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ATUNUYHBIA TEMONUTUKO-YPEMUYECKUN CUHOPOM:

XpOHMYyeckoe cnctemHoe 3aboneBaHne reHeTUYeCKoOn NpPMpPoabl U3 rpynnbi
TPOMDBOTUYECKUX MUKPOAHTMOMATUI C NPOrPECCUPYHOLLUM TEYEHNEM U
HebnaronpUATHbIM NPOrHO30M, B OCHOBE KOTOPOFO NIEKUT XPOHUYECKasn
HEKOHTPOAMPYEMAs aKTMBALIMA KOMMNJIEMEHTA, BeAyLlasa K rTeHepasn30BaHHOMY
Tpomb006pa3oBaHMIO B COCYAaX MUKPOLIMPKYIATOPHOrO pycaa (Kanuanapsl,
apTeEPUObI, apTEPUN MAIOTO Kaanbpa) MHOTMX OPraHoB, HO MPENMYLLECTBEHHO
NOYEK - MAK Ha3bleaemolu KommaemeHm-onocpedosaHHou TMA




Knaccudukauma reMONUTUKO-YPEMUYECKOTO CUHAPOMA
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* AyTtoMmMmyHHble 3aboneBaHuA
HapyweHue obmeHa kobanamuHa C * JleKapcTBeHHble npenapaTbl
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Yactota TTMN n 'YC cpegm B3pocabix nayueHtos ¢ TMA

Adult patients

n=219

TTP, n = 31 (14%)
Other, n = 44 (20%)

STEC-HUS, n =6 (3%)

aHUS, n = 138 (63%)

Schénermarck U, Ries W, Schréppel B, et al. Relative incidence of thrombotic thrombocytopenic purpura and haemolytic uraemic syndrome in
clinically suspected cases of thrombotic microangiopathy. Clin Kidney J. 2019;13(2):208-216. Published 2019 Jun 18. doi:10.1093/ckj/sfz066



AtunuuHbin 'YC — oppaHHOe 3aboneBanHue
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INCIDENCE (CASES PER MILLION ANNUALLY)

3abonesaemocms cpedu ecex so3pacmos ~ 0,23-1,9/mMnH
Cpedu demeli u nodpocmkos ~ 0,26 — 0,75/MAH
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PREVALENCE (CASES PER MILLION INDIVIDUALS )

PacnpocmpaHeHHOCmMb cpedu ecex so3pacmos ~ 4,9/ MaH
Cpedu demeli u nodpocmkos ~ 2,2 — 9,4 /MnH

OpdaHHble 3aboneBaHua — 3ab601eBaHMA, 3aTparnsaroLLme He6oAbLIYHO YacTb NONYAALUN
OcHoBHOM KpuTtepun opPpaHHoro 3abonesaHus — pacnpocTpaHEHHOCTb He 6onee 10 cnyyaeB Ha 100000

Apyrue Kputepum:

HaceneHunA

v\ XPOHMYECKOE U3HEYrpoXKalolLLee TeYeHne AU HalnumMe MHBANANU3UPYIOLLMX PACCTPOMNCTB
v' Tpebylowme a8 cBOero neyeHmns cneumdmnyeckoro NeKapcTBeHHoro cpeacTsa

Yan K et al. Clinical Epidemiology 2020;12:295-305
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KnuHuyeckme pekomeHaaumm

ATUMUYHBIA FEMONUTUKO-YPEMNYECKUIA CUHAPOM

KoauposaHue no
MexayHapoaHomn
CTAaTUCTUYECKOMN

Knaccudukaumm bonesHerr N08.2*/D59.3/M31.1/N17.0/N17.1
M npobaem, cBA3aHHbIX CO
3[0POBbEM:

Bo3pacTHas rpynna: B3poc/bie

fop yTBepxaeHuna: 2021 (nepecmoTp Kaxkable 3 roaa)

Pa3paboTumMK KAMHNYECKON pEKOMEHAaLNN:

e Accoumauuna Hedposoros
Tun pa3paboTKn NpoeKTa

KIMHUYECKMNX PpEKOMEHAALNN:
o nepeyHto MuH3apasa Poccmum



Knunuko-nabopatopHblie npoasnerua alyC

B npouecce Tpomboobpa3zoBaHua npoucxoaut
«notpebneHue» TpomboOLUTOB, MAYWMX Ha
bopmMmuposBaHue Tpomba

.

B pe3ynbrate KOHTaKTa ¢ TpoMmbamu,
3aMONHAOWMMM NPOCBET MENKUX COCYA0B,
NPOUCXOAMUT NOBPEXKAEHUE IPUTPOLIUTOB U UX
pa3pywenue (MexaHU4eCcKkMmn remonns)

J

Q MukpoaHruonatuueckuu remonus (MATA):

Q TpombouuToneHna U CHUKeHUe Ynucna Tpombouutos bonee yem Ha 25%

oT 6a3anbHOro ypoBHsA

QO MwemunyecKoe nopaxeHue opraHos: novek, LUIHC, a Takxke cepaua, KT, rnas

Q Jlnxopaaka




Y10 TaKkoe MMKpoaHI'VIOI'IaTW-IQCKVIﬁ remonums
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Ma3ok nepudepuueckoii KpoBU 340P0OBOrO YeNoBeKa

B npenapaTte HECKO/IbKO TPOMBOLUTOB (YepHble CTPENKN) U
HOPManbHbIA AMMIOUUT (CUHAA CTPesKa).

3PUTPOLUTbI OTHOCUTENBHO OAMHAKOBbIE MO popme U pasmepy.

Ma3ok nepudepuueckoit Kposu nayuenta c MATA

B npenapaTte HECKO/IbKO LIM30UUTOB (MasieHbKMUE YepHbIe CTPENKH),
Apyrve GparmeHTbl 3pUTPOLMTOB (60NblIAA YepHas CTpesKa);
MUKpochepoLMTbI (CUHWUE CTPenKn). B LeHTpe KpynHbIN TpombounTt
(KpacHas cTpenka)

MwuKpoaHrmonaTtuyeckui remonms (MATA) otpakaet
MexaHWYecKoe noBpeXxgeHue spuTpoLmnToB Npn
KOHTaKTe ¢ Tpombamu B cocyaax MUP, Ha
bopMMpPOBaAHNE KOTOPLIX yXoaAT TpombounuTobl. B
KpoBu nosbiwweHbl JIAT, 6unmpybuH, ocobeHHo
HEeNPAMOM, ranTorMOONH CHUXKEH, NOJIOXKUTENEH
cB0OOAHbIN remornobuH




IlepBoiit snu3ox THMA

Hern
Onpeneaenne STEC-HUS
KynasTypa KanossiX Macc Ha STEC u ITLP Ha
;"'"'_:_—'4— STEC-IYC |4 ressl StX Mo TECT Ha CBOGOMHBII SX HIH : _________________
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Komatpm TOMOUIHCTEHHA B IIa3IMe KpOBH
BHYTPHMBIIEYHO INAPOKCHKOGANAMHH KOHIEeHTpamn: MeTHIMATOHOBO KHCIOTH B "
< donuepoit xucnoToit, GeranH 1 €| Moue i nuassme KpoBH C wm Gesmpamoro  lg 4
KapHHTHH cexsemposanis MMACHC (B cayyae
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Mexs it 3, $srsmannoe obc aste, naboparoprmie
P amamoe: (BHY, AHA anmt-JTHK 51 ADT)
o, = 3noKkatecTRCHNAR apTepsansias runeprenuts, HSCT i SOT, — P Coeunguyecsan repanus
TREHHAIE HOBOOOP AR, CHcTeMMre 3abonenmuta,
MPHMeHeHNE IEXKapCTECHHLIX Npenaparos sy BHY
al'YC — gnarHos ncknro4veHma. YctaHaBinBaeTca
nocine Toro, Kak oTBepPrHyTbl ANarHo3bl NtobbIX
APYrux nepBuYHbIX N BTOPUYHbIX TMA
Ha ofcarexosaann
(5-7 anen)
p———Pp{ Hauano exeasessmx OTII ¢ HCNOMS 30BIHIEM

B awbom sospacre
Jhroaniit st cemeiiHeIit asamies anmrurusoro I YC
Peapuans I'YC » rpanciinantare novss
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ApTu-CFH aaruareaa >1000 E T/sa

Jr

OIIIl n mMMyHOCYTPeccus © wan bes
IRVaAnsyMada

Vposess C3, C4, CFH n CFI B nmasyme xpos# ¢ wint 6e3 CFB, anmi-CFH anmmutena, sxcnpeccis MCP sa sefikoumnTax
Cxpimuar #a myTamms 8 resax CFH, CFI, MCP, C3, CFB, THBD* 1 ruOpstassit rex CFHT

Beer Thi C aTur ne IYCr
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TpomboLntTOR
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Jins Mavana TECPRTINL IKYIMIYMAbOM He CREIVET OAILIATE PEIVALTATOR IMEMETHYECIIX TECTOR KOMILICMEHTE, NOCKOMLKY HEM PAMLINE HALATO
A, TEM AYNIME HCOXOA B OTHOMEHINT Gy HIINI motex

PHMAR NAGICHTOE C HOPMANLHLIM KONHMYOCTEOM

-

KagecTse Tepanun

nepsoil Immmn

OTcyTCTERE TERICHONHE B CTOPOHY VECINYEHRNN KOAHNYeCTES

TpoMBoOuUNTOB

IIposepstn ypoBesns OROKATL KOMILIEMENTE, KOHLUSHTPMITO IKYNTysada

n nomsopdstsa CS

IIposecTit MOBTOPHYIO MPOBCPEY i JABCPINITE THPPCPCHUMATLHYIO

IILATHOCTHXY
TMA_ sHe ceasasHuil © CHCTeMOI KOMILIEMEHTA

OPIMERCHItE IKyItsymaba

Tepcucnipyiomas TPOMOOLBITONCHILE Ha NMPOTIKeHInt nepanix 7-10 auedt

TPOMOOUHTOB

!

