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OwarHo3 AAB

[AnarHo3 AAB fo/mkeH 6biTb YCTAHOBNEH KaK MOMHO paHblue, 4TOBbl CHWU3UTb PUCK MOCTOAHHOM YTpaTbl
GYHKLMM MOYEK 1 3KM3HEYTPOXKAIOLLMX OCIOKHEHMIA. B C/lyuae, ecim KAMHUYECKUE NPOABAEHUA COT/IACYIOTCA C
BACKY/IMTOM MEJIKUX COCYZ0B, M CEpOJIOTUMECKME TECTbl Ha aHTUTena K muenonepokcugase (MMO) wau
npotenHase 3 (MP3) NoMOXKMTENbHbI, He CreayeT OTKAaAbIBaTb HAYa/0 WMMYHOCYMPECCUBHOM Tepanuu B
OXMAAHWUN BO3MOMHOCTM BbIMO/HUTL BUOMCHIO MOYKK, OCOBEHHO Y MAaLMEHTOB C BbICTPONPOrPECCUPYIOLLMM
YXYALWeHneM GyHKLMM noyek (Puc.1).

WUHuuymanbHan Tepanua

WHuumanbHas Tepanua AAB — rIlOKOKOPTUKOMABI B COYMETaHMM C uuknodochamugom wau
puUTyKcMMabom. Y NauMeHTOB C  TAMENbIM  HapylWweHUem  GYHKUMM  NOYEK  WAu
6bICTPONPOrpeccHpyoLLMM eé yxyAleHUeM NpeAnoYTUTENbHO HasHauYeHne uuknopochammuaa
BBMAY HEAOCTaTOYHOIO KOIMYECTBA AAHHbIX O MPUMEHEHWUM pUTYKCUMaba (Puc.2).

PUTYKcMMab B KauecTBe MHULMANIBHOW Tepanuu

PuTykcumab npeanoytMTeneH B KayecTBe MHULMANLHOW Tepanuu y fAeTeid U NoApoCTKOB,
KEHWMH NpemMeHonay3asbHOro BO3pPacTa M  MYyXU4MH, OOECNOKOEHHbIX COXpaHeHWem
PenpoAYKTUBHOM GYHKLMK, Y OCNabAEHHbIX MWL, CTapLIEro BO3pacTa, NaLMeHTOB C peLuanBom
3abonesaHus, naumeHTos ¢ NMP3-AHLA-NO3UTUBHOCTLIO U NALMEHTOB, ANA KOTOPbIX 0CO6EHHO
BaXKeH rNIOKOKOPTUKOMA-cHeperatowmnii abdekT.

MnasmoobmeH

MpoBeaeHVe NnasmoobmeHa LenecoobpasHo y NaLMEHTOB C YPOBHEM KPeaTUHMHA CbIBOPOTKU
>5,7 mr/an (500 MKMOAb/N), HY:KAAIOLWMXCA B AMaAnW3e, UK NPU BbICTPOM NOBbIWEHWMN YPOBHA
KpeaTWHWHA, a TaKke Yy nauueHToB C Anddy3HbIM anbBEONAPHbIM KPOBOTEYEHMEM W
runokcemueit (Puc.2). [ob6aBneHve nnasmoobmeHa K WMHULMANbHOW Tepanuu MoKasaHo Y
NaLMEeHTOB C NepeKpecTHbIM CUHAPOMOM, Koraa AAB coyeTaeTcsa ¢ aHTU-TBM 6onesHbio.

CHMKeHue A03bl ITIOKOKOPTUKOUA,0B

HecmoTps Ha To, YTO ANA MHULMaNbHOM Tepanuu AAB TPaAULMOHHO MCMO/Ib3YIOTCA BbICOKUE
[03bl  [/IIOKOKOPTUKOMAOB, HefaBHME WCCNefOBaHWA MOKasasu, YTO npumeHeHue 6Gonee
HW3KMX [03 COMOCTaBUMO MO 3GPEKTUBHOCTM, HO C MEHbLIMM KOAMYECTBOM MOBOYHbBIX
abdekToB.

MoapeprkuBawoLwan Tepanua

Mocne WMHAYKUMM pemuccun  MoKasaHa MNoAAepXKMBAIOLW@AA  Tepanua  PUTYKCUMabom  uau
a3aTMOMPUHOM B COYETaHUM C HU3KMMMU [03aMW  [IIOKOKOPTUKOMAOB (Puc.2). OnTumanbHas
NPOLOMIKUTENILHOCTL NOAJEPNKMUBAIOLLEH Tepanun He onpefeneHa, OAHAKO Npe/iaraeTca NPoBOAUTL
eé ot 18 mecaues Ao 4 nert.

Bbi6op npenaparta Ana nogAaep)KusaloLein Tepanum

I'IlemeHeHVle pwrchmmaGa B KayecTse I'IOA,D,Ep)KVIBaIOUJ,eI‘/‘I Tepanuu NpeanovYTUTe/IbHO Y NauMEeHTOB C
peunamsupyowmm TeyeHnem 3abonesaHus, MP3-AHLLA-cepono3nTUBHOCTLIO, ¥ OCNabBAEHHbIX Ly
CTapwero Bo3pacta, NpyU HENEePeHOCUMOCTU a3aTUOMNPUHA, a TaKXKe B Cay4asnx, Korga 0COBEHHO BaeH
rNIOKOKOPTMKOUA-cbeperatowmin adpdekT.

OTMmeHa noaaepKuBaloLLei Tepanum

an OTMmeHe I'IO,IJ,,D.Ep)KVIBaIOUJ,EVI Tepanun cnepyet yyectb BCe PUCKU peungunsa 3350neBaHMﬂ, a
nauueHTbl A0MXKHbI BbITb NpeaynpexaeHbl 0 HeobXOAMMOCTU HeMeAIEHHOro BMELLATeNbCTBa npu
B0306HOB/IEHMN CUMNTOMOB.

Peunaue 3abonesaHus

MauveHTam ¢ peunamBamu 3aboneBaHus (KU3He- UM OPraHOYrPOXKaloLMMM) NOKasaHa pe-
MHAYKUMA, TPenapaTom Bbibopa ABNAETCA PUTYKCUMAG.

PedpakrepHble popmbl 3a6oneBaHUA

MauneHTam ¢ Pe3UCTEHTHOCTbIO MPeA/iaraeTcA HasHayaTb BbICOKME A03bl INIIOKOKOPTUKOUAOB
(nepopanbHO MAKM BHYTPUBEHHO) B COYETAHUU C PUTYKCUMABOM, €CAU paHee Ans UHAYKUUK
npumeHanca umknodpocdamma, 1 Ha060pOT. BO3MOKHO NPUMEHEHME NNa3moobMeHa.

KnmHuyeckmne NposBaenus cornacyiotcs
¢ AHUA-Backynmtom

MNP3- unan MMO-AHLIA nonoxurensHble

Her 3HaunmBbIX OCHOBaHMi1 NoA03peBaTh
BTOPMUHBIil BACKYUT

LleHTp, pacnonaraioLmin onbITom
1 BbicTponporpeccupytolee 3abonesaHue

KAWHMYeCK1e NPOAB/IEHMA COrNacyloTcA
C N1106bIM NEPBUYHBIM BACKYUTOM
Me/IKUX COCY/108
MNP3- nan MMNO-AHLIA oTpuuatenbHble

HeT npotuBonokasaHuii k 6uoncumn

Hauatb neuenue
Buoncua Bckope noc/ie Havana neveHus, Buoncus
€Cn BO3MOKHO
PucyHok 1
AwvarHos AAB
OueHka 3abonesaHus
WNHAYKUMA pemuccum
Bes3 soseveHus HKuareyrpoxatouee/
KM3HEHHO opraHoyrpoxaiouiee
BaXHbIX OPraHoB TeyeHne
KpeaTuHuH
CbIBOPOTKM
5.7 mr/an (>500
MKMONb/N)
PaccmotpeTs Uuknodochamug + PutyKCMMab + PaccmotpeTb
r bl a
MUKodeHonata
modeTnna

KowTposnb 3abonesanua
Pemuceuna Ha Tepanun

MopaepxuBalowan

Mepexoa Ha asaTMoNpuH
CHU3nTb A03Y
[/IIOKOKOPTUKOMA0B.

CHU3UTL f03Y
asatonpuHa

Tepanua

Mpopo/mKaTh pUTYKCMMat
CHU3UTb A03y
[IIOKOKOPTUKOMA0B

OTmeHuTb
pUTYKCMMab

Pemuccun 6e3 nevenns

PucyHoK 2
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AwarHo3

Y BCex NauWeHTOB ¢ BbICTPOMPOrPECCHPYIOLLUM TIOMEPYNOHEPPUTOM AUATHO3 JOMKEH BbiTb
YCTAHOBNEH B KpaT4yailuMe CPOKM, OAHAKO NPU MOAO3PEHUU HA aHTU-TEM 6onesHb neyeHune
cnepyet HavaTb 6e3oTnaratenbHO, AAKe eCIM AMArHo3 ewwé He noaTeepaeH (Puc.1).

