wid 5% pacTOBpP AEKCTPO3bI** i HOMy4YEeHHS
HH(QY3HOHHOTO pacToBpa ¢ KOHIEHTpauue# 5,0 Mr/mi.

OO0BeM MNPHrOTOBIEHHOTO HHQY3HOHHOTO pacTBOpa, COJEpXKallero mnpenapar B
KOHIIEHTpalMy 5,0 Mr/mii, Jo/keH coctaeiaars: 60 min (ang mossl 300 mr), 120 ma (ans
10361 600 mr), 180 ma (ana po3stl 900 mr) u 240 ma (ang ao3sl 1200 mr).

HpPIFOTOBJICHHfI HHQ!QPIOHHLIﬁ PacTBOP NOJIKEH OBLITE IIPO3PAYHBIM H 6CCL]BCTHI>IM.

TemnepaTypa pacTBopa i1 HHOY3HOHHOTO BBEIEHHs JOJDKHA cocTaBiaTh 20-250C.
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Jlemanvno unpopmayusa npedcmaenena 6 UHCMPYKYUU NO  NPUMEHEHUIO
Jlekapcmeennoz0 npenapama (cm. ITocyoapcmeennsiii  peecmp J1€KAPCMEEHHbIX

cpeocme, http://gris.rosminzdrav.ru).

65




Ipunoxenne b. Axropurmbl JeHCTBHA Bpaya

1. Aaroputm AeiicTBuii npu nogospennn Ha TMA

* Knmmpwecxme npassaxn TMA
*  UYmeno rpouborpron

[ ADAMTS 13 < 10% ]

Yermmm:
nrasuootauen
+IC
+ #ParyRcenab**

*  Vposems sCr
Cencac
Her Jpyrme '13. 3noxagecTReNHER
APATHNL omyxonn
JBC
BHY
Her Tlpopomsarms g0
> BOPMATISAIINE THCIIA
TpossGomeron 1 LTI
v
| ADAMTS13510% |
L
arvce
ax »| Hasuaawrrs Ixymsymab**
RCKMOTeNX

Npumeyanue: sCr — ypoBeHb KpeaTHHHHA B kpoBH; I'C — IIOKOKOPTHKOUIBI.
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3. AnropMtM BeleHHs NalHEHTa C ATHINHYHBIM IeMOJHTHKO-YPEMHYECKHM

CHHAPOMOM
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IIpuaoxenne B. Unpopmanus Ajs NaNHEHTA

ATHNAYHBIA TeMOJMTHKO-ypeMHyeckuii cunapoMm (al'YC) — 3abGoneBaHHe M3 IpyNIbl
TPOMOOTHYECKUX MHKPOAHTHOMATHI Yallle HacJIeJCTBEHHOMH, pexe — NpUOOPETEHHOMH IPUPOIDI,
CBA3QHHOE C HEKOHTPOJIMPYEMOM aKTHBaleil CHUCTEMBI KOMIUIEMEHTAa, 4YTO MPHUBOJUT K
TpoMGOOOPa3OBaHHIO B MENKHUX COCYAaX M CONPOBOXKIAETCS CHHXKCHHEM YHCiIa TPOMOOLMTOB,
Pa3BHTHEM TEMOJIMTHUECKONH aHEMHH H MOPaKEHHEM XXU3HEHHO BaXXHBIX OPraHOB, B IIEPBYIO
oyepedb, Mmovek. B OonpmIMHCTBE ciydaeB 3abojieBaHHE pa3BHBACTCA MMOCHE MEPEHECEHHOH
HHQEKUMH IBIXaTENbHBIX IMyTed WIH KENTyZOYHO-KMIIEYHOTO TpaKTa, NpH OepeMEHHOCTH,
NpHEME HEKOTOPHIX JIEKApCTBEHHBIX INpemapartoB. HWHorna pasBuTHiO OO0JE3HH MOXET
MpeIecCTBOBATh TSXKeNas apTepualbHas runeptoHns. Kak npasuiio, 3a0oieBaHHe pa3sBHBacTCs
OypHO H B pslie CIy4yacB MOXET NPHBECTH K MHBAIWAW3ALMH HIIH AAXE CMEPTH IALHEHTA.
IMTosToMy OYeHBb Ba)KHAa CBOEBPEMEHHas FOCITHTANIM3aLUs B CTALMOHAp, rae OyaeT mpoBOAHTHCS
HeoOXoauMasi COBpEMEHHasl TEpaNus U onpejielieHa AalbHeHlnas TaKTHKa JICYEHHS, MTOCKOIBKY
Nociie KyIMPOBaHHA OCTPOro 3MH30/a GOIe3HU MALMEHT HYXIAaeTcs B JJIMTEIbHOM HabIi0IeHH
Bpa4ya-Hedponora (mpm HEOOXOAWMOCTH — M JpPYrHX CICHHAINCTOB) H IPOBEACHHH
noaaepxuBaoeil Tepanuu. Tak Kak 3a0oneBaHHE UMEET HACIEACTBEHHYIO IPHPOAY, OYECHb
B&XHO NPEAOCTABUTB JieHalllHMy Bpauy HHGOpMauuio 0 601e3HAX POACTBEHHHKOB, B TOM YHCIIE
o 3a0oneBaHMAX MOYEK, CiayvasX HHGApPKTOB W MHCYJIBTOB, BHE3aMHOHW CMEPTH B CEMEE,
0cOOEHHO Yy JIMI] MOJIOAOTO Bo3pacTa. B ciydasx HECBOEBPEMEHHO YCTaHOBJIEHHOIO JMAarHosa,
HeapdekTHBHOM TepamuM BO BpPEMSA OCTPOro dnu30Aa OOJNIE3HH MOXET Ppa3BHTHCA
IpOrpeccHpyrollias Mo4eyHas HEJOCTaTOYHOCTh, KOTOpas mNpHBENET K HEoOXOAMMOCTH
MpPOBEJCHHA 3aMECTHTEJIBHON MOYEYHOM Tepanmu¥ — reMoAMainH3a M nepecaikd noukd. Ilpu
IUTAHAPOBAHMH TPAHCIUIAHTALIHM TIOYKH 00sS3aTeNFHO BOZHHKAET HEOOXOAUMOCTE B POBEACHHH
T€HETHYECKOTO HCCIIE0BAaHU CHCTEMBI KOMILIEMEHTa. ET0O pe3ynbTaTsl Hy)KHBI, YTOOBI OLEHUTh
puck peuuauea al YC B mepecakeHHOM NMOYKE M B Cly4ae, €CIM OH BBICOK, NPEINPHHATH
HeoOXoquMbIe MPOPUNIAKTHUECCKHE MEPHI.
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IIpunoxenue I'. llikanbl OLeHKH, BOIPOCHHKH H JIPYrde oleHOYHbIe
HHCTPYMEHTbI COCTOSIHHS NALHEHTA, IPHBEACHHbIE B KIIHHHYECKHX

PeKOMEeHAAIHAX
Creyughuueckue wixanvi, 6ONPOCHUKYU U Opyeue OYeHOUHbIE UHCMPYMEHMbI COCMOAHUS

nayuenma c al'YC ne pazpabomanui.
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