Ixcvmisymata

HMepcncupyromaz rpombowstronesux nocae 7-10 aneft npienteras

TEeHACHIHA B CTOPOHY VECIHYECHHA KOIHYECTEA

IIpoBepHTh YPOBeHD GlIOKankl KoMIutemenTa (CHS0 <10%.
MHHHMANBHAS KOHLUEHTPALNSA 3KyansyMata >100 ymr/aur)
He cneayer sozoGHoBaATsE Ol




Hanbonee yactble KnuHuyeckue npoasneHma TMA

TpomboTHUyecKkasa MUKpOaHruonaTus

|

!

Tpomb6ouutoneHusa < 150000/ mkn nnum
YMeHblueHue = 25% OT UCXOAHOro YPOBHS

MATA: cHu)XeHue remornobuHa, nosbiweHue J14r,
LIN30LUTO3, CHUXKEHME ranTornobuHa

4

NopakeHne opraHoB

i

MopaxeHue LUHC: cygopory, ||| MoparkeHue nouek: nosbiweHue CKp,
cHMXKeHue CKP, moueBom CMHAPOM,

HapyLleHue CO3HAHUA,
OHMK

L 2

apTepuanbHas rMnepToHusa

MopaxkeHue XKKT: guapes, B T.u.
KpoBaBas, TOWHOTA, pBOTa, 60211
B XXUBOTE, NaHKpeaTuT

$

Mopa)xeHue nérkux: oablLLKa,
KpOBOXapKaHbe, OTEK NErKNX

NMopaxkeHue CCC: OUMM, OCH,
OKM, AT, cteHO3bl apTepui

!

HapyweHue 3peHUA: aoBoeHue,
3aTyMmaHuBaHUe, HeYyeTKue
KOHTYpPbI, OKK/1H03UM COCYA0B
CeT4yaTKu

R. Raina et al. Int ] Nephrol Renovasc Dis 2019 Sep 4;12:183-204.



2. AnarHocTuka 3abonesaHMA UM COCTOAHUA (I'pyI1I1bI 3abonesaHunin unun COCTOHHMﬁ), meanumnHCKuMe NoKasaHUAa u
NPOTUBONOKA3adaHUA K NpUMeHeHN0 metoa4o08 ANATHOCTUKHU

2.1 }Kanobbl n aHamHe3

) Mbl peKoMeHAYyeM NpPU OCMOTPE NaLMEHTOB C Nogo3peHmnem Ha al'YC 06paTuTb BHUMaHMe Ha caeayrowme
*Kanobbl: nepudpepnyeckme oTeku, ymeHblleHNne o6 bema oTaensemon Moun, USMEHEHMNE LBETa MOYM; OAbILLKa;
remopparMyeckume BbiCbINaHUA Ha KOXKe; c1abocTb, BANOCTb, ObiCTpada yTOMAAEMOCTb, OTCYTCTBME anneTuTa,
F0JIOBOKPY*KEHWUE; r0/IOBHbIE 60N, HapyLLEHNEe 3PEeHNA Pa3HOM BbliparKeHHOCTU (BN1IOTb A0 NOJIHOW CNenoTbl);
TOLWHOTA, PBOTA, 60N B }KMBOTE, YaCTbIN XKUAKUIA CTYN

YposeHb y6edumenbHocmu pekomeHOdayuii C (yposeHb 0docmosepHocmu 0oKazamesnobcme — 5)

2.2 dPusunkanbHoe obcnenoBaHmne

° Mbl peKkomeHAyeM MpPU OCMOTPE NauMeHTOB ¢ Noao3peHnem Ha al'YC oUueHUTb Hanyme: NoBbILLEHHOM
TemnepaTypbl TeNa; KSMEHEHUA KOXKHbIX MOKPOBOB (6/1€4HOCTb, }KenTyxa, remopparnm); nepupepruyecknx oTeKoBs;
B/Ia*KHbIX XPUMOB MPU ayCKYyNbTaLUMN NETKUX; PACLUMPEHUSA FPaAHUL, cepALia; NOBbILIEHHOro apTepmManbHOro AaBJ/ieHUS;
TaXUKapaun AN HapyLLEeHUM puTMa cepaua

YpoeeHb y6edumenvHocmu pekomeHoayuii C (yposeHb docmoeepHocmu 0oKazamesnobcme — 5)

KommeHmapuu: ocCHOBHOU Uesbto ocMompa A8a9emcsa obHapyxeHue rnpu3HaKkos rnopameHus noyekx u
3KCMPAPEHAsbHbIX MPoAsaeHUl




MopakeHne opraHos (>1)

unarnoctuveckmum anroputm npu TMA

+

e MuKpoaHrnonaTnueckmii

TpombGountoneHna?

remonnz**
5-9 5-9
KT LHC MoTpebnenue | Femorno6ui
Cepaue bonw B xXnBoTe Cypnopornu TpombGouuTtoe (Tp) Tnar
P TowHoOTa ComHoneHymunA Tp < 150x10°/n nnn 1 PeTmkynouuTb
HapyweHus PBoOTa Conop | Tp >25%
pUTMa Odunapen Koma oT 6bazanbHOro ypoeHS
OWNM Ha IKTI Kpoeb B cTyne
MNOTOHMA Moukn 5° Opyrue 0
Oonurypwusa CnabocTtb —at ¥ : MoBTOPWNTDL TECTbI
OTekun AcCTeHunA ) > yepes 24 y'
1 KpeaTHUH Metexunn -
[MpoTenHypua ducnHos
[emaTypma [MnepTeH3na
Jlnxopagka -
4
MOATBEPHKOEHWE TMA*
lWnsounTobl TWun3sounTer® > MoBTOpUTL TECTbl Yepes 24 4
Nantorno6wmH |FTanTorno6buH g ecnu oTpuuaTenbHbie!

Mpo6a Kymb6ca OTtpuuatenbHan

Koarynauwnsa TecTbl B HOpMme

=Anammposaso M2 Elle Azoulay et all CHEST 2017: 1524{2):424-434.

1. Elie Azoulay et al. CHEST 2017; 152(2):424-434. 2. Campistol et. all. Nefrologia, Volume 35, Issue 5, September—October 2015, Pages 421-447. 3. Caprioli et al. Blood. 2006;108:1267-1279. 4. Noris M, Remuzzi G. N Engl J Med. 2009,;361:1676-1687.
5. Noris M, Caprioli J, Bresin E, et al Clin J Am Soc Nephrol.2010;5:1844-1859. 6. Caprioli J, Noris M, Brioschi S, et al; Blood.2006;108:1267-1279. 7. Neuhaus TJ, Calonder S, Leumann EP. 1997;76:518-521. 8. Sellier- Leclerc A-L, Fremeaux-Bacchi V,
Dragon-Durey MA, et al; J Am Soc Nephrol. 2007,;18:2392-2400. 9. Al-Akash SI, Almond PS, Savell VH, Jr, et al. Pediatr Nephrol. 2011;26:613—-619.



2.3 JlTabopaTopHble AnarHoCTUYECKne uccneaoBaHus

° MbI pekomeHayem BCem naumeHTam ¢ nogospeHnem Ha TMA BbINOAHATb 06WMIN (KAMHUYECKMIA) aHa/IN3 KPOBMU
Pa3BEPHYTbIM C onpeaesieHUeM KoanyecTsa TPOMOOLNTOB N UCCNeA0BaHMEM YPOBHA LN30OLMTOB B KPOBU, aHAIU3 KPOBMU
6uoxummnyeckmin obuietTepaneBTUYECKNIA C onpeaeeHneM KpeaTuHHa, akTueHocTy J1AI B KpOBM 1 UcciegoBaHMEM
YPOBHS bunnpybmnHa ceBob60aHOro (HEKOHbIOTMPOBAHHOIO), HENPAMOW aHTUINOBYANMHOBbLIN TecT (TecT Kymbea) u npamon
aHTUrNobynnHoBbIM TecT (Npamas npoba Kymbca)

YpoBeHb ybeautenbHoctn pekomeHgauuii C (yposeHb J0CTOBEPHOCTU A0KA3aTeNbCTB — 5)

® Mbl peKomeHayem y NauneHToB c nogo3peHmnem Ha TMA B caydae HOPMabHOTo YPOBHA aKTusHocTU JIAI B
KPOBW NPOBOAUTb UCCNe0BaHMe YPOBHA ranTor/iobuHa KpoBuM Kak bosiee YyBCTBUTEIbHOTO MapKepa remonmsa, yem J1A4T
YpoBeHb ybeautenbHoctn pekomeHaauuii C (yposeHb A0CTOBEPHOCTU A,0KA3aTeNbCTB — 5)

Kommenmapuu: npu nooo3peHuu Ha TMA Heobxo0umo oripedesneHue 8cex mpex yKa3aHHbIX MapKepos 2emonu3sa (/14r,
wu3zoyumsl, 2arnmozaao06uH), MOCKOAbKY 8 omcymcmaue U3MeHeHUl 00H020 U3 HUX U HEBbIMOHEHHbIX UCC1e008aHUAX
0syx Opyaux ouazHo3 TMA ycmaHo8UMb HEBO3MOXCHO (10X HOOMpUUamesnbHsil pedynbmam!). Bcem nayueHmam c
nooo3peHuem Ha TMA Heobxo0uMO Makxce 8binoaAHAMb peakyuto Kymbca 07149 UCKA0YeHUS UMMYHHOU npupoos|
2emosnu3a. Y nauueHmos ¢ MATA u mpombouyumoneruel Haau4vue OFl unu Opyaux npu3HAKO8 NopaMceHUs rMoYex,
U30/1UPOBAHHO20 UAU 8 COYEMAHUU C CUMIMTMOMAMU MOopPaMeHuUsa opyaux opeaHo8 CAyHum OCHO8AHUEM 015
ouazHocmuKku TMA.