NeueHune

VimmyHocynpeccuBHas Tepanua Luknodochammaom 1 rNIOKOKOPTUKOMAAMU B COYETaHUM C Nnasmadepesom
noKasaHa BCEM MalUMeHTam C aHTU-TBM, 3a MCKAOYEeHMeM TeX, KTO HyXAaeTcA B [ManM3e Ha MOMEHT
YCTaHOBKM [MarHo3a, y KOTO HeT JIerOYHbIX KPOBOTEYEHWN, a TaKXe eciu Mo AaHHbIM afeKBaTHOM
Hedpobroncun umetotca nonynyHua B 100% KAyGOYKOB WMAM MONHOCTbIO CKAEpo3MpoBaHbl Gonee 50%
Kny6oukos (Puc.1). /leueHne aHTU-TEM 60s1€3HM OMKHO BbITb HayaTo 6e3oTnaraTesbHO NPU NOAO3PEHUM Ha
[MarHo3, Aaxe B C/Iy4ae, EC/IM OH eLE He MOATBEPXKAEH.

MpoaonKUTenbHOCTb eYeHnsa

MnasmoobmeH cnefyer NpoOBOAMUTL A0 WMCHE3HOBEHWA aHTU-TBM aHTUTEN B CbIBOPOTKeE.
Livknodpochamma HeobXoaMMO HasHayaTb Ha CPOK 2-3 mecAua, a 403y MNIOKOKOPTUKOMAO0B
NOCTENEHHO CHMXKAaTb Ha NPOTAXeHUM 6 mecaues. Moaaepkusalowas Tepanua Npu aHTM-NrbM
60/1€3HN HEe PEKOMEHAYETCA, 32 UCKNIOYEHMEM MALIUEHTOB, UMEIOLLMX TAKKE MOOKUTENbHbIE
AHUA (4,BOIMHaA cepono3uTUBHOCTD).

PedpakrepHble popmbl 601e3HN
B cnyyae pedpaktepHoit dopmbl 3a601eBaHUA BO3MOMXKHO MPUMEHEHWE pUTYKCUMaba.

TpaHcnaaHTaumuA NOYKKU

MpoBefeHWe TPaHCMAAHTALLMKU MOYKM Y MALMEHTOB C YTPATON NMOYEYHOW GYHKLMKU BCAeACTBME
aHTU-TBM 60nesHu cnepyeT OTNIOKUTL 4O UCHE3HOBEHMA aHTU-TEM aHTUTen B TeyeHMe Kak
MUHUMYM 6 MmecaLeB.

PucyHok 1

BbicTponporpeccupyiowmin
rnomepynoHedpput

JlerouHoe KpoBoTEUEHMe ecTb
(noaTeepxaeHHOe ¢ nomoLbio KT
BbICOKOIO pa3petiieHus)

e« Ceponoruyeckoe ob6cneoBaHue Ha MOMEHT
NOCTaHOBKY AnarHosa:
® AHTW-TBM aHTUTENa
® AHTWTENA K LUTONNa3Me HeMTPoduIos
® AHTUHYKNeapHble aHTuTena
® VckntounTb MHEKLMM
* [pu nocTaHOBKe AnarHosa Uau B TeueHue 24 4acos

BbINO/IHUTB BUOMCHIO NOUKM C

MMmyHotoOpecUeHLMe

3aknioueHme He 3akniodenme,
nony4yeHo B noateepxaatouee
Teuenue 24 4 aHTU-TBM 6onesHb,
nosyyeHo B

TeyeHune 24 4

Havatb neverne
T/IOKOKOPTMKOMAIMMU 1
nnasmoo6MeHoM A0

OSIy4eHNA MOATBEPKACHHA
AnarHosa aHTu-NrbM 6onesHu

JleyeHue FIOKOKOPTUKOMAAMM,
om 1 docd

MOHUTOPUHT YHKLMM
T0OYeK, IErOUHbIX

MHOUNLTPATOB, TUTPa 5

Jlero4Horo KposoTeyeHua

Het

aHTn-TBM aHtuten n

Ana

KNMHUYECKOro aHausa
KpoBHn

6e3

P ,
HO MMEIOLUX OAMTYPUIO U/MNK TAXKENYIO

6

y
Avanusa, npu

Koppekuus repanuu

B
6uonrtare (85%-100%)
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PekomeHgauunin KDIGO 2021 no BeaeHuto 60n1e3HU S
A4
MWUHUMANIbHbIX U3MEHEHUU Y B3POC/bIX %
{0gaL O‘S‘
[unarHo3 601e3HN MUHUMANbHbIX M3MeHeHU I (BEMW)
BMW gmarHocTMpyeTcs ¢ NoMOLLbio 6UONCKUM NOYKKU. HenHBa3MBHblE
MapKepbl 3360/1€BaHNA OTCYTCTBYIOT.
MHunumnanobHas Tepanna BMU
Ona nHmumanbHon Tepanum BMW pekomeHAO0BaHbl BbICOKME A03bl
T7IIOKOKOPTUKONAOB.
BonesHb MMHMMaNbHBIX
U3MEHEeHUI Yy B3POC/bIX:
WHUUUANbHAA Tepanua
npO,CI,O}'IH(MTeanOCTb VIHI/ILI,I/IaanOl‘;I Tepannn rMIOKOKOPTUKOUOaAMU
BbicOKMe A03bl FIIOKOKOPTUKOMAO0B HE AO0/MKHbI Ha3HayaTbCA Ha S — HeT npoTuBonoKasaHuii K
CpoK bonee 16 Hepenb. NpOTUBOMNOKa3aHbl LAISKORRRIMEC LY
CHMXXeHune ,03bl III0KOKOPTUKOWMA0B NPU MHULMANbHOW Tepanum o Luknopochamng T NloKOKOPTUKOMABI
MocTeneHHOe CHUXEHWe T[NIOKOKOPTMKOUAOB C/ledyeT HaunHaTb :""' nTop -
[+
yepes 2 Hedenu nocne AOCTUXKEHUA pemuccun c - obuiei O By
OJINTENIbHOCTBIO UX MPUMEHeHUA OKono 24 Heaenb
PucyHok 1

npoTI/IBOI'IOKa3aHl/IFI K I/TIOKOKOPTUKOMNAamM

CxemMbl MHWLUMANbHOM Tepanuu ANA  MNALMEHTOB, UMeloLWMX
NPOTMBOMOKa3aHMA K MpUEMy [/IlOKOKOPTUKOUAOB, BK/IOYAIOT
umMknodochamna, MHIMBUTOPbI KanbLMHEBPUHA M MUKODeHoNaTbI (c
T/IIOKOKOPTUKOMAAMU B HU3KUX A03ax). (Puc.1)

MporHos
OTpaneHHaa NoYeyHasa BbI)KMBAEMOCTb Yy MALMEHTOB, OTBEYAOLNX
Ha Tepanuio, O4eHb BbICOKA.

Yacto peunausupytowasn/
cTepoua-3asucuman MU

rl'lI'OKOKOpTl/IKOl/I,CI,-peEBVICTeHTH bleé NauneHTbl
JleyeHne NauUMEHTOB, PE3UCTEHTHbIX K  [IIOKOKOPTMKOMAAM,
AHaN0ornM4yHo leyeHunto CTepona-pesncTteHTHOro ¢0KaﬂbHOI'O

CermeHTapHOro MoMepy/IocKaepo3a. Unknodocdamua yxe Paree LyKIOGOCHaMHA

NPUMeHANCA paHee
He NpUMeHANCA, HeT

OTKas nauyuneHTa

npomaonoxaaaumﬁ
Peakue peunamnsbl
JleveHune peakux peumavsos EMU aHanorMyHo neyenuto aebrota .
3a60/1eBaHNsA, C WCMOMb30BaHMEM 60Mee HU3KMX 03 M Gonee :::V"c""'a T
KOPOTKMX KYPCOB IMTIOKOKOPTUKONAOB. * MukodeHonarbl
YacTo peuuansupyiolas/crepona-3asucuman (YP/C3) BMU PUCYHOK 2

Mocne WHAYKUMM PEMUCCUM  [/IIOKOKOPTUKOMAAMM, Y  4acTo
PEeLMAMBUPYIOWMX WAU  CTEPOUA-3ABUCMMbIX MALMEHTOB  AnA
NPOA/IEHNA PEMUCCUM U CHUNKEHWS YacTOTbl PELUAMBOB BO3MOXKHO
npumeHeHne uuknodocbammaa, puTyKCcumaba, WHrMBUTOPOB
KanbUMHEBPUHA U MUKodeHoNaTOB. (Puc.2)

Bbi6op Tepanuu npu YP/C3 BMU

B uUenoM, HET [aHHbIX O PasAuuuMM Mexay npemnapatamu,
ncnonbayembiMu npu YP/C3 EMU. HeobxoaMMO yuuTbIBaTb BbIGOP
nauueHTa, JIOKaJibHYlO AOCTYMHOCTb MpenapatoB WM CTOMMOCTb
NeyeHus.
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[unarHo3 BonYaHOYHOro HeppuTa

PaHHAA AWarHoOCTMKa U CBOEBPEMEHHOE Hayaso JIeYeHUA aKTUBHOTO BOAYAHOYHOTO HedpuTa
O4YeHb BaXKHbl AR COXPAaHEHWA MoYe4yHOW TKaHU. HapyweHue OYHKUMKM noyYek Wau
NpoOTeuMHypus, BbiABAAEMAas B CEPUM aHANU30B, MOTYT CBUAETENbCTBOBATb O HaIMuUU
BO/JMAHOYHOTO HedpuTa (BH), 4To MOXKET 6bITb NOATBEPIKAEHO C MOMOLLIO GUOMNCUM NOYKK.

AHTUManApuitHble NpenapaTbl
MAPOKCUXIOPOXMH PEKOMEHA0BAH BCEM NaumeHTam ¢ BH npu oTcyTctemmn
NPOTUBOMNOKa3aHWM.