° Mbl peKomeHayem naumeHTam ¢ cumntTomokommnsiekcom TMA yctaHaBamBaTtb anarHo3 al'YC Tonbko nocne
ncknoveHna gmarHosos STEC-TYC u TTI, a TakKe BTOpUYHbIX TMA
YpoBeHb ybeautenbHoCTM pekomeHaauum B (ypoBeHb 40OCTOBEPHOCTU A0Ka3aTeNbCTs — 3)

° Mbl pekomeHayem BCeEM NMauneHTam c nogospeHmem Ha alYC n npusHaKamu NoparKeHua *XesnyngoyHo-
KMULLIEYHOro TpakTa, 0CObeHHO nmetrowmnm amnapeto, nckntodatb STEC-F'YC; nabopaTopHblie nccnenoBaHua cnegyet
BbIMO/IHATL B NEPBbIE CYTKU rOCNUTANM3aLMM NAUMEHTA B CTALMOHAP A0 Hayana aHTMbaKkTepmMaabHOM Tepanmu
YpoBeHb ybeautenbHOCTU pekomeHgaumii B (yposeHb A0CTOBEPHOCTU A0Ka3aTeNbCcTB — 1)

KommeHTapum: nockonvky okono 30% nauyueHmos c al'YC 8 0ebrome 60s1e3HU uMmerom cUMMMOMbI MOPAHEHUSA
Hesnyo0oYHO-KUWEYHO20 mMpakma 8 sude mouwHomel, peomel, ouapeu, bonel 8 xusome, Heobxo0um CKpuHuHe Ha STEC-
I'YC. fluazHo3 STEC-I'YC ocHosbisaemca Ha udeHmugukayuu 8o3byoumens (nocee kana) unu onpedeneHuu wueaa-
MOKCUHA MemoOoM MosauMepPa3HoU YernHoul peakyuu 8 cmysae Usau pekmasabHOM MA3Ke, ornpedesneHUU 8 CbIBOpomKe
KpoBU WU2a-mOKCUHA Uau aHmumern K Aunonoaucaxapudy Haubosee pacrnpocmpaHeHH020 8 0GHHOM pe2uoHe
cepomuna E. Coli (8 Poccuu — 0157:H7).



® Mbl peKomeHayem BCeM NauMeHTam € nogo3peHnem Ha al'YC onpegeneHne akTMBHOCTM METaNINIoONPOTENHASDI
ADAMTS-13 B nna3sme Kposu anAa ncknrodeHma TTT1

YpoBeHb ybegutenbHoCTU pekomeHaauui A (ypoBeHb A0CTOBEPHOCTU A0Ka3aTeNbCTB — 2)

KommeHTapum: onpedeneHue akmusHocmu memasnaonpomeuHada ADAMTS-13 no3sonsem yemko ouggepeHyuposame
TTM u alyC. AkmusHocmoe ADAMTS-13 8 Hopme cocmasnsem 50-150% 8 3agucumocmu om memooa ornpeoesneHus.
Lleduyum akmusHocmu ADAMTS-13 co cHuxceHuem meHee 10% asnaemcsa ouazHocmu4vyeckum mapKkepom TT[1. Y
nayueHmMos ¢ akmusHocmoto hepmeHma Huxe 10% Heobxooumo onpedenams aHmMu-ADAMTS-13-uHaubupyrowue
aHmumena. Mpu ux Haauyuu duazHocCMupyrom uouonamu4eckyro (aymoummyHHyro) TTI1, npu omcymcmeuu —
HacnedcmeeHHyr. [pu nbeix Opyaux TMA, sKkaro4vaa u al'YC, akmusHocmo ADAMTS-13 moxcem CHUXAmbCA, HO 8ce20a
npesosiwaem 10% . lpu uckar4veHHobIx 8mopuyHsix TMA 3HaueHus ADAMTS-13 6onee 10% no3sonsaom
ouazHocmuposams al'yYC. UccnedoeaHue akmueHocmu ADAMTS-13 cnedyem 8binoaAHAMb 00 Ha4YaAa naasmomepanuu.

® Mbl peKkomeHayem B Cydae HeAOCTYNMHOCTM onpeaeneHna akTUBHOCTU meTannonportenHasbl ADAMTS-13 B

nna3me KPoBM Ui HEBO3MOXKHOCTWK ObICTPOro ero BbiNO/AHEHUA Y NaumMeHToB ¢ TMA 1 TAXKECTbIo COCTOAHUA,
06YC/I0B/INBAIOLLLETO YIPO3Y KU3HU NN BbICOKUIN PUCK TAMKENbIX MOYEYHbIX U/UNN BHEMOYEYHbIX OC/IOXKHEHUN,
MCNONb30BaTb NPaBUIO, B COOTBETCTBUMN C KOTOPbIM 3HAYEHUA YPOBHA KpeaTuHUHa Kposu >150 mkmonb/n (1,7 mr/an) B
COYETaHUU C YPOBHEM TpoMboLMTOB B KpoBu >30 000/1 MK NpaKTUYECKMU UCKAOYatoT AnarHos TTI1.

YpoBeHb ybeautenbHOCTU pekomeHpagaumuii B (yposeHb A0CTOBEPHOCTU A0Ka3aTeNbCTB — 3)



° Mbl pekomeHayem BCeEM NaLMEHTaM C npeanosiaraembim gnarHo3om al'YC npoBogntb obcnenoBaHue,
HanpaB/AeHHOEe Ha UCKAYEeHMe Hanbonee 4YacTo BCTPEYAIOLLNXCA B KAMHUYECKOM NPaKTUKe BTOpUUHbIX TMA (Tabnunua 1)
YpoBeHb ybeautenbHoctn pekomeHaauuim C (yposeHb J0OCTOBEPHOCTU A0KA3aTeNbCTB — 5)

Ta6nuna 1. HauboJsiee yactoie BropuuHbie TMA U moaxoabl K MX HCKJIKOYEHUIO

3abosieBaHMA N COCTOAHUA Moaxoabl K UCKNKOYEHUIO

BepemeHHOCTb M ee ocnokHeHusa: CpoK recraumm, TecT Ha OepeMeHHOCTb B Ma/JioM CPOKe,

HELLP-cuHapom, npesaknamncua dbepmMeHTbI neyeHun

CucrtemHan KpacHasA BO/IYQHKA, aAHTUMHYKNeapHbld ¢aktop Ha HEp-2 KneTtkax, naHenb
CKnepogepmua, aHTUAOEPHbIX aHTUTe/N, aHTuTena K asycnupanbHon [OHK,
aHTMdoCchONNNNAHBIN CUHAPOM aHTUTeNa K KapAWOJIMMUHY, BOJIMAHOYHbIM AHTUKOAryAsHT

aHTN-B2-INM1-aHTnTENA

MonoKutenbHble pe3ynbTaTbl MMMYHHO- 610TTUHra Ha BUY-
NHPEKUMIo

AHamHe3  apTepuaNibHOM TMNEePTOHNU,  XapaKTepHble
M3MEHEHMA  [a3HOro  AHa  npu  0dTaNbMOCKOMUM,
rMNepToHnA aneKkTpokapanorpadumu, axokapauorpadum

OHKOMapKepbl, OHKOMOMUCK C WCNOAb30BaHMEM PaA3/IUYHbIX
BM3YaIM3UPYHOLMX METOA0B

BUY-nHPpekuus

3/10Ka4YecTBeHHanA apTepuasibHas

3/10KaYeCcTBEHHbIE HOBOO6pa3OBaHVIF|

TMA, aCCOLNMPOBAHHaS ¢ AHamHes NNeKapCTBEHHOM Tepanuu: aHTUONOTUKY,
NPOTUBOONYXO/ieBble  cpeacTBa  (npenapaTtbl  NAATWUHBI,
NIEKapCTBamMu NHIMBUTOPbI VEGF), NHIMBUTOPBI KaNbUMHENPUHA,

npenapaTtbl MHTEPPEpoHa, aHTUArperaHTbl TMKAONUANHOBOIO
psAa, opasibHble KOHTPALENTMBbI U Np.

TpaHcnNaHTaunA KocTHoro mosra u CoOTBETCTBYIOLWMA aHAMHE3

COIMAHbIX OPraHoOB



° Mbl pekomeHAyeM BbIMOAHATb KOMMNNAEKC UccneaoBaHun ana anarHoctnkm ABC-cuHapoma Bcem naymeHTam C
noao3peHnem Ha al'YC, ocobeHHO B C/1ly4asax pa3BUTUA NOAMOPraHHOW HeAO0CTAaTOYHOCTU, AN nckntodeHmna ABC-cnHapoma
YpoBeHb ybeautenbHocTn pekomeHgauuii C (ypoBeHb A0CTOBEPHOCTU A0Ka3aTeNbCTB — 5)

Kommenmapuu: []IBC-cuHOpom npedcmasnsem coboli namoso2u4eckoe cocmosHUe, 8 OCHOBE KOMOPO20 f1exum
mpomboobpaszosaHue 8 cocydax maso2o Kanubpa, obycnoeneHHoe akmuesayueli Naa3MeHHO20 38eHA Koaz2ynayuu ¢
nocaedyrouwjeli emopu4vyHol akmueayueli cucmemsol hubpuHonusa. ViMeHHO 8 3MoMm e20 2/a8HOe omsau4ue om opyaux
TMA, u 8 nepsyro oyepedb om al’YC, npu KOMopbIx NepsuvyHoO nopaieHue sHOomMesus, Npusoofawee K akmusayuu u
nompebaeHuro mpomboyumos. laHenb uccaedosaHus 014 duazHocmuku [1BC-cuHOpoma 8Kar4vaem 8 cebs onpeodesneHue
aKMuBUPOBAHHO20 YACMUYHO20 MPOoMbONAacmuHoOB8020 8pemMeHU, npompombuHo8o20 (mpombonaacmuHo8020)
8pemMeHU 8 KposuU Usu 8 rnaasme, mpombuHosoz0 spemeHu 8 Kposu (TB), uccaedosaHue ypo8HA (pubpuHo2eHa 8 Kposu,
orpedesneHue akmusHocmu aHmumpombuHa Il 8 Kposu (ATIll) u koHueHmpayuu []1-oumepa 8 KPoB8u UsU YPOBHSA
pacmeopumMeix pubpUHMOHOMEPHbLIX KOMriaeKcos. B bonswuHcmae cny4vaes al'YC nokazamesnu Koaayno2pammel
(opueHmuposouyHoe uccnedosaHue cucmemosl 2eMocma3sa) He uameHeHol. OOHAKo y pAada nayueHmoe al'YC moxcem
oc103HUMbCA pazsumuem BC-cuHdpoma, ymo Halidem ompaxceHue 8 yosauHeHUU epeMeHHbIX napamempos
ceepmbi8aHUA KPOBU, CHUXeHUU KOHUeHmpayuu ¢pubpuHozeHa u ATIll, yeenuyeHuu codepxcaHua [J-oumepa.
CouyemaHue al'YC c [1BC-cuHOpOMOM 803MOMCHO U3-30 mMecH020 83aumooelicmausa cucmem 2emMocmasa u
KomnsaemeHma, cnocobHbix 83aUMHO AKMUBUPOB8AMb 00HA Opyz2yIo.



° Mbl peKOMeHAYEM CKPUHUHT Ha BbliBIEHUE AedEeKTOB CMCTEMbI KOMMNAEMEHTA (MccneaoBaHUE YPOBHA
KOMM/ieMeHTa 1 ero ppaKkumin B KpoBM), onpeaensiembix No nccaegoBaHuto yposHs C3 ppaKkumm KomnaemeHTa u
ypoBHI0 C4 dpaKkLUnM KOMMIEMEHTA B CbIBOPOTKE KPOBM, BCEM NaLlMeHTaM ¢ npearnonaraeMbim gnarHosom al'yC.
YpoBeHb ybeautenbHoctn pekomeHaauum C (yposeHb J0OCTOBEPHOCTU A0KA3aTeNbCTB — 5)

KommeHTapum: laHenob uccnedosaHuli KomnaemeHmMa 8Kar4aem 8 cebs onpedeneHue obujeli 2emoaumuyeckoli
akmusHocmu KomnaemeHma (CH50), yposHel C3 u C4 chpakyuli KomriaemeHma, a makie pe2ysiasmopHbIX paKkmopos
KomrnemeHma CFH, CFl, CFB. B pymuHHOU KauHu4ecKol npakmuKe ce200HA 00CMynHO mosbKo onpeoesieHuUe 8 Kposu
C3 u C4 ppakyuli komnaemeHma. CHuxceHue cooepxcaHusa C3 npu HopmanobHom yposHe C4, yka3viearowee Ha
akmusayuiro AlTIK, ommeyaemcsa He bonee yem y 50% nayueHmoe c al'yC.

HopmanbHbil nokazamens C3 He uckaoyaem ouaz2Ho3a al'YC, a 8biA871eHHOe CHUXEHUE 3m020 KOMIMOHeHMa
KOMIIeMEeHMa Mmoxcem CAy#umb 00MnoAHUMENbHbIM ap2yMeHMOM 8 M0s1b3y OaHHO20 OUA2HO3d.

Mbl peKkomeHayem onpeaeneHne cogepxaHma aHtuten kK CFH (aHtu-CFH-aHTUTEeNa) Bcem naumeHTam ¢
npeanonaraembiMm gnarHo3om alYC ana MCKNtoYeHUs UAn NOATBEPKAEHMUS ayTOMMMYHHOTO (aHTUTENIbHOrO) BapuaHTa
al'YC, 3abupan KpoBb A/15 Ux onpegeneHmsa Ao Havyana nna3motepanun [1,39,42,67].

YpoBeHb ybeautenbHocTn pekomeHaaumnii A (yposeHb J0OCTOBEPHOCTU A0Ka3aTeNbCTB — 2)

KommeHTtapumn: aymoanmumena Kk CFH obHapyxcusarom y 5-20% nayueHmos ¢ al'YC. Aelicmeue aHmu-CFH-aHmumen,
Kak u mymayuti CFH, npusodum K uzbeimo4Hol akmusayuu AlK. Haanu4yue no0obHbIx aHMumes c8A3aHO C
depuyumom CFH-cesa3aHHbIx 6enkos 1 u 3 (CFHR1 u CFHR3), so3HuUKarouw,um scnedcmasue mymauyuti
coomeemcmeayrouwux 2eHos. YcmaHosseHo, Ymo y 90% nayueHmos ¢ aHmu-CFH-aHmumenamu rnosHocmeto
omcymcmasytom CFHR1 u CFHR3 scnedcmeue 2omo3u2omHol 0eseyuu 8 2eHAxX amux npomeuHos. JocmamoyHo
8bICOKAA Yacmoma obHapyxceHuUsa aHmu-CFH-aHmumen daem ocHOBaHUA 014 8bl0eseHUA aymouMMyHHO20 muna
al'YC. CeoespemeHHoe 8biasneHue aHmu-CFH-aHmumen umeem gaxcHoe 3Ha4yeHue 0714 86160pa MAKMUKU f1€YeHUS.



2.4 UHCTpYMEHTaNbHble ANAarHOCTUYECKUe uccaenoBaHun

° MbI pekomeHayem A0N0oAHUTENbHOE 0b6cneaoBaHUE C UCMOAb30BaHUEM BU3YaATU3UPYIOLMX METOAOB
nccnegoBaHUA NO NOKA3aHUAM, onpeaenaeMblM HaZIMYMEM KIUHUKO-N1abopaTOPHbIX MPU3HAKOB NOPaXKEHUA TOro
MU MHOFO OpraHa NauneHTam C 3KCTPapeHaibHbIMU NPOABEHUAMM 3aboneBaHUA.

YpoBeHb YoeautenbHoctn pekomeHaauuii C (yposeHb J0OCTOBEPHOCTU A0KA3aTeNbCTB — 5)

2.5 UHble anarHocTtnyeckue nccnepgoBsaHuaA

° Mbl pekomeHayem naumeHTam ¢ alYC B COMHUTE/NIbHbIX M HEACHbIX CAYYaaX C Lenblo NoATBEPKAEHUSA
AnarHosa TMA BbINOAHATbL BMONCUMM NOYKM NMOA, KOHTPOJIEM YAbTPA3BYKOBOIO MCC/eA0BaHUA C NaTo/I0ro-
aHaTOMMYECKUM nccnegoBaHMem bnoncMmHoro matepumana.

YposeHb ybegutenbHocTH pekomeHaauui C (ypoBeHb AOCTOBEPHOCTU AOKa3aTeNbCTs — 4)

KommeHTapuu: PeweHue o npogedeHuu buorncuu rnoYyku U e2o CPOKax y Kaxo0020 KOHKpemHo20 nayueHma
A8/14€emca cmpo20 UHOUBUOYA/IbHbIM. bUuoOMnCcuto NOYKU He cedyem B8bIMoAHAMb nayueHmam ¢ cemeliHol ¢hopmoli
al'YC u c peyudusamu ocmpol TMA, NOCKOMbKY 8 amux Cay4asax 0ua2Ho3 oyeauoeH. OOHAKO OHO MoXem MoMoYb 8
gepuguKkayuu 0uazHo3a 8 caedyrUWux CAy4anxX:

* Heobxodumocme onpedeneHusa npuvuHsl OF11 npu comHeHuuU 8 duazHo3e al'YC;

Omcymcmaue nosaHo2o 1abopamopHo20 cumnmomoKomraekca TMA (uawe ececo mpomboyumoneHuu);

* MaccusHaa npomeuHypusa y nayueHmos ¢ 2eMamos02u4ecKumu nposasneHUamu TMA;

* [lodo3peHue Ha BmopuyHbie gpopmbl TMA;

* [Ipednonazaemas xpoHuyeckaa TMA.