BonuaHouHbI HedpuT I/Il Knaccos

MpW HaszHaYeHUW MMMYHOCYNPECCUBHOM Tepanuu naumeHtam c I/Il knaccamu BH cnepyet
PYKOBOACTBOBATbLCA 3KCTPapeHa/ibHbIMU MNpPoABAEHUAMU 3360/'IeBaHMR, 3a WUCKAK4YeHnem
NauMeHToB C HEePPOTUYECKUM CUHAPOMOM BCAEACTBME BONYAHOYHOW MOAOLMUTONATUM,
BeeHME KOTOPbIX OCYLIECTBAAETCA B COOTBETCTBMM C PeEKOMeHAAuMamu Ana 6onesHu
MUHUMaNbHbIX U3MEHEHUIA.

MHULManbHaa MMMyHocynpeccusa npu aktusHom BH 111/1V knaccos

WHWumanbHas Tepanua akTMBHoro nposudepatvsHoro (+ mem6paHosHoro) BH — 310
FIIOKOKOPTUMKOMAbLI B coyeTaHun ¢ MM®P uanm Hu3Kumu po3amu  (pexum  Euro-Lupus)
umknodpochammaa BHYyTPMBEHHO (PUCyHOK 1).

[o3upoBaHue rniOKOKOPTUKOUA0B

HecmoTtpa Ha 71O, 4tO0 AnAa Tepanuu BH TpaguUMOHHO MCMONL3YIOTCA BbICOKME [03bl
TNIIOKOKOPTUKOMAO0B, HEAABHUE UCCNEA0BAHUA NOKA3aau, YTo NpUMeHeHne 6onee HU3KUX A03
CONOCTaBMMO Mo 3$HEKTUBHOCTH, HO C MEHBLIMM KOAUYECTBOM NOBOUHbBIX 3DDEKTOB.

OnutenbHocTb UMMyHocynpeccum npm BH 111/IV knaccos

Mocne 3aBeplleHNAa WMHUUMANbHOW Tepanuu nposudepatnsHoro BH ana npoponkeHua
MMMYHOCYNpeccun  MnpeanoyTUTeNbHbIM — ABaseTca MM®, npuem KoToporo creayet
npoAo/KaTb He meHee 36 mecALEeB.

BonuyaHouHbI HedpuT V Knacca

BepeHue nauumeHToB ¢ BH V knacca BkAtovaeT 6nokagy PAC, KOHTPOAb apTepuasnbHOro
AaBNeHNA N TMOPOKCUXIOPOXUH, AOMONHUTENbHAA MMMYHOCYNpeccna paccmatpuBaeTca Ansa
NaLMeHTOB C NPOTeMHypUelt HepPOTUYECKOTO YPOBHS.

HeypoBneTBopuTe/ibHbI OTBET HA 1IeYeHUe
HeyaoBneTBopuUTE/bHBIA OTBET Ha TEPanuio BO3MOXEH MPU HU3KOW NPUBEPIKEHHOCTU K
NEYEHUI0, WCMONb30BaHUU HeafeKBaTHbIX A03 MMMYHOCYNPECCaHTOB WU 3HAYUTENbHOM
XPOHWUYECKOM MOBPEXAEHUU MOYEK, CHUNKAIOLWEM BEPOATHOCTb MONHOMO BOCCTAHOB/EHUA
noyeyHow @yHKUMW. [auMeHTbl, y KOTOPbIX 3TW AKTOPbl WMCK/OYEHbl, MOMYT WMeTb
PE3UCTEHTHY!IO K NieyeHunto dopmy BH (PucyHok 3).

TepmuHanbHasa ctagua 60ne3Hm noyek

TpaHcnAaHTaUMA TMOYKM ABAAETCA NPEeANOYTUTE/IbHOM MOAANbHOCTLIO  3aMeCTUTENbHOM
NoYe4yHOoM Tepanum Ana naumeHToB ¢ BH, gocturiumnx TepmuHanbHom ctagmm XBI.

BepemeHHOCTb Y nauMeHTOK ¢ BH

AOna 6naronpuUATHOrO ncxoga b6epemeHHOCTH Tpebyetca npegsaputenbHoe
KOHCY/1IbTUPOBaHME W NNaHUPOBaHUeE. Cne,qyeT n3beratb GepemeHHoch npu aKTUBHOM
TeyeHun BH nam B Cny4anax, Korga nauyuMeHTKu nojseprarorca BOS,D,el‘;ICTBVIPO noTeHunaabHoO
TEepaToreHHbIX NpenapaTos.

Knacc llI/IV £V BH
no 6uoncum noukn

OLEHMTb aKTUBHOCTb U
noKasaTe/ i XpoHu3aummn

Conytcrsyiouwaa TMA
(Pasgen 10.3.1)

AkTuBHBINA BH III/IV £ V XpoHuueckuit BH III/IV £V
Knacca Knacca 6e3 npusHakos
aKTUBHOCTH

MNopaepuearoLwan
Tepanus XbM (Mhasa 1)

Bepnenue knacca V
NPy €ro BbIABAEHUM

Koprtukocreponap!

MeTtunnpeaHn3010H BHYTpUBEHHO 0,25-0,5 r/cyTkn 3 aHs,
3aTem NpeaHU30/I0H BHYTPb 0,6-1 mr/Kr/cyTku (He 6onee 80 mr/
CyT), CHUXATb 0 NOAAEPKMUBAIOLLLEI 03I B TEUEHMe
HECKO/IbKUX MEcALeB

"

He meHee 6
B/8 no 500 Mr Kaxaple 2 Heaenm x 6 unn
0,5-1 r/M2 Kakapli mecsay, X 6;
Wnm BHyTpb 1-1,5 mr/kr/cyTku
(Mpaktnueckui coser 10.2.3.1.3)

AHanoru MUKOGEHO/I0BOI KNC/IOTbI
(AM®K) He meHee 6 mecaues
MM® nepopanbHo 1-1,5 r x 2 pasa B
AeHb UK
MukodeHonosas kucnora 720-1080
MF X 2 pasa B leHb
(MpakTuyeckuii coset 10.2.3.1.3)

WHrMbuTOpb! KanbUMHEBPUHA Buonoruyeckue npenaparsl,
TaKpoNMMYC (OCTaTOYHAA KOHLLEHTPALMSA i Ha B
npumepHo 5,5 Hr/mn (6,8 HMONb/N), AaHHbIE Benvmymab (BHyTpuseHHo no 10 mr/kr,
y Ha #icKoit nepeble 3 BBEAEHWA Kawable 2 Heaenu,
nonynsaummn nauueHTos) 1 AM®K y naumeHTos ¢ 3aTem Kaxaple 4 Hegenu) n AMOK
YPOBHEM KpeaTUHMHA CbIBOPOTKM <3 mr/a (265 nan umknopocdamma BHyTpuBeHHO 500 mr
MKMO/Ib//1) B KaYecTBe MHULMANBHOM Tepanum, Kaxaple 2 Heienv X 6
No/AAePKMBAIOWAA Tepanus B TeueHme 24
mecaues (Mpaktuieckuit coser 10.2.3.1.4)

PuTyKCcMMab BHYTpMBEHHO 118 1 1 15 AeHb
— B KayecTBe ONO/HUTE/IbHO TePanum B
cyyanx pedpaKTepHOro TeYEHMA UM C
Le/Ibio MAHVUMM3aLMN KOPTUKOCTEPOUA08
(MpakTtnyeckuit coser 10.2.3.1.6)

BoknocnopuH 23,7 Mr aBaxapl B ieHb U AM®OK
y naupenTos ¢ pCK® > 45 mn/mnk/1,73 m* 8
TeueHune 52 Heaenb (MpakTUYecKuin coBeT

10.2.3.1.5)
PucyHok 1
CHUXKeHne npeagHU30N0Ha
Ao <5-7,5 mr/cyTkn
Nepsbiii BbIGOP Wnpneuayanshbie Mpy HenepeHoCUMOCTH

noKasaHua AM®K unum asatmonpuna

TaKpoNMMYC C OCTAaTOYHOMN
KOHUEHTpauuei
npumepHo 4-6 Hr/mn (5-7,4
HMOANb/n) unn
LiuknocnopuH A c uenesomn
OCTaTOYHOM KOHUEHTpaumen
npumepHo 60-100 Hr/mn (50-

AHanoru mkopeHonosomn AsaTvonpuH
KNCNOTbI: 1,5-2,0 mr/Kr/cyTku
MM® 1-2 r/cyTkn nan
MukopeHonosas kucnora
720-1440 mr/cyTkn

nn

83 Hmonb/n)
A MU30pubUH 3 mr/Kr/
CcyTKM
PucyHok 2
1 OueHHTe MPUBEPIKEHHOCTb K /IEYeHMIO

Y6eanTech B aAeKBATHOCTY 403bl MIMMYHOCYMPECCUBHOTO Npenapata, Msmepus
KOHLEHTPaLyio npenapara B ni1asme, €C/iv 370 NPUMEHMMO UM AOCTYMHO

2 ( YpOBeHb o) ¥ KMCOTbI, ecaun ucnonbaylotca AMOK /
3anucn o ecnm ato docpamua)
TMosTopHas 61oncuA nNpu no; Ha WAW APYroi anarHos
3 (Hanpumep, TpoMBOTUYECKAA MUKPOAHIMONATHA)

PaccMoTpuTE BOMOXKHOCTb Ha APYroi BapuaHT Tepanuu Nepeoit IMHNM npu
COXPaHAILENCA aKTUBHOCTU 3a601eBaHuA (c AM®K Ha uuknodochamug, u