* Mbl peKoMeHAYEM BbIMONHATb MONIEKYNAPHO-TEHETUYECKOE UCCNeA0BaHME MYTALUUN CUCTEMbI KOMMNJIEMEHTA:
¢dakTopos H, |, B, C3 rpombomoaynmHa, MCP naumeHTam ¢ KAIMHUYECKU YCTaHOBAEHHbIM AnarHo3dom al'YC ana
onpeaeneHna NPOrHo3a U TaKTUKKN BeEeHNA B OTAA/IEHHOM nepuoge
YpoBeHb ybeautenboHoctn pekomeHaauum C (ypoBeHb J0CTOBEPHOCTU A0Ka3aTeNbCTB — 5)

KommeHTapum: lfeHemuyeckoe uccnedosaHue He a8naemca Heobxodumbim 014 NocmaHosKu oduazHo3a al'yYC u He
uepaem posiu 8 peweHuU 80Mpoca 0 MAKmMuUKe AevyeHus nayueHma 8 MoOMeHm ocmpo2o 3ru300a, 0OHAKO umeem
8aMCHOe 3Ha4YeHue 0714 oripedesneHuUs npo2Ho3a. Omcymcmaeue Heobxoo0umocmu 2eHemu4YecKko2o CKpUHUH2a 0117
ouazHocmuKu al'YC oCHOBGHO HG MOM, YMO Mymauyuu 2eHo8 peaynamopHsix benkos AllK ebisensaromcsa y
nauueHmos ¢ HacnedcmeeHHoim al'YC e 60-70% cnyyaes, a npu criopadu4eckol gpopme bone3Hu — aceeo 8 30%.
Takum obpazom, ompuuameribHbil pe3yabmam eeHemu4ecKo20 CKpUHUHaa y nayueHma ¢ HeCOMHEHHbIM
cumnmomokxomrisiekcom TMA He ucknrovaem Hanuyusa al'YC. BbinosnHeHuUe 2eHemu4ecKko20 Uccaedo8aHuUa 3aHUMaem
He MmeHee 08yX MecAUes, a Mpo2HO03 00UHAKO8 Y NayueHmos Kak ¢ U0eHmu@uyupo8aHHbIMU, MAK U C
HeudeHMu@uUUUpPoBaAHHLIMU Mymauusamu. lToamomy 0a4a duazHocmuKu al'YC u Ha3Ha4YeHUs nevyeHus 2eHemuyecKoe
uccnedosaHue He mpebyemcsa. OOHAKO nocse MpaHcnAaHmMayuu novKu puckK peyuouea al'yYC, onpedenarwu,e2o
npo2Ho3, 3asucum om eudoa mymayuii. UMeHHO No3momy npu nod20moeKe K mpaHcnAaGHmMayuu noYvKu 6 nadH
o0bcnedoeaHusa nayueHma c al'yYC Heobxo0umo 8KAOYaMb 2eHemu4vecKoe uccaedosaHue. B amom cay4yae oHo,
Kpome orpedesneHUs MaKkmuKu 8edeHus nayueHma rocsae onepayuu, Moxcem rnomoys 8 sbibope 0oHopa, ocobeHHOo
ecsu obcyrcoaemcsa 803MOHHOCMb POOCMBEHHOU MPAHCIAAHMAYUU.



MporHos npu alYC B 3aBUCMMOCTU OT HAAMUUA MYTALUU B reHaX KOMMNJIeMeHTa

CFH

CFl

MCP

C3

CFB

THBD
AHTU-CFH-AT

Puck cmeptm nnu Puck peunausa | Puck cmeptn nam TIH PucK peynaunsa nocne
TINH B MmOMeHT yepe3 3—5 neT OoT Hayana | TpaHCMAAHTALUKM NOYKHK
OCTPOro anun3oaa 6onesnHu
WNKU Yyepes rog oT
nebiota
50-70% 50% 75% 75-90%
50% 10-30% 50-60% 45-80%
0-6% 70-90% 6-38% <20%
60% 50% 75% 40-70%
50% 3/3 6e3 TINH 75% 100%
50% 30% 54% 1 nauueHT
30-40% 40-60% 35-60% Bbiwe y nauneHTOB C

BbICOKUM YPOBHEM

KommeHTapun: eeHemuyecKul CKpUHUH2 Heobxooum, Yymobbl nodmeepoumeo uUsu Ornposep2HyMb C853b

3a60n1e8aHUA € namoso2ueli KoMaemeHma, Ymo UMeem 8aXHOE 3Ha4YeHuUe npu pa3sumuu mepmuHaabHOU
rno4Yye4yHol HeOoCMamMo4YHOCMU, NPUYUHA KOMOPOLU HeACHA, 8 0CObeHHOCMU Yy MO/100bIX MAYUEHMO8, 0 MAKH(E
0715 onpeodesieHUA MPo2H03a, PUCKa peyudusos u rpozpeccuposaHusa XbI1. B Hacmosauwee 8pemsa 2eHemuYyecKoe
uccnedosaHue nposoouMca MemoooM CEeK8EHUPOBAHUA MOCAEeO0He20 NoKoneHuA. [laHenb 2eHO8 KomrnaemeHma

8Ks1t04aem 8 cebsa 2eHbl pakmopos H (CFH), | (CFl), B(CFB), C3, membpaHHO20 KOhGKMOPHO20 npomeuHa
(MCP), mpombomooynuHa (THBD), 6enkos, ceazaHHbix ¢ CFH (CFHR1-R5), a makce eeHsbl
ouayunenuyeposnKuHassl ancusnoH (DGKE) u ADAMTS13. Omcymcmeue eceHemuYyeckux 0eheKmoes He
ucknrw4vaem ouazHo3a al'yYC, ocobeHHo npu cnopaduyeckoli hpopme 3abonesaHus.



3. JleueHue, BKNOHAA MeAUKAMEHTO3HYIO U HEMEAUKaMEHTO3HYIO
Tepanuu

Llenu Tepanuu al'yYC:

* obecneyeHune Nyylen BbIXKUBAEMOCTU NALMNEHTOB

* UHIMOULMA HEKOHTPONMPYEMOM AaKTUBALUN KOMMJIEMEHTA

* NPeKpaLLeHNEe MUKPOLUUPKYNATOPHOIro TpomboobpaszoBaHUS

* KyNnMpoBaHUe KANHUKO-nabopaTopHbIX NnposasaeHnn TMA

* COXpaHeHue u yayyleHne GyHKLUMKM NOParKEHHbIX OPraHoOB (BK/1to4Yas
npeaoTBpalleHne pasBnTnA TEPMMUHANBHOU NOYEYHOWU
HeAo0CTaToOYHOCTH, n3baBneHmne ot NOTPEOHOCTU B ANANU3HbIX METOAAX
NeYyeHuna, HeaonyLeHne NopaxKeHma ApYrmx BHYTPEHHMX OPraHoBs,
KPpOME MoYyekK)

* V/IyYLLUEHME KAayeCcTBa }KM3HU NaLMEHTOB



3.1 NnhasmoTtepanua

° Mbl pekomeHayem npoBegeHue nna3moTtepanun B Buae naaamoobmera (M0O) B KayecTBe Tepanmnm NnepBo
JIMHUW BCEM MaUMeHTam C npeanonaraembim agvarHosom al'YC uam peumnamsom 3aboneBaHus, ecam gnarHo3 boin
YCTaHOBJ/IEH PaHee, B OXKMAaHMKM pe3ynbTaToB 0b6cneaoaHua Ha STEC-TYC n onpeaenedHna ADAMTS13 ana
CHUXKEHUA BbIPAXKEHHOCTU XKU3HEYTPOXKAOLUX KAMHUYECKUX NposaBaeHnin bonesnun [39,41,42,59,69,73-76].
YpoBeHb ybeautenbHOCTM pekomeHaauum B (ypoBeHb 4OCTOBEPHOCTU A0Ka3aTeNbCTB — 1)

° [NauneHTam c npegnonaraembim gmarHo3om al'YC mbl pekomeHayem NpoBoAMTb Na3MoTepanuio B BUAE
TpaHcdy3uin cBexezamoporkeHHoM naasmbl (C3M) ToNbKo B c/iy4ae HEBO3MOXKHOCTM HeMeaneHHoro Havana Mo nau
ero HepgoctynHoctu [39,41,42,59,69,73,74,77].

YpoBeHb ybeautenbHoctu pekomeHgauum C (ypoBeHb A0CTOBEPHOCTU A0Ka3aTenbCTs — 3)

KommeHTapum: y nayueHmos c nooospeHuem Ha al'YC 8 momeHm ocmpo2o anu3ooa TMA amnupu4veckas
naa3Mmomepanus yxe 8 mevyeHue HeCKoAbKux decamuaemuti ocmaemca mepanuel nepsol AUHUU, KOMmOopyHo
csedyem Ha4YuHamMes 8 meyeHue 4-8 yacoe om momeHma KoHcmamauuu TMA u Komopasa nposodumcs 00
noomeepxcoeHuUs ouazHo3a, m.e. 00 UcKar4veHua STEC-ITYC u TTI1. Ucrnone3dyromca 08a pexcuma rnaa3momepanuu
— 10, Komopebll npednoymumeneH, u mpaHcgy3uu C3I1 8 cayyae HedocmynHocmu [10. [MpumeHeHue
naa3momepanuu rnpPUBeso K CHUMEHUO CMepmHoOCmMuU 8 MOMeHmM ocmpo2o anu3ooda al'yYC Ha 50-60%, 00HAKO He
npedomepauwjaem peyuoussi 3a60nesaHuUA U npoepeccuposarHue XbI1 c docmuxceHuem mepMuHaa6HOU NovYeyHou
HedocmamoyHocmu. Hecmompsa Ha mo, Ymo 80CCMAHOB/AEHUE 2eMamOos02U4eCcKUX NnoKasamernel, 8 nepayro
o4yepeos, Yucna mpombouyumos, exooe nevyeHus C3I Habarwoaemcsa 8 6oabWUHCMBE C/y4aes, rnosHsIU
2emamosio2u4deckuli u novyeyHolli omseem demoHcmpupyrom meHee 50% nayueHmos, a cpedu nayueHmos c
mymauyuamu CFH u CFl yacmoma nosnHo20 omeema He ripessiwiaem 15-25%



° MaumeHTam ¢ nepsbim 3nn3oaom al'YC nam ero peumamBom, He NOAYHAOLWMNM 3KYAU3yMab™*, mbl
pekomeHayem nposoanTb Tepanuto MO c obvbemom akcdy3nm n sameweHuna C3I1, pasHom 1,5 ob6bemam
LUUpPRyAnpytoLei naasmbl (60-75 ma nnasmbl/Kr) ANA CHUNKEHUSA BbIPAXKEHHOCTU KAMHUYECKUX NPOsiBAEHUI BonesHu.
YpoBeHb ybegutenbHocTn pekomeHgaumuii C (ypoBeHb 4OCTOBEPHOCTU A0KA3aTeNbCTB — 5)

° Mbl pekomeHayem nposoauTb TpaHcdy3mnm C3MM ns pacyeta 25-30 ma/Kr/cyT B cayyae HEBO3SMOXKHOCTU
He3ameanmTenbHoro nposeaeHna MO ANA CHUKEHUSA BbIPAaKEHHOCTU KIMHUYECKUX NPOABAEHNI BonesHu.

YpoBeHb ybegutenbHocTn pekomeHpgaumii C (ypoBeHb J0CTOBEPHOCTU A,0Ka3aTeNbCTB — 5)

KommeHTtapum: 06 agpghekmusHocmu rinaamomepanuu rpu al’YC moxcHo 6ydem cyoume Aulib Mpu YemkxKom
C/1€008AHUU MMPOMOKOY f1eYeHUS, CO2/1aCHO KOMOPOMY CHa4as1a 8 mevyeHue 5 0Heli noopsad nposodamca ceaHcsi 10,
rocsie 4e2o NPUHUMaemca pewieHue o 0asabHelwel Makmuke eedeHus nayueHma Ha 0OCHOBAHUU HAAUYUA Uau
omcymcmaeus omeema Ha naasmomepanuro. Kpumepuamu aghgpekmusHocmu naa3momepanuu cayxam
HOPMQaAU3auua Yucaa mpomboyumos u npexkpaweHue 2emou3a, o yem caudemesnbscmayem Hopmanuzayua J14r.
[MpodonxumenosHocme nevyeHus C3I1 He onpedeneHa, 0OHAKO MOKA3AHUEM K MPEKPAaUweHUr naa3momepanuu
A8/715emcsa HOpMasibHOe Kosauyecmao mpombouyumos u yposeHs /1A 8 meveHue 2-x OHeli nodpAad. [Npednazaemcs
MAaKXce Ucrnosnb308ame 8 Ka4ecmae Kpumepus 3(hgpeKmusHoCcmu naa3momepanuu CHUXEHUE KpeamuHUHA KpPosu He
meHee Yyem Ha 25% om ucxo0Ho20 ypoeHAa nocne 5 ceaHcos [10.



° Mbl peKkomeHayem npekpatutb neyeHmne C3IM 1 HayaTb NAaTOreHETUYECKYO KOMM/IEMEHT-6/10KNPYIOLLYIO
Tepanuio skyamMsymabom™** naumeHtam c noaresepaeHHbIM al'YC 1 oTCyTCTBMEM OTBETA HA Na3moTepanuto nocse 5
npoueayp nonHoobvemHoro MO MAK NnaumneHTam, AeMOHCTPUPYIOLLMM M1a3M03aBUCUMOCTb, ANS AOCTUKEHUSA

PEMUCCUN U YNYYLLEHUA NPOTrHO3a .
YpoBeHb y6eauTenbHOCTU peKomeHaauunii B (ypoBeHb 40CTOBEPHOCTU A,0Ka3aTeNbCTB — 2)

KommeHTapuun: omcymcmeue meHOeHYyUU K ye8esauyeHUro Yucaa mpomboyumos, cHuxceHuro yposHa JIAI u/unu
KpeamuHUHAa Kposu 8 xo0e nevyeHus C3[1 cniedyem paccmampusame KaK pedpakmepHocms K rnaasmomepanuu, Ymo

Aa8n1aemca abcontoMHbIM MOKA3AHUEM K MPeKpaweHuro ee U Ha3Ha4YyeHuto aKyausymaba** . oo
n103M03a8UCUMOCMbIO MOHUMAEMCA HOPMAAU3auUA Yucaa mpomboyumos 8 xooe rnaasmomepanuu, Ho N08MopPHoe

CHUXEeHUe UX U nosbiWeHUe ypoB8HA KpeamuHUHa rpu nepepeoise 8 ceaHcax 10, ymo mpebyem 80306HO81€EHUA
npouyeoyp.
° MauneHTam c aytonmmyHHbIM al'YC, AnarHoCTMpyembiM Ha OCHOBAHUUM 0OHapyXKeHus aHTU-CFH-aHTuTen, mol
pekomeHayem npoBoanTb Tepanuto C3I B KOMBUHALMK C INHIOKOKOPTUKOMAAMU UM UMMYHOZENPECCAaHTaMKN Ans

CHUMKEHMUA PUCKa HEBNAronpUATHbLIX KAMHUYECKUX COBbITUN
YpoBeHb ybeautenbHocTu pekomeHgauuii C (ypoBeHb AOCTOBEPHOCTU A0Ka3aTeNbCTB — 5)

KommeHTapum: seyeHue aymoummyHHo20 al'YC mpebyem couemaHua naa3momepanuu ¢ 210KOKoOpmuKouoamu u
npomueoonyxosessiMu npenapamamu. JobasneHue K naasmomepanuu 2/1H0KOKOPMUKoUuA08 8 sude MoHomepanuu unau
8 coyemaHuu ¢ #pumykcumabom** (eHympuseHHo, 8 0o3e 375 me/m2 1 pas 8 Hedento, 4 ssedeHus) unu c
#uyuknogocgpamuoom** (aHympuseHHo 6 ssedeHul rno 500 me 8 meyeHue 3 mecaues) Morem yMeHbW UMb PUCK
cmepmu uau eocmuxceHusa XbI 4 cmaduu 8 meyeHue nepso2o 200a ¢ 59% 0o 24%. oddepxcusarow,as
UMMYHOCYnpeccusHas mepanus 8 0asbHelweM CHUXAAa 00HOAeMHUU pucK peyuousa amoti popmer al'YC ¢ 21% 0o 8%



3.2 MaToreHeTMYeCcKaa KOMNAEMEHT-610KMpyloLLana Tepanusn

° MauneHTam c noaTBepPXKAeHHbIM AMarHosom alYC mbl pekomeHayem HasHauyeHue aKkyamsymaba**s
CTaHAAPTHbIX A03MPOBKAX, B COOTBETCTBMW C UHCTPYKLMEN NO NPUMEHEHMUIO NEKAPCTBEHHOrO NpenapaTa, Ans
CHUMKEHUSA BbIPAXKEHHOCTU KNAMHUYECKMX MNPOABIEHNI BONE3HUN, PUCKA CMEPTU U YAYULIEHUA NOYEUYHbIX MCXOA0B.
LypOBEHb y6eautenbHocTn pekomeHgauuii A (ypoBeHb J,0CTOBEPHOCTU A0KA3aTENbCTB — 2)

KommeHTapumn: 8 ocHoge mepanesmu4eckoz20 sgpgekma sKynusymaba** nexcum npekpawieHue
MUKPOUUPKYAAIMopHo20 mpomboobpazosaHus acnedcmaue bs1okadsl HeKoHmMposaupyemol akmusayuu AflK.
lMpumeHeHue npenapama nPUeoOUM K yMeHbWEHUH 8 KPOBU YPOBHA MAPKEPO8 80CNAAEHUA, AKMUB8AyuU
KomrsaemeHma u 3H0omenuasabHo20 nospexoeHuUs u mpomboobpa308aHUSA, O MAKHE MAPKepos NnosperoeHus
noyek. lpenapam agpghekmuseH KaK 8 OMHOWEHUU 2eMamos102U4eCKUX, MAK U MOYeYHbIX NpoAsaeHul

3a60s1e8aHUA.

Pexxum no3upoBaHua akynmsymaba** y sapocabix naumeHTos ¢ alYC

NHAYKUMOHHbBIN Nepuoa [NogaeprkuBatoan TepanuA

[MNaumneHTbl Mo 900 mr 1 pa3 B Hegento B 1200 mr yepes Hepento nocne

cTtapuwe 18 net TeyeHne 4-x Heaenb 3aBEPLIEHUA Kypca WMHAYKUUMU
(5-1 Hepena Tepanwuun). Hanee

no 1200 mr Kaxkable 2 Heaenu



° Mbl pekomeHayem npomnssoanTb BakunHaumto npotus Neisseria meningitidis BakunHon ansa
NPOPMNAKTUKN MEHUHTOKOKKOBbBIX MHPeKUnI ceporpynn A, C, W, Y, nonncaxapnaHou, KoHblormpoBaHHon™** Bcex
naumeHToB c al'YC 3a 2 Heaenn Ao NepBOro BBeAeHUA 3Kynm3ymaba™*

YpoBeHb ybeautenbHoctn pekomeHgauuii C (yposeHb J0OCTOBEPHOCTU A0KA3aTeNbCTB — 4)

- Mbl pekomeHayem naumeHTam ¢ al'YC, umerowmm NoKasaHUA K CPOYHOMY Hauyany ne4eHns skyamsymabom**,
KOTOPOE UCKNYAET BO3SMOXKHOCTb NPeALlecTBYOLEN BaKUMHALWM MPOTUB MEHUHTOKOKKA, MPOBOAMUTb
aHTUBMOTMKONPODMNAKTUKY NpenapaTaMm, NPOHUKAOLWNMM Yepes remaTosHLedannyeckmuin b6apbep, ¢ Lenbto
npeaoTBpaLleHNs MEHUHTOKOKKOBOM MHbEKLUMN.

YpoBeHb ybegutenbHocTU pekomeHaauui C (ypoBeHb 40CTOBEPHOCTU A0Ka3aTeNbCTB — 5)

KommeHTapuu: npu 6s10kade C5 npenapamom 3Kyau3ymab ** Hapywaemca UMMyHHbIU omeem Ha HEKOmMopble
UHKANcynuposaHHble bakmepuu, 8 nepsyro oyepedsb Ha 00UH U3 8udos Neisseria — MEHUH20KOKK. I9mo co3daem
MoB8bIWeEHHbIU PUCK pa3eumusa MEeHUH20KOKKOBOU UHEeKUUU 80 8peMs fiedeHUs 3Kyaulymabom**, ons
npogunakmuxku Komopol nayueHmos ¢ al'YC Heobxo0umo UMMYHU3UPOo8amMe 00 Ha4Yasna mepanuu. /leyeHue
aHMubakmepuaabHLIMU MpPenapamamu cucmemHo2o oelicmeusi Heobxo0UMO Ha4YUHaMb 00HOBPEMEHHO C
8aKYyUHayuel U nposodumos He MeHee 2-x Hedesb 8 CAYYaaX, ecsiu 8AKYUHAYU nposooam 8 0eHb rnepsoll UHgy3uu
aKynu3ymaba**. [lnumenbHocme npumeHeHUs U 003a aHMUBUOMUKO8 onpedendaemcsa Ae4auum 8pa4yom,

UCX004 U3 KOHKpemHoU KAuHU4YecKol cumyayuu. B cay4yasx He803MOXHOCMU 8AKUUHAUUU K MOMeEHMY Ha4ana
sieyeHuUs aHmubuomukonpoguaakmuka moxcem 6bime NPo0OsaeHA Ha CPOK 00 HECKObKUX MeCcAUes 8 3a8Ucumocmu

om epemeHU eaKkyuHauyuu.