4 Hao6oporT)
PaccmoTpuTe CrieayioLMe BapuaHThl ANA NAUNEHTOB, pedpaKTepHbIX K Tepanum
nepBoi MMHUK:
5 . AM®K 1 nHr P W nnm
* [lobasneHne pUTyKcmaba Uy Apyroro 6MosI0rMyeckoro npenapara
LAY, Kypca BHyTPI i nynbc-Tep: ¢ocd Aom

PucyHok 3
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AnarHos IgA HedponaTum (IgA-H)

[OuarHo3 IgA-H MoxeT 6biTb YCTAHOBNEH TO/MbKO C MOMOWbIO 6GMONCUMM  MOYKM.
BanuanposaHHble AWarHocTuyeckue 6uomapkepbl KpoBu/moun OTCYTCTBYIOT.
OnddepeHumnanbHan  AMarHOCTMKA  IgA-AOMWHAHTHOTO  raomepynoHedpuTa  BKAKOYAET

nepsuyHyto IgA-H, IgA BackynuT, H, accouMMPOBaHHbBIN C MHEKLMAMM, LUPPO3OM NEYEHU U
BOCManuTenbHbiMu 3abonesaHnamu KKT. (Puc. 1)

MporHo3

MexayHapogHan Wwkana International IgAN Prediction Tool no3sonseT cnporHo3npoBaTb pUcK
cHuKeHna pCK® Ha 50% MAM NPOrpeccMpoBaHuUsA BMAOTb A0 YTPaTbl GYHKLUMM MOYEK Ha
NPOTAXEHWN 6,7 NeT OT MOMEHTa BbINOSHEHUA HedpPOBMONCUM, YTO MONKET MOMOYL B
NPUHATUM PeLEHNA COBMECTHO C NALMEHTOM (AOCTYMHO B KaNbKynAaTope QxMDl). (Puc. 2) He
CYLLECTBYET KaKMX-IM6O APYrMX BaNWAMPOBAHHBIX MPOTHOCTUYECKMX GMOMApPKEpOB Kposw/
mouu, kpome pCKD 1 npotenHypumm.

NeyeHune gna Bcex naumneHTos c IgA-H
OcHOBa BeAEHWA MaLMEHTOB — MOAAEPKMBAIOLWLAA Tepanusa, BKIIOYAKOWaa MoAUdUKaLMIO
o6pasa Ku3HM (OTKa3 OT KypeHWs, KOHTPOAb BECa, PerynapHbie GpU3MUecKkue ynpaxkHeHus,
orpaHuyeHune notpebseHna HaTpuaA ¢ NULLei), KOHTPONb apTepUanbHOTo AaBneHUs U 61o0Kaay
PAC B MaKcMMasibHO NepeHoCMMOM 06bEME.

BbisiBNeHMe NaLUeHTOB C BbICOKMM PUCKOM NPOrpeccMpoBaHms

Heobxoauma perynapHas OLEeHKa pPUCKa MNPOrpeccMpoBaHMA Yy BCeX NauueHToB c IgA-H.
BbICOKMI PUCK Onpesenserca Kak NepcucTvpytowan npotenHypua >1 r/cyT, HecMoTpsa Ha
ONTUMaNbHYIO MOAAEPNKMBAIOLLYIO MOMOLWbL B TedeHue 3 MecAues. HecmoTpsa Ha To, yTO
CHUXXEHWE NPOTEMHYPUM A0 YPOBHA MeHee 1 r/cyT ABAAETCA CypporaTHbIM MapKepom
YAyULWeHUs MOYEYHbIX MCXOAoB npu IgA-H, nepcuctupytowas npotenHypua 0,5-1 r/cyr,
BEPOATHO, TaKKe YBE/IMUYMBAET PUCK NPOrpeccupoBaHus 3abonesaHus. (Puc. 3)

Bep,eHMe nauuMeHToB C CcCOoXpaHAwWUMMmCcA Ha
I'IO,D"D,Ep)KVIBaIOLIJ,eVI Tepanuun BbICOKUM PUCKOM

Hu International IgAN Prediction Tool, H1 Okcpopackan knaccudurauma MEST-C camum no cebe He MoryT 6biTb
MCMNONb30BaHbI AN ONPeAeIeHNUA BO3MOKHOIO BIMAHUA KaKOro-nnMbo U3 pexxmnmoB neveHusn. Ecnm BratoueHmne
nauueHTa B KNAMHWYECKOE UCCNeA0BaHWe HEBO3MONKHO, Tepanua MIOKOKOPTMKOMAAMU MOKET CHUXKATb PUCK
yTpaTbl GyHKLUMM Noyek npu IgA-H. Ecam paccmaTpuBaeTca eyeHmne rKOKOPTUKOUAAMU, ClefyeT 06CyAnTb C
NaLUMeHTOM PUCK IeKAPCTBEHHO-UHAYLMPOBAHHbIX NOGOYHbIX 3GGEeKToB, Hanpumep, WHGEKLMOHHbIX
OC/IOMKHEHWIT — 0cobeHHO npu pCK® <50 ma/muH/1,73 m? (Puc.3)

$oHe onTMMU3MPOBAHHOW

PacoBo-cneuuduryeckme anbTepHaTUBHbIE BAPUAHTbI Tepanuu

CyLLEeCTBYIOT AaHHble, NOAAEPKMUBAIOWME NPUMEHEHNE MUKopeHonaTa modeTuna (MM®) B KayecTse
cTepoua-cbeperatoLero npenapara B KUTacKoi NoNyAaLMmM NaumMeHToB. [JaHHble B N0Nb3y PYTUHHOTO
NPUMEHEHMUA TOH3UANIKTOMUM CYLLLECTBYIOT TOJIbKO A1 AMOHCKOM NONy/ALMMY naumeHTos. (Puc.3)

BapuaHTbl TeueHus IgA-H - 6bicTponporpeccupytowmii rnomepynoHedpur

Pegko y nauueHtoB c IgA-H passuBaetcA 6bICTPONpPOrpeccupytowmii  raomepyaoHedpuT,
ACCOLMMPOBAHHbIN € 06pa3oBaHMeM 60/bLIOTO KONMYECTBA MOAYAYHUIA. B TakKUX Cly4asX AO/KHO
6bITb npeanoXeHo neyeHue uMKnO¢0C¢aMMAOM WU TNHOKOKOPTUKOUAAMMU, AHANIOTUYHO Ne4YeHUo
AHLIA-accouMMpoBaHHbIX BacKynWTOB. Hanuuve nonynayHuit B 6Guontate 6e3 CONyTCTBYHOLWEro
NOBbIWEHUA YPOBHA KPEaTUHNHA CbIBOPOTKN HE AB/IAETCA OCHOBaHUEM AN1A ANArHOCTUKK BMrH.

BapuaHTbl TeueHusa IgA-H — OMNMN n HeppoTUUECKUiT cMHAPOM

3nM30Abl MAaCCUBHON MaKpPOreMaTypumu MOTYT OCNOXKHATLCA Pa3BUTUEM OCTPOrO MOBPEKAEHUA
noyek. Tepanua — noppepskusatowasn. Peako npu IgA-H passusaerca HedbpoTUuecKkui
CUMHAPOM. B Takux cayqasax MpU SNEKTPOHHOW MUKPOCKOMUM MOTYT 6biTb OBGHapyKeHbl
rMCTONOrMYECKME NPU3HAKKM, COOTBETCTBYOLWME 6ONE3HN MUHUMANbHBIX U3MeHEeHUM (BMU), n
TaKue NaLMEHTbI A0/IXKHbI NONYYATb NEYEHUE B COOTBETCTBMU C PeKOMEHAAUMUAMM ana BMU.

IgA-H y peteit

Kanbkynatop IgAN Prediction Tool BannaupoBaH ana npumeHeHus y aeteid. BeaeHue aertent ¢
IgA-H aHanorMyHo TaKoBOMY Yy B3POC/bIX, 33 WCKAKOYeHWeM 6Gonee HWU3KOro nopora Ans
paHHEro nNPUMEHEHUA [NIOKOKOPTUKOMAOB. Heobxoaumo AnutenbHoe HabnwogeHue B
OTAANEHHOM Nepuoae Aaxe Mocae MOJIHOM PEeMUCCUM, TaK Kak peuuausbl y AeTeld moryT
pa3BuMBaTbLCA MOCNE AONTUX NET CTabUAbHOro TeYeHUn 3a6oneBaHun.

IgA Backyaut

[lnarHo3 4acTo YCTaHaBAMBAETCA TONIbKO HA OCHOBAaHWM K/AMHUYECKUX MPU3HAKOB, OAHAKO
cneayet paccmaTpueaTb BMOMNCUIO NOYKM ANA naumeHTos ¢ BMNIH, npotenHypueit > 1 r/cyt u/
WU CHUXKEHMEM ¢YHKLUMM nouvek. Y MauMeHTOB C M30NMPOBAHHbIMU SKCTPapeHanbHbIMU
npoasaeHnAMM IgA-B He cnepyeT MCNONb30BATL MIOKOKOPTUKOWABI C LieNbio NPeAoTBpalleHua
passuTMA HedpuTa. BeseHne B3pOCAbIX U AETEN COOTBETCTBYET TaKOBOMY Mpw IgA-H.

A
IgA:

VCKAI04MTL BTOPUUHBIE MPUYMHDI:

IgA Backynut

IgA-H, BTOPUYHAA NO OTHOLWEHMIO K:

- BUPYCHbIM MHdeKumnAm (BMY, renatutbl)

- BOCMa/MTe/IbHbIM 3360/1€BaHMAM KULWEYHMKA
- ayTOMMMYHHbIM 3a60/1€BaHMAM

- UMppPO3y NeyeHu

|IgA-AOMMHAHTHBIN NOCTUH(EKLMOHHBIN MH

Waunonatuyeckas IgA-H

OueHKa 61OoNCcUM NOYKM C NOMOLLbIO WKanbl MEST-C

Crpar pucka c ue

KWX M TUCTO/IOFMYECKNX AaHHBIX

OueHKa pucKa NporpeccupoBaHmua ¢ nomolubio International IgAN Prediction Tool
ANA NPUHATMA MHGOPMUPOBAHHOTO PeLLEHUA COBMECTHO C NaLMeHTOM

B peructp

Hauats
MeAMLUMHCKYIO NOMOLLb:

* Kontponb AL,

* MaKcumanbHO nepeHocumbie Ao3bl MAMN®/EPA
* Moaudukauus o6pasa KuUsHU

* KoppeKuus cepae4yHo-CcoCyAUCTbIX PUCKOB

PCK® Ha MomeHT Groncuw...

Cuctonuueckoe Afl Ha MOMEHT 6uoncum, MM.pT.CT.

[Dvactonuueckoe AfL Ha MOMEHT GUOMCHIA............MM.PT.CT.

Ha MomeHT 6Honcun /eyt

Bo3pact Ha MOMeHT 6uoncuu.. neT

StHudeckan nonynAuMA
esponeouatan
kuTaiickan
ANOHCKan
Apyroe

Npuem MATI®/BPA Ha MOMeHT 61oncuin
Her
fa

MEST M-ouenka
0
1

MEST E-ouetka
0
1

MEST S-oueHka
0
1

MEST T-oueHKa
0

1
2

MmmyHOcynpeccun Ha MomeHT Guoncum
Her
Aa

PucyHoK 2

n >1rfcyr Ha

nomows 8
TeueHMe Kak MMHMMYM 3 MecALes:

* Kontponb ALl

* MaKcumanbHO nepeHocumble f03bl MAMN®/BEPA
* Moaudukauus o6pasa KusHN

* KoppeKuusn cepaeuHo-cocyanCTbIX PUCKOB

PaccmoTpeTs BK/loueHue B
KNMHUYECKME UCCNeA0BaHUA

PCK® <30 mn/mun/1,73 m* PCK® 230 mn/mun/1,73 m*

CTpaTuduKaLma pUckos
TOKCUYHOCTH:

* CrapLuuii Bo3pact

* MeTabonn4eckuii CMHAPOM
* OxupeHue

 /laTeHTHble MHdEKLUN

(TB, BUY, HBV, HCV)

PaccMOTpeTb MaKCMManbHYI0 Npodunb puck/nonb3a

PucyHok 1

mn/muH/1,73 m?

He npumeHumo k
HEKOTOpbIM

dopmam IgA-H:

* [leno3utbl IgA npu
6onesnn
MUHUMA/IHBIX U3MEHEHUA
* IgA-H c ocTpbim
NOBPEXAEHNEM NOYeK
 IgA-H c 6bicTpo-
nporpeccupylowmm
r0MepynoHedpUTOM

He npumeHumo K:

* IgA BackymuTy

* IgA-HedponaTnm, BTOPUYHON
NO OTHOLEHWIO K:

- BUpYCHbIM MHDEKLMAM
(BWY, renatutbl)

- BocnanutenbHbim
3260/1eBaHMAMMN KULIEYHMKA
- AyTOUMMYHHbBIM
3abonesaHmaAm

- Lmpposy

* MocTuHekymoHHoMy MH

€ AOMUHUPOBaHUEM
Aeno3unTos IgA

Ocobble nonynauumn:

* AiNOHCKan — paccMoTpeTh
TOH3UNIIKTOMUIO

* Kuraiickan — paccmoTpeTh
npumeHeHue
MuKodeHonata

modeTuna B KayecTse
cTepoua-cheperatouiero
arexTa

noAAepKMBaOLLYIO FNIOKOKOPTUKOMAOB
MeAMLMHCKYIO NoMoLLb cneayet o6cyHAaTL UHAMBUAYANbHO® Pu CYHOK 3
"https://qxmd.com/calculate, 499/internati igan-prediction-tool-at-biopsy-

aduIts?ﬁbranchfmatchfid:SS6546875419766679



EY

\QN‘ D"S
LAV
= =0

Ton

10 ,

[narHo3 membpaHosHoi Hedponatum (MH) ATKPLA2R

Buoncua noukn

- i
BMONCMA NOYKM He ABNAeTcA HeobXOAMMOM ANA NOATBEPMKAEHWA oreyreTsytor
AuarHosa MH y naumeHTa € HeppOTUYECKMM CUHAPOMOM W ey S p—— T
NONIOXKUTENbHBIM TECTOM Ha aHTuTena K PLA2R, HO oHa MmoxeT Be3 MMMyHOCYNpeccBHOM Tepaniu peoye
NomoYb B ONpeAeNeHnn NPOrHo3a 1 TaKTUKK nedeHus. (Puc. 1) Vsmepbre
AT K PLAZR

WmmyHocynpeccusHas PaccmoTpuTe BO3MOMXKHOCTb.

Tepanusa 6uoncun*
[JononHuTenbHas LEHHOCTb OKPALLIMBAHMA Npu Bruoncum AT K PLA2R

HeobbluHoe KAMHUYeckoe TeyeHue;
OTpULATeNbHBIM pesynbTaT Tecta Ha AT K PLA2R He uckatoyaeT KRV ITEV T BbicTpOE CHUKeHME pCKD

AunarHo3  PLA2R-accoummpoBaHHoit MH. AT Kk PLA2R  moryt [lpyrve 61OXMMMIECKME HapYLIEHNS,

Hanpumep, NoNoXuTeNbHbli AHO
OTCYTCTBOBaTb B Ha4dane 3abonesaHua. Mo3uTnBHOE OKpawunBaHue Otcyrcraue oTeera Ha

maTtepuana 6uoncumn ¢ aKken peccweifi PLA2R YKa3blBaeT Ha AuarHos VMMyHOCYNpecc1BHYyIo Tepanuio U

PLA2R-accoummposaHHoi MH. nPOTPeccupyloliee CHiKenne
GyHKUMM Noyek

WU nepcuctupytounii HC, HecmoTpa

Ha ucyesHoseHne AT K PLA2R

Buoncua noukn

3HalTe 0 HOBbIX aHTUTEeHax PucyHok 1

OnpegeneHne HOBbIX aHTUrEHOB MOKET MOMOYb BbIABUTb OCHOBHYHO
npuunHy y PLA2R-HeraTMBHbIX NaLUEHTOB.

AcnupuH
CbIBOPOTOYHbIN anbbyMuUH He Tpebyetca
Her <30r/n o — Huskuit puck:
6poMKpe3N NyprypHbIi L P <20/1000 naupenTo-net
CbIBOPOTOUHDII <32r/n SPTeRMATEBX
P " TPomB03IMBONUUECKNX
ans6ymun 6pOMKpe30A 3eneHbli Ha R
Nckntounte BTOpmYHbIE NPUYMHBI MH <20t/n Bicoknit puck:
6 " 20/1000 -
OUEHUTb HaNMUMEe BTOPUYHBIX NMPUUMH MH: MHOEKLMM, CUCTEMHbIE (;;"r"/':‘pem" R g ST (——
3a60/1€BaHMA, OMyXOAWM, HeKkoTopble nekapctea (HMBM)  wam 6pomKpeson seneHbiii .
BbICOKMIA PUCK BEHO3HbIX OueHuTe p1ck
61on06aBku (ﬂMI'IOEBaﬂ KVICJ'IOTa). TPOMB03ME0AMYECKNX KpOBOTEYEHUIA:
La  ocnoxHeHui Kanbkynatop ans H Bapdapux
WU HU3KO-
MONIeKYNAPHBIA
PMCyHOK 2 renapuH

+acnupuH

BbICOKMiA pUCK
Huskuit puck

MpodunakTmyeckas aHTUKOAryaaHTHas Tepanus

MaumeHTsl ¢ MH WMelT MOBbIWEHHbIA PUCK apTepuanbHbIX W
BEHO3HbIX  TPOMB030B. lpoduNaKkTUHECKan  aHTUKOArynaHTHas
Tepanua PeKOMEeHA0BaHa MaLMeHTam C HU3KUM YPOBHeM anbbymuHa

CbIBOPOTKM, C y4eTOM pUCKa KpoBoTeUeHMUiA. (Puc. 2) Mem:pauosuaa
HedponaTua

KoHcepBaTBHOE neveHune

OueHKa pucka*
Bce nauneHTbl AO0/MKHBI MOJY4aTb ONTMMAa/bHOE MNOAAEPKMBatlOLLEe (cm. PricyHoK 3)
JleyeHue, HanpaBNeHHOe Ha KOHTPO/Ib OTEKOB, apTePUanNbHOrO AaBAeHuA,
AvnugHoro npoduna n notpebneHuna conu. PerynapHo Habaogante 3a
NaLWeHTOM, OLEHWBas MapameTpbl pUcCKa (CM. HUXKe). [anTenbHocTb
KOHCEepBaTUBHOM TepPannu MOXET Pas3/nyaTbCA B 3aBUCUMOCTU OT CTEMEHM

Hu3kuid puck i i i
puCKa 1 oTBeTa. P! CpepaHuii puck BbiCOKui puck OueHb BbICOKMIA PUCK

OugeHKa prcKa MMMYHOCYNPECCUBHOM Tepanum bl Ha6niopenme PUTyKCHMAG Umknodochamma
wm wm + [IIOKOKOPTUKONABIF

Havano WCT u BbIGOp NpenapatoB ONPeaenatoTCA OLEHKOM PWUCKa, PUTYyKCMMa6 Unknodochamua
OCHOBAHHOW Ha COYETaHWM W3MEHEHUI YPOBHA KPeaTUHWMHA CbIBOPOTKM, wm + FIIOKOKOPTUKONAD!
WHruburopsl win
anbbymuHa CbiIBOPOTKM M npoTeuHypun (Puc. 3). B caydasx, Korga aTo TR T
J0CTYMHO, AOMNO/IHUTE/IbHYIO ANArHOCTUYECKYIO LIEHHOCTb MMEIOT YPOBEHb FNIOKOKOPTUKOMABIT KanbuuHeBpuHa
AT Kk PLA2R, WHAEKC CeNeKkTMBHOCTU MNPOTEMHYPUM U  3KCKpeuua + putykcumatt

HW3KOMONEKYNAPHbIX 6e/1K0B C MOYOM.

PucyHok 3
MMMYHONOrMYECKNI1 MOHUTOPUHT
HecmoTpa Ha TO, 4TO ULEeNblo Tepanuu ABAAETCA KAMHWUYECKas
pemmuccua, MMMYHONIOTUYECKUIA OTBET OnepeXkaeT eé Ha HEeCKOJIbKO
mecsueB. Y naumeHTos ¢ PLA2R-no3utueHoW MH perynspHas oueHka
yposHA AT k PLA2R nocne Hayana TepanuMu f[aeT BO3MOXKHOCTb MNper u oe o6cne YM ycuAuii, 4To6bl OLLEHUTD,
paHHel OUeHKM OTBeTa Ha NIeYeHVe U U3MEHEHWUA NeYeHnA B Cydae cBasaHa 1M MH ¢ AT k PLA2R*
HeobxoaumocTu.

@ BbICOKMIA pUCK
Pe3ncTeHTHOCTb K Tepanuu MH, accouu- peunauea (50%)
MPOBaHHa“A ¢

OTCYTCTBMe KMHUYECKOTO OTBETa MOCAe HECKONbKUX NUHUI Tepanuun AT K PLAZR

yKa3blBaeT Ha PEe3UCTEHTHOCTb, M MauMeHTa creAyeT HarnpasUTb B
3KCI‘IepTHbIﬁ ueHTp A4nAa oﬁcy)K,a,eHm ,Cl,ol'lOIlHMTeanOFI Tepanuu. W3meputb @ AntuTena Huzkuit puck
OcTaTo4HasA NPOTeMHYpUA cama no cebe He ABNAETCA NPU3HAKOM aKTUBHO ATk PLA2R ucdesnm peuyavsa (10%)
MH, HeobxoauMo UcKaoueHne BTopuuHoro ®CrC, ocobeHHo y naLmeHToB AT k PLAZR P——
C UMMYHOIOTUYECKOW PEMUCCUEN MM HOPMA/bHbIM YPOBHEM anbbyMnHa HEH3BeCTHbI © Marepuan G e
CbIBOPOTKU. HaTUBHO MOYKM U CpepHUit puck
nposectu peunausa (30%)
OKpaluBaHue Ha
PLA2R aHTUreH
TpaHcnaaHTauma NOYKKU
OueHka ypoBHsa AT K PLA2R u, npu HeobxoaumocTtn, PLA2R-aHTUreHa PI/ICVHOK 4
nomMoraeT CnporHo3MpoBaTb peuuauMB Mocne TpaHcnaaHTauun. Y
nauMeHToB ¢ peunansamm MH u npotenHypueit >1 r/cyt apdektvseH
puTyKCMMab (Puc.4)

®CIC, poKanbHbIN CErMEHTapHbIN riomepynocknepos; HMBM, HectepouaHble np: e, T
PLA2R, peuenTtop docdonmnassl A2 M-Tuna
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MIMIH - 3710 He 3a6oneBaHue

MIIH — 370 He oTAenbHoe cneuuduyeckoe 3abonesaHne, a NPoduab NOBPENKAEHUA MOYEK, Mpoduns
~ ~ - nospe: leHUA
BbIABAAEMbII NPU CBETOBOM MMKPOCKONUU. CneAyeT OTKA3aTbCA OT NPEXKHEN HOMEHKNATYpPb! ‘,’v,;‘fu

MIMrH 1-3 Tunos.

MonoxutensHble Ig

Knaccudmkaumna MIMMCH +/-C3

[nomepynspHble nospesxkaeHua ¢ npodunem MIIH B HacToAwWee Bpema KaaccubuumMpytoT no g;;:r;::["‘:::;g
NaToreHeTUYeCKOMY MEXaHW3My, OCHOBbLIBAACb Ha pe3ynbTaTax MMMYHOMNOOPECLEHTHOM

MUKPOCKONUM BUONCUMINHOTO MaTepuana. Bbigensior Tpu Gonblume rpynnbl: NOBPEKAEHUN C
HeraTMBHOM  MMMyHOdNKOOpecUeHUMeN, € JOMWHUPOBAaHUEM  KOMMJIEMEHTa U « ATHbochomHEE

MMMYHOT106YNUH-NO03UTUBHBbIE (PUCYHOK 1). aHTUTENa/CHHAPOM

« [YC/TMA

) . Cepnoam,quo—knemwan

rammanarum 3a6onesaHusa AHEeMWA U NoMUUTEMUA
* Apyroe

Ig/VIK meanmnpoBaHHblit

AudodepeHumnanbHaa anarHoctuka MIMMH

OunddepeHumanbHas [MarHOCTMKA NOMEPYAAPHbIX NOoBpexaeHu ¢ npodpunem MIIH i
BK/IIOYAET LWWMPOKMI CnekTp 3aboneBaHWi, a MMEHHO: [/IOMEepPYNOHEedPUT, CBA3AHHBIA C

MHOEKUMAMM, ayTOMMMYHHbIe 3ab0/neBaHKUA, KOMNAEMEHT-onocpeaoBaHHble 3abosneBaHuAa

(PMCVHOK 2)‘ JHomnHuposaHue
KomnaemeHTa
KomnnemeHt-
UcknioueHue nHpeKuum e
NHOEKUMOHHBIA reHe3 [oMmKeH 6blTb WUCKAOYEH Y NALMEHTOB C  MMMYHOKOMMAEKC-
MeMUPOBaHHbIMK [H, ¢ NocneayoWmMm UCKAIOYEHUMEM ayTOUMMYHHOTO 3abonesaHua. Mpu
HaNU4YUU  [ENO3UTOB  MOHOK/IOHA/NIbHOTO  UMMYHOIN06YAMHA  HEOBXOAMMO  UCKAOYUTL a @
OHKOrematonoruyeckoe sabonesaxue. r T A
c3- c4- c4-
DDD G DDD DDD
BepoatHocTb ngmnonarmyeckoro UKrH y B3pocabix
Mavonatuyeckuii MIMMYHOKOMNNEKCHbIV rnomepynoHedput (MKIH) y B3pocsbix BCTpeyaetca
peaKo. Ecnn HeT ycTaHOBNEHHOWM NPUYMHBI, HEOBXOAMMO NPOBECTU UCCNEA0BAaHUE CUCTEMbI PucyHOK 1
KOMNAeMEHTa U GaKTOPOB, BbI3bIBAOLWMX HapylleHue ero perynauuu. C3-rnomepynonatua
(C3r) moxeT BbIrnAAeTb Kak MAMONaTUYECKUIA UMMYHOKOMMIEKCHbIW r1oMepyoHebpuT.
BepoatHocTtb C3I M o B
Mpexae 4Yem ycraHaBauBaTb AmarHo3 C3I, HeoBXOAMMO WUCKAYUTL MHGEKLMM, a Takxke pesy M
M UMMYHHBIMU * BupycHble: renatut C (Bkntouas HCV-accouumpoBaHHyio
MOHOK/IOHaNbHbIE FaMManaTum y auu, ctapiue 50 ner. ¢ S, ), FeEn

* BakTepuanbHble: 3HAOKAPANT, UHOULMPOBAHHBIE BEHTPUKYIO-
aTpua/bHble WYHTbI, BUCLLEPabHble abcueccyl, Npokasa,
MEHMHTOKOKKOBbI MEHUHIUT

* MpOTO30iiHble M Apyr1e: ManApuaA, MMKOMNa3Ma, WMCTOCOMO3,
NeiwmManno3, GunApMO3, rMCToNNasmos

- O OB Npwu ay’
JNeyenne UKIH nssectHou sTmonorum sa60neBaRAX:
JleyeHne MMMYHOKOMIMIEKC-MeAUMPOBaHHOrO MH A0MKHO ObiTb HanNpaBNEHO Ha JiedeHue * CKB

* Cunapom LerpeHa
® PeBMaTonaHbIN apTpUT
¢ CmeLwaHHoe 3a601eBaHne COeAUHUTENbHOMN TKAHU

OCHOBHOro 3abosneBaHuA.

o Ig 8 pesy
M npu uB
3a6oneBaHnAx
JleyeHune nguonartmnyeckoro UKrH F; p
B OTCYyTCTBME YCTAHOBAEHHOM MNPWUYMHbI Npu  uauonatudeckom WKIH  npumensioT N
MAMOHGTMHECKMM

TIIOKOKOPTUKOMABI U/UAU ApYrMe WUMMYHOCYMNpPEeccUBHbIE MNpenapaTtbl, B 3aBUCMMOCTU OT
TAXECTW TEYEHUA U aKTUBHOCTM 3a60N1eBaHuA.

* VicKNIoYeHbl BCe BblLeyKasaHHble NPUUNHbI
KomnnemeHt- C3 rnomepynoHedput n C3 DDD:
MeAVUMpOoBaHHble * MyTauuu perynatopHbix 6enkos: CFH, CFl, CFHRS
* MyTauuu dpakTopos Komnaementa: C3
* AHTUTENa K hakTopam KomnaemeHTa: C3, C4 u C5 HedpuUTUyecKne
daxTopb!
* AHTUTeNa K perynaTopHbim 6enkam: CFH, CFl, CHB

NeyeHune C3-TH

C4 rnomepynoHedpputbl u C4 DDD
[Ona nauneHTos ¢ C3I, MMeLWmX NPOTEUHYPUIO >1 I/CyT U/UAKN CHUXKEHUE GYHKLMKM NOYeK B

MITH 6e3 UMMYHHbBIX * ®aza penapauum nocne MYC/TTN

Teuenne 6 mecaues, npegnaraetca MHWUUMANbHAA Tepanua MM® B coueTaHun c KoMnAneKcos u 6e3 * AHTUGOCHONMNUAHDIN (aHTUKAPAUONNNNHOBDIN) CUHAPOM
FTIOKOKOPTUKOM4AMU, @ B C/Iy4ae Heycnexa — pacCMOTpPeTb Tepanuio 3Ky}1M3yM360M. Aeno3uTos * POEMS cuHapom
KoMnAemeHTa o Jly4eBoii HedpUT

* Hepponatua, accoummposaHHas ¢ TpaHCMNaHTaLMel KOCTHOTo
Mmos3ra
¢ JleKapcTBeHHbIE TPOMBOTAYECKNE MUKPOAHTUONATUK
* ACCOUMMPOBAHHBINA C CEPMOBMAHO KNETOUHON aHeMUeN 1
noavuutemuen

KAuHuueckue uccneposBaHmua * [ncounbpuHoreHemuna 1 Apyrie NPo-TPOMBOTUYECKME COCTOAHNA
* fledpnumt aHTUTPUNCHHA

ﬂ,l’lﬂ naumnenTos ¢ C3l, He oTBevalOWMX Ha Tepanuto, cnegyetr pacCMOTPeTb BO3MOXHOCTb

BK/IIOYEHUA B KIMHNYECKMe nccaegoBaHus. PVICyHOK 2
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UHuuymanbHoe BeaeHue

B Bo3pacTe 40 1 roga Bcex AeTeil, COOTBETCTBYIOLMX KPUTEPUAM HEDPOTUYECKOTO CMHAPOMA,
cneflyeT HanpasuTb K CMELManuncTy B 061acTu Aetckoit Hegponornu. ITo TakKe OTHOCUTCA K
dopmam HeppoTUYECKOro CMHAPOMA, PE3UCTEHTHBIM K CTEPOMAAM, aTUMUYHLIM (BKAlOYas
Hayano B BO3pacTe crapwe 12 neT) WAM  CTepoOMA-YyBCTBUTENbHbIM, Tpebytowmm
rNIOKOKOPTUKOMA-COeperatoLeii Tepanuu.

Buoncua noykun

MporHo3 npu HedppPOTUHECKOM CUHAPOME Y AeTelt ONpeaenfeTca B Nepsyto oyepeab OTBETOM
Ha MHULMANbHYIO TEPanuIo U YacTOTON PeLuuAMBOB B TEYEHWE NepBOro roAa nocae NeyYeHus.
Takum obpasom, 6uoncua NoO4YKM, Kak npasuno, He Tpebyetca B aebioTe 3abonesaHus, 3a
MCKNIOYEHWEM C/Iy4aeB CTEPOUA-PE3UCTEHTHOCTU, aTUMUYHOTO KAWHWUYECKOTO TeYeHWs, Uau
ec/v BO3pacT nauueHTa > 12 et Ha MOMeHT gebtoTa.

JleueHne nepBoro anusoaa

VMHnumManbHas Tepanua HedpPOTUYECKOTO CUHAPOMA Y [JeTell NepopasbHbiM  MPUEMOM
npeAHU30Ha/NPeAHN3010Ha He JOMIKHA NMPOAO/IKATLCA A0/blIe 12 Hefenb: HET A0CTaTOYHOTO
06bEMa [0Ka3aTeNbCTB B NOJIb3Y NPUEMA NOJHOW 403bl B TeueHue 4 Hefenb C Nocieayowmum
Ha3HayeHWeM B aNbTEPHUPYIOLWEM pexume B TeyeHue 4 Hefenb (Bcero 8 Hegens), wiu
npvema noNHOM A03bl 6 HeAeb C NOCAEAYIOWMM NEPEXOAOM Ha aNIbTEPHUPYIOWMIA PEXUM B
TeyeHve 6 Hegenb (Bcero 12 Hepenb). (PucyHok 1)

Deb6ioT HeppoTUYECKOTO CMHAPOMA

<12 ner 212 net
HeT nposgnenuin WmetoTca npoasneHns
HacNeACTBEHHbIX CUHAPOMOB HacNeACTBEHHbIX CUHAPOMOB
WM cemeiiHoro aHamHesa WM cemeiiHblii aHamHe3

JNleyeHue peumpmusa

JleyeHue peuuanBa BKIOYAET NPEAHU30H eXeHEeBHO OLHOKpaTHO B A03e 60 Mr/M2 uam 2 mr/
Kr Beca (Makcumym 60 mr/cyT) 4O MONHON PpemMUCCUM B TEYEHUE KaK MUHUMYM 3 AHel. Mocne
AOCTUNKEHWUA MONHON PEMMCCUMU NPEAHU3OH CHUXKaT Ao 40 Mr/MZ uwam 1,5 mr/kr Beca
(Makcumym 50 mr/cyT) Yepes AeHb, He MeHee 4 Hesenb.

Ha3sHaueHue crepompa-cbeperatowmx npenapaTos

Mbl pekomeHAyem Ha3HauyeHue crepoug-cbeperawolyx npenapaToB AeTAM C 4acto
peuuaMBUPYIOLMM HEGPOTUHECKUM CMHAPOMOM M BblpaKeHHbIMU NOBOYHbIMU 3bdeKkTamu
T/IIOKOKOPTUKOMAOB, @ TaKXKe JAeTAM C CTepoMf-3aBUCUMbIM HebpPOTUYECKMM CUHAPOMOM
(PucyHok 1).

Bbi6op cTepouna-cbeperatowiero npenapara: naumeHT

Bbi6op Haubonee noAxoAsLero cTepounga-cbeperatowero npenapara mexay
uuknodpocdammaom BHyTPb, 1€BAMU30I0M, MUKODEHONaTa MobeTUIOM, PUTYKCUMabom uamn
MHTMBUTOPAMM  Ka/lbUMHEBPUHA 33aBUCUT OT HY)KJ KOHKPETHOro nauueHTa: pecypcbl,
NpVBEPKEHHOCTb Tepanum, NoTeHUManbHble N060UHbIE 3bbEKTbI, NPeANoYTEHNUA NaLMeHTa.

Bbi60op cTepouna-cbeperatowiero npenapara: 6onesHb

Cpepyn cTepouna-cbeperaowpx npenapaTosB Npu CTePOUJ-4yBCTBUTEBHOM HeppOTUYECKOM
CUHApOME CcnepyeT OTAaBaTb MpegnodTeHue uuknodochamuay BHYTPb U SeBamMM301Y NpU
YyacTbix peuuauBax 6onesHn. MuKodeHonata modeTun, puUTyKcMmMab U UHTMBUTOPDI
Ka/bLMHEBPUHA CefyeT NpeanoYyecTb Npy cTeponA3aBucuMoi popme 3a6oneBaHus.

FeHeTuuyeckoe o6cnep.OBaHMe

Mpyu cTepona-pesncTeHTHoM HedpOTUHECKOM CUHAPOME ClefyeT PaccMOTPeTb BEPOATHOCTb
HacneaCcTBEHHbIX MPUYMH, MPU KOTOPbIX MMMyHOCYynpeccus 6ecnionesHa. Ecam ectb cemeiHblit
aHamHe3 W/WAW NPOABNEHUA HACNeACTBEHHbIX CUHAPOMOB, reHeTuyeckoe obcnefoBaHue,
BbINOJIHEHHOE 3KCMEpPTOM, C/leAyeT MPOBECTM KaK MOMXHO CKopee, OcobeHHO npwu
mnageHyeckon dopme 6one3HU.

PAAC 6nokapa npu CPHC

[leTAM C CTeponA-pe3nCTEHTHBIM HEDPOTUHECKMM CUHAPOMOM CeAyeT HasHayaTb 61oKaTopsbI
PEeHUH-aHTMOTEH3NH-aNbA0CTEPOHOBOM CUCTEMBI, TLLATENBHO KOHTPOAMPYA rMAapobanaHc ana
CHUXKeHUA pucka passutua OMM.

MHrmbuTopb! KanbumHeBpuHa npu CPHC
Mol pPeKomeHayem MNpUMeHATb UWMKAOCNOPUH WUAUN TaKPOJIMMYC B Ka4yecTtee MHMLIMaanOH
Tepanuu BTOpOFI JINHUU OeTAM C CTepona-pe3sncTteHTHbIM Hed)pOTMHeCKMM CUHOPOMOM.

T NIOKOKOPTUKOUABI

HeT oTBeTa Ha Tepanuio
B TeueHve 4-6 Heaenb

 FeHeTMuecKoe o6cneaoBaHmne
© Buoncua NoyYkn
® MHrMbnTop KanbLMHEBPUHA
 BNIOKaAa PeHUH-aHIMOTEH3UH-
aNb/0CTEPOHOBOI CUCTEMbI

YacTble peunames

* Luknodocpammng
T/IOKOKOPTUKOMABI*
* Nlesamuson
* MukodeHonara
modetun
* PUTyKcMmab
* UHrubutop
Ka/bLUMHEBPUHA

MonHas pemuccua

[ /loKOKOPTMKOMAG!
B TeueHue 8-12 Hepenb

Peakvie peuvansbl

FnioKkoKopTMKONABI

PucyHok 1

Buoncua nouku u/unm
reHeTuyeckoe obcneaosaHne
+ Hanpasnexve
B CNELMaNM3UPOBaHHDIA
UeHTp

Crepoua-
33aBUCMMOCTD

* MukodpeHonata
modetun
* PUtykcumab
* UHrubutop
KanbUMHEBPUHA
* Luknodocpammng
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BeAeHUA romepynapHbix bonesHen

Brnoncusa no4vkun

Buroncusi noykm - «30M0TON CTaHAAPT» ANArHOCTUKU IMOMEepPYNsPHbIX
3aboneBaHuniA, CNOCOBCTBYIOLLMIA MPUHATUIO PELLEHNS O Havane unm
MN3MEHeHMN Tepanun n/vnu gaoLwmnii tHopmMaLmio o NporHose. B HekoTopbIx
cny4vasix BO3MOXHO Hayano neveHus 6e3 nposeaeHns GoNcuUm NoYKu.
(PucyHok 1)

OueHka NpoTenHypum

Y B3pocrblX ONTUMarbHLIM CNOCOBGOM OnpeaeneHuns akckpeLmn Genka siensetca
n3mepeHue Gernka u kpeaTHWHa B CYTOYHON MOYe; PadyMHbLIM KOMIPOMUCCOM SIBRSIETCS
«LeneBoi» c6op cyTouHOM Moy ¢ onpegeneHnem OBK B oTMepeHHOW YacTu obLuero
KOnMyecTsa cobpaHHON Moun. Y [eTeil anbTepHaTMBOW SBMSETCS onpeaeneHue
OBK B nepBoi yTpeHHei nopuum Mouu. Pa3oBbiil aHanvMa mMouv He onTMManeH

n3-3a konebaHuii aKckpeLmn Genka u KpeaTuHWHa B TEYEeHWe CYTOK.

UccnepoBaHue moun

MpoTenHypuio cneadyeT OLEHMBATL KONMMYECTBEHHO M B [JMHaAMUKeE.
Mpw remaTypun HEOGXOAMMO MUKPOCKOMMYECKOE UCCIe0BaHNe MOYN Ha
Hanu4me akaHTOLUTOB M 3PUTPOLIMTAPHbIX LIMITMHAPOB NMpu BCex hopmax
rnomepynsipHbIx 6onesHen.

JleyeHue OTEeKOB, rmnepTeH3nm n npoTenHypuu
ﬂepsaﬂ JINHUA Tepanuu - AneTa C orpaHNYeHnemM HaTpua B NULLE U NeTreBble AUYPETUKN.
anI PE3UCTEeHTHbIX OTeKax NPUMEHSAT OANYPETUKN C [J,GIZCTBI/IGM Ha gpyrne cermeHTbl
HedpoHa ¥ B pefKux criyyasx anbbyMuH. B Tskenbix criydasix MOXeT noTpeboBarbcs
remogvanua unu ynstpadunbtpaumsi. Ans CHWKEHUst NPOTEUHYPUN U KOHTPONS
apTepuanbHol rMnepTeHann crieqyet ucnonbasatb MAMN®/BPA ¢ TuTpaumei fo3bl 4o
MaKCHMarnbHO NEPEHOCKUMON, C PerynsipHbIM KOHTponem G6esonacHocTu. Mpu
HeOSXOIJ,VIMOCTVI paccMoTpuTe BO3MOXHOCTb UX MPUMEHEHNSA BMECTE C BbIBOAALLMMU
Kanwii ouypeTukamuy u nepopanbHbiMu K 6uHaepamm (PucyHok 2).

JleueHne meTabonunyeckoro aungosa m
rmnepnugemMmumm

CniepyeT nogaepxuBaTth ypoBeHb GrkapboHaTa CbiIBOPOTKU >22 MMOIb/T.
[Mpu nepcucTupytoLen rmnepnunuaemMmn B Ka4ectee Tepanuv nepBon
NUHWUW cnepyeT NPUMEHSITb CTaTUHBbI.

JleyeHue TpOMBOTM‘-IeCKVIX OCINMOXHEeHUn

ﬂpm JeroYHbIX 3M6OJ'II/I;IX, apTtepuarbHbIX U BEHO3HbIX TpOM6035X 1 HeKnanaHHon
MbpUNNALMN Npeacepauin Noka3aHo Ha3Ha4YEHWe aHTUKOArynsiHTOB B MOMHOM A03€ Ha
CpOK OT 6-12 MecsiLieB Unu [0 paspeLleHns HedpoTuyeckoro cuHapoma. Cnegyet
paccmoTpeTb NPOUNaKTUYECKOE Ha3HAYeHNe aHTUKOArynsiHTOB B NOSHON A03e Npu
YPOBHe anbbymuHa cbiBopoTku <20-25 r/n. ACNUpKUH MOXET BbITb pasyMHON
anbTepHaTUBON AN1S NAUUEHTOB, UMEIOLLMX aBCOMIOTHBIE UM OTHOCUTENbHbIE
npOTUBOMOKa3aHus K AK Unn BbICOKUI pUCK KpOBOTEHEHUSI. KanbKynsiTop pucka AoCTyneH
no ccbinke: https://www.med.unc.edu/gntools/bleedrisk.html

INeyeHue rmomMepynspHbIX 6onesHen

CnepyeT BbIGVpaTb BapuaHT NEYeHst IMoMepynsipHoro 3abonesaHusi,
KOTOPbI CHUXAET HEMOCPEACTBEHHYHO 3a60NEBAEMOCTL OT OCHOBHOTO
3aborneBaHus, NpefoTBPaLLAET ero NPOrpeccupoBaHne 1 MUHUMU3NPYET
noboyHble apdekTbl Tepanum.

MpodmnakTuka MHEKLMIN NP UMMYHOCYNPECCUBHOM Tepanuu

HeobxoanM CKpUHUHT 1 NEYeHne NaTeHTHbIX MHAEKLWIA o Havana MMMYHOCYNPEeCCUBHOM
Tepanuu. CneayeT pekoMeHA0BaTh BaKLUMHALIMIO OT UHEKLIMOHHBIX 3abonesaHuii, n3beras
NPUMEHEHNS XVBbIX BaKLWMH. PeKoMeHayeTCsi HasHaueHne npenapaTtos Ansi NpodunakTUk1
VHMULIMPOBaHWS onpeaeneHHbIMU BO3ByaUTensiMu, BKIo4asi MHEBMOLIMCTbI (TPUMETONPUM-
CynbhameToKCa3orn, aToBaKBOH, AANCOH) U MEHUHIOKOKK, OCOGEHHO B Criyyae NpUMEHeH!s!
WHIMBUTOPOB KOMMNNEMeHTa (MeHUHroKoKKoBasi BakLmHa npotus cepotunos A, C, W, Y u B;
Ha3Ha4yeHune neHnymnninHa nnu umnpotpnoxcaumua npv anneprum Ha I'IeHI/ILlVInJ'IMH.)

OnTumanbHbIe UCXxoAbl 6epeMeHHOCTU TpeoyoT
nnaHUpoBaHUs

(B ngeane, npeHaTanbHOro) C y4actueM naumeHTKu, akyllepa u Hedponora.
OddhekTrBHAs KOHTpaLenuus Heobxoavma Ans npegoTBpalLeHns
d)eTOTOKCI/NHOCTI/I npu I/IMMyHOCyI'IpeCCI/IBHOIZ Tepanuu. OnTtumanbsHble
ncxoabl 6epeMeHHOCTU gocTuratTest, ecnv 6epeMeHHOCTb OTkIaabIBaeTCcs
A0 OOCTUXKEeHNA peMUCcCcum rmomepynapHoro 3aboneBaHus.

Ucnonb3ynTte cuHepruo moaucukaumm obpasa
XKU3HU

ONS YCUNEHUS aHTUTMNEPTEH3NBHOWM U aHTUNPOTENHYPUYECKON CTpaTernm
Tepanuun. PeKomeHnoaaHa HOpManu3auua eBeca, perynsapHas CbVISVIHeCKaH
aKTUBHOCTb, 300POBOE NUTaHWE, OTKa3 OT U3GbITOYHOrO NoTpebneHus
6enka ¢ nuien 1 oTkas oT KypeHus.

AnropuTm NpuHATUA

pel.ueva'l O BbINOSIHEHUN

©Guoncum novkn nauymeHTam

C npoTeuHypven nunu

KnyGo4koBoW remaTtypuen

MauueHTI, Kak NpaBuno,
He HyXaalowmecs B

Bbl

Y perteit:

« CTepoua-4yBCTBUTENbHbIA

\DNEY Dy,

W Se
PSS
. = = \v.r
3/‘ 7
3 |
o4l
A\
TN

<12 net

MOYKM ANA neveHns

. I'Ic;rc;chenToxomosblrﬁ rH

Buoncus nouku - 30110ToM CTaHAAPT ANarHOCTUKK
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KI 0 {2
6e3 noart [AvarHosa c 10
MOYKHU:