° Mbl HEe peKoMeHAyeM OTMEHY 3KyAn3ymaba™** nocne AOCTUKEHUA peMUCcCUM KOMNIEMEHT-0NOCPEA0BaHHOMN
TMA naumeHTam, y KOTOPbIX NPU FreHETUYECKOM UCCNeA0BaHNN NAEHTUPULMPOBAHbI MyTaLMK reHoB GpaKTopoB

komnnemeHTa CFH, CFl, CFB, C3
YpoBeHb ybeautenbHoctu pekomeHgauum C (ypoBeHb 40CTOBEPHOCTU A0Ka3aTenbCTs — 5)

KommeHTapumn: nepsoHa4yasabHO cHUMAA0Cs, Ymo saedyeHue 3Kyau3ymabom** 00axHoO nposooumsca NorHu3HeHHO,
MMOCKO/IbKY OCHOBHbIM MexaHu3mom pa3sumus al'YC f819emca XpoOHUYEeCKas HEKOHMpoaupyemas aunepakmusayus
KomrisiemeHma, obycnoeneHHas eeHemu4veckum oegpekmom. OOHAKO rnposedeHHbIe 8 rnocsedHee 8pemMsa Ucciedo8aHuUsA
MoKa3asu, Ymo ommeHa rnpenapama 803MOoXHa, xomsa npumepHo y 30% nayueHmos rnocsae rnpekpaw,eHus mepanuu
pa3zsusaemca peyuous TMA, npudyem yawie y umerouwux mymauyuu, accouuuposaHHsie ¢ pazsumuem al’YC. UmeHHOo
103aMomy npUHUMame peweHue o6 ommeHe rnpenapama MOXHO, MObKO UMEA pe3ysbmamesl 2eHemu4ecKo2o

uccneodosaHuUA

® Mbl pPpeKOMEHAOYEM TLATE/IbHOE H36J’II-O,£I,€HI/I€ naumneHToB B C/ZTy4aAX OTMEHDbI 3Kyn|43ylv\a6a** C

MOHUTOPUPOBAHNEM o6u1,ero (KI'IMHW-IECKOFO) dHa/1n3a MO4MN, 06u1,ero (KI'II/IHVNeCKOFO) dHad/1In3a KPOBMU,
nccnegoBsaHMeEm ypoBsHA KpeaTUHWHAG B KPOBU KN onpegeneHnem aktMBHOCTU NaKTaTAerngporeHa3sbl B KOOBU B TEHEHUE

He meHee 12 Heaenb C Uenbio CBOEBPEMEHHOM ANArHOCTUKM BO3MOXHOTIo peumamsa al'YC n Bo306HOBNEHUS

KOMMNAEMeHT-610KMpYIoLLLEN Tepanum
YpoBeHb ybeautenbHoCTU pekomeHaauuin C (ypoBeHb AOCTOBEPHOCTU A0KA3aTeNbCTB — 5)

° Mbl peKoMmeHayem NPoBOAUTb JIeYeHUE SKyAU3yMmabom™** He meHee 3 MecaLEeB NOC/E AOCTUNKEHUA
pemunccum nauneHTam ¢ al'YC u auchyHKUMeln noyek, Tpebyoulei npoBeaeHua remoamnanmsa, Ytobbl 66110 BO3MOXKHO

OLEHWUTb NOYEYHbIN OTBET Ha KOMMIEMEHT-6/TOKMPYIOLLYIO TEPANNIO
YpoBeHb ybegutenbHoCcTH pekomeHgauuin C (ypoBeHb AOCTOBEPHOCTU A0KA3aTeNbCTB — 5)



3.4 Xupypruyeckoe neyeHue
K xupypruyeckomy nedyeHuto al'YC oTHOCUTCA TPAHCN/IAHTALUMA NOYKM NaumMeHTam, 4OCTUTLLMM TEPMMHAIbHOM
noyeyHown HegocTtaTtoyHocTu (XBI 5 ctaauum).

e Mbl pekomeHayem nepecagrky novykm naymeHtam c alYC, A4oCTUTLINM TEPMUHANBbHOWN MOYEYHOMN
HeaocTaTodHOCTH (XBI 5 cTaann) n He UMetoLWMM 3KCTPapeHabHbIX KAMHMYECKUX npossaeHnin TMA
YpoBeHb YbeautenbHocTn pekomeHgauuii C (yposeHb J0CTOBEPHOCTU A0KA3aTeNbCTB — 5)

KOMMEHTapMM: rnayueHmam, docmuawum mepMUHGfIbHOU rnoye4yHou Hedocmamquocmu, nepecadka rNnoYyku
8blIlNosIHAEeMmCcA, ecsau nepuod om Ha4yasa 0uanu3a cocmassndaem He meHee 6 mecAauyes. K oepaHuU4eHuUAM 8bllNosIHeHUA
I'IGPECGGKU noyxku nayueHmam c al'YC omHocaAMcA KakK O6LL{U€ rnpomueoriokasaHuUAM K mpadcriaaHsmauuuu
(3/70KG‘4€Cm6€HHbI€ HOBOO6,003OBGHUH, dKMmuseHele UHCbeKL{UU, MmAMesiole XpoHU4YeCKue skcmpapeHdaribHbsle
3abonesaHUA U dp), makK u cnequcbuquKue ons alyC: I'IpOdOfI}I{GfOU,{GFICFI aKkmueauyuAa KomriziemeHma ¢ eHerioYyeYHbimu
rnpoAdesieHUAMU U omcymcmeue 603MOXHOCMU I'IpOCf)U/'IGKmU"lECKOZO 8sedeHus 9Kynu3y/wa6a** rnayueHmam epyririol

8bICOKO2O U cpedHeeo pucka



° Mbl peKomeHAyeM BbIMONHUTb OLLEHKY PUCKa peunamsa 3aboneBaHmMA Nocae onepaumu, BKAKOYAKOLLYIO,
NOMMMO CTaHAapPTHOro 0b6cea0BaHUSA, FTEHETUYECKOE UCCNeloBaHMe C LeNblo UAEHTUOUKALMU MYTaLLUIA,
accoummpoBaHHbIx ¢ al'YC (monekynsapHo-reHeTUYecKoe uccneaoBaHue mytaumii: daktopos H, I, B, C3,
TpombomoaynmH, MCP) n onpegenenune B guHamuke cogepkaHmna antmuten Kk CFH — npu aHtTutenbHom al'YC nepep,
BK/IOYEHMNEM B «JINCT OXMAQHUAY» TPAHCMAAHTaUMM NOYKM naumeHTa c al'YC [66,72].

YpoBeHb ybeantenbHoOCTU pekomeHgauun B (ypoBeHb 4OCTOBEPHOCTU A0Ka3aTeNbCTB — 3)

OueHkKa pucka peumnagusa alYC nocne TpaHCnAaHTaLMM NOYKHU

PuUckK passButua daKTop pUCKa
peuuanBa

Bbicoknmn MyTtaumn CFH, CFB, C3, CFH/CFHR1-5, peunausbl alYC B aHaMmHe3e, cemMeiHas
dopma alYC

CpeaHuni N3onmpoBaHHble myTaumm CFl, mytaumm c HeusydyeHHbIMU dbPeKkTamu,
HEMOEHTUDULNPOBAHHBIE MYyTaLMK, NEPCUCTMPYIOWME HU3KME TUTPbl aHTM-CFH-
aHTUTen

Huskumin N3onmnposaHHble myTtauum MCP, HyneBble TUTPbl aHTU-CFH-aHTUTen B TeyeHue

ANTNTENBHOIO BpeEMEHU

° Mbl peKomeHayem BbINO/IHATb Nepecaaky NoYkn Ha doHe NPoPMUNaKTUYECKOTO NPUMEHEHUS

3Ky IM3ymaba™* naumeHTam C ycTaHOBIEHHbIM AMarHo3om al'YC, umetowmm cpeaHnin 1 BbICOKUMIA PUCK peunanBa B
NOCTTPAHCN/IAHTAUMOHHOM nepuoae, YTobbl NpeaoTBpaTUTb Ppeunams 3aboneBanma [99].

YpoBeHb ybeautenbHocTM pekomeHaauum A (ypoBeHb A0CTOBEPHOCTU A0Ka3aTeNnbCTB — 2)




® Mbl HE peKOMeHAYEM NUCNOb30BaTb OPraHbl OT AOHOPOB «C PACLUMPEHHBIMN KPUTEPUAMMUY, BbINOJHATL
onepaumio NP BbICOKOM NpPOLEHTe npeacylecTeytowmx aHTu-HLA aHTuTen y noteHuuanbHoro peuyunmneHtTa nam ABO-
HECOBMECTMMOCTU AOHOPA U PeumnmMeHTa Npu nepecagke noyku naumeHtam c alYC B uenax npodunakTMKkm peumnamsa
al'YC B nepecakeHHOMN Mo4ke

YpoBeHb ybeautenbHocTn pekomeHgauum C (ypoBeHb A0CTOBEPHOCTU A0Ka3aTenbCTB — 5)

KommeHnmapuu: 0aHHaA pekomeHOayus obycnosneHa 8bICOKUM puckom peyuousa al'yYC npu maxcenom uwemuyecKu-
pernepgy3uoHHOM MospexdeHuU noYe4yHo20 MpPAHCnAaHmMama U Ha ¢hoHe aHMUMeNo-o0nocpedo8aHHO20
OMmMOpPIEHUS.

° Mbl HEe peKoMeHAyeM BbINOJIHEHME POACTBEHHOM Nepecaakn NoYkM nauneHTam c al'YC 6e3 reHeTU4Yeckoro
nccneaoBaHUA CUCTEMbI KOMMIEMEHTA HE TONIbKO Y PELMMIMEHTA, HO U Y NOTEHLMANbHOIO AOHOPA B LEenax
NPOPUNAKTUKN NOCTTPAHCNIAHTAaLUMOHHOTO peunansa 3abonesaHun [65,69,72,81].

YpoBeHb ybeautenbHoCTM pekomeHaauuii B (ypoBeHb 4OCTOBEPHOCTM A0Ka3aTe/NbCTB — 3)

KommeHTtapum: duaeHo3 al'YC 8 6onbwiuHCMBe cy4yaes A8/19emca npomusornoKa3aHuem K poocmaeeHHoU repecaoke
MOYKU 8 C8A3U C NMPAaKmu4ecku HeusbexcHoim peyuousom TMA 6 mpaHcrninanmame. OOHAKO repecaoka noYKu Moxem
8bIMOMHAMbCA, €CAU Y NAYUEeHMa — KAaHOUOama Ha MpPAHCnAGHMayur npu ucciedo8aHuUU 2eHO8 CUCMEMb
KOoMI/AeMeHma 8bIA8710mcsa Mymauuu, accoyuuposaHHsie ¢ pazsumuem al'YC, a y nomeHyuasnsHo20 00HOPA MAKO8bIX
He obHapyxcusaemcs. [lpu smom Heobxo0uUMO MAKCUMAsIbHO UHGHOPMUPOB8AMb OOHOPA U peyurnueHma o pazsumuu
B803MOM(HbIX OC/IOMCHEHUU MPAHCAaGHMayuu. B mo xe spems, ecsiu Mymayuti, omeemcmeeHHsbIx 3a pazseumue al'yC,
He 0b6Hapy»#ceHo HU Yy O0HOPA, HU Y B03MOMXCHO20 peyunueHma, uau obHapyxeHbl 2eHemu4yecKue 8apuaHmMebl C HEACHbIM
KAUHUYECKUM 3Ha4YeHuUem, om poocmeeHHOoU mpaHCnaAaHmayuu caedyem omxka3amebcs.



° B cnyyae peumamsa al'YC nocne nepecagikm Noykn B KayecTBe Tepanmm NepBon IMHUMU Mbl PEKOMEHAYEM
NPUMEHATb 3KyNM3ymab™*c uenblo ero KynnposaHums
YpoBeHb ybeautenbHoctn pekomeHgauuii C (ypoBeHb J0CTOBEPHOCTU A0Ka3aTeNbCTB — 5)

KommeHTapuu: npu so3HukHoseHuu peyudusa al'yYC rnocnae nepecadku rnovxku unu pazseumuu de novo al'yC (TMA c
Mymayusamu 2eHO8 KOMriZieMeHmMa, 8repable 8biA8/AeHHbIMU 10C/7e MPAHCAAGHMAYUU) MOKA3aHA 8bICOKAA
agpgpekmusHocmeo akynusdymaba**, ocobeHHoO npu paHHem Hayasne mepanuu . PeHanbHbIl mpaHcnaaHmam euwe
MeHee ycmoulyus K KOMIMaemMeHm-ornocpedos8aHHOMY ospexoeHuUr, Yem cobcmaeHHsbIe MoYKu, mo3momy
3a0epxKa ¢ Ha4asa0M map2emHol mepanuu 0axe Ha He3Ha4YuUMmMesibHbIlU COOK MOXem rnpusecmu K HernosIHoOMy
80CCMAHOB/EHUK UAU nomepe pyHKUUU MPAHCNAaGHMUPOBAHHO20 Op2aHa. B nepuod oxuodaHuUsa nocmasku
aKynu3ymaba** (npu Heeo3mMorHocMu Hemeos1eHHO20 e20 88e0eHUs) Mmoxcem rposooumoecs 10 ¢ a0eK8aMHbIM
o0bvemMom 3Kcehy3uu u 3ameuwjeHus rnaasmoli — 40-60 msa/ke maccbl mena nauyueHma. OOHOKpamHoe sgedeHue
aKynu3ymaba** 0ns neyeHus peyuousa al'’YC rnocse mpaHcnaAaHMayuu He noooeprcusaemcs.
[lpodonxumenbHOCMb NMpUMeHeHUs KomraemeHm-ba0Kkupyrowel mepanuu y nayueHmos, nepeHecuwux peyuous
al'yYC nocne TI1, o0KOHYaMesnbHO He yCMAaHOB8/EeHA, HO O4e8UOHO, YMO 3Mu rnayueHmel rnonadarom 8 2pynny
8bICOKO20 PUCKA MOBMOPHO20 peyudusa 8 criy4yae ommeHsl 3KyaAu3ymaba **,



3.6 /leyenue al'YC, accounmnpoBaHHOro ¢ bepemeHHOCTbIO

'YC-accoumnmpoBaHHbI ¢ bepemeHHocTbo (B-T'YC) —aT0 al'YC, pa3sBuBLIMIACA B NepMoa OT MOMEHTa NOATBEPKAEHUA

daKTa bepemeHHOCTM A0 12 Heaenb Nocse poaopaspeLlleHna unm npepbiBaHns bepemeHHocTn. b-NYC
XapaKTepuayeTcsa arpeccnBHbIM TeYEeHUEeM U KpaliHe HebnaronpuATHbIM NPOrHO30M: MaTePUHCKaA CMePTHOCTb
nocturaet 42%. NeyeHue akywepckoro alYC, 6e3ycnoBHO, ABAAOLLLErOCA KOMMNAEMEHT-0MOCPeA0BaHHOM NaToNOrNEN,

NONXHO COOTBETCTBOBATb TEM e NPUHLMNam, 4to n nedeHue alycC.

® Mbl PeEKOMEHAOYEM PaHHEE (B TeyeHue 24 ‘-IaCOB) Ha4aN0 naasamoTepanmnn sCem NaunUeEHTKam C

noaospeHmem Ha B-F'YC nocne npepbiBaHMA bepemeHHOCTU/poaopaspeLleHmns
YpoBeHb ybegutenbHOCTU pekomeHaauuin B (ypoBeHb 40CTOBEPHOCTU A,0KA3aTeNbCTB — 2)

° Mbl pekomeHayeM HauyMHaTb KOMNAEMEHT-6/I0KMPYIOLLYIO TEPANMIO NPenapaTom 3Kyan3ymadb™*
naumneHTkam ¢ b-IN'YC npu HeapdeKTMBHOCTM Naa3moTepanum, NPoOBOANMON B TeYEeHNE He MeHee 3 aHen, ana

OOCTUMKEHMA PEMUCCUN
YpoBeHb ybegutenbHocTU pekomeHaauuii B (ypoBeHb 4OCTOBEPHOCTU [0Ka3aTeNbCTs — 2)

° Mbl peKomeHayem Ha3Ha4yaTb TEPANUI0 aHTUOMOTUKaMM LUMPOKOTO CMEKTPA AENCTBUSA AaXKe NMPuU OAHOM
TO/IbKO KJIMHNYECKOM MOA03PEHNU HA NOABAEHNE MHPEKLMOHHbIX OC/IOKHEHUIM NnauneHTKkam ¢ b-I'YC, umetowmm

BbICOKUIN PUCK PA3BUTUA CUCTEMHOMN UHPEKLIUK
YpoBeHb ybeautenbHoctn pekomeHaauum C (ypoBeHb A0CTOBEPHOCTU A0Ka3aTeNbCTB — 5)
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CocTtas pabouen rpynnbl No pa3paboTke n nepecmoTpy KAMHUYECKMUX
pekomeHaaunu

Bobposa /1. A. — K.M.H., AouUeHT, CE4EHOBCKMIN YHUBEPCUTET
OpanknHa O. M. — o.M.H., YneH-KoppecnoHaeHT PAH, anpektop Prey «HMUL TNM» M3P®
HembaHoBa K. A. — K.M.H., accucteHT, PYIH

[lobpoHpaBoB B. A. (conpeaceaatenb paboyeit rpynnbl) — 4.M.H., npodeccop, Mepsbit CaHKT-MeTepbyprckmit
rocygapCTBEHHbIN MeAULMHCKUIA YHUBEpCUMTETa MM. aKag,. W.I1. NaBnoBa

KapyHHas A. B. (cekpeTapb paboueli rpynnbl) — Bpay-Hedponor, accucteHT, Mepsbiit CaHKT-MeTepbyprckuit
rocy4apCcTBEHHbIN MeAULMHCKUIN YHUBEPCUTET M. aKaa. W.M. MNaBnoBa

KnpcaHosa T. B. — K.m.H., cT.H.c., HMWL] aKywepcTBa, rMHeKo0rmmn 1 nepuHaToNormm UM. akagemuka B.U.
KynakoBsa

KosnoBsckas H. /1. (npeacepatens paboyei rpynnsl) — 4.Mm.H., npodeccop, PYAH.

[MpokoneHko E. N.— a.m.H., npodeccop, MOHUKU nm. M.®. Bhnagnmupckoro, npeacenarens Accoumaumm
Hedponoros LUPO Poccum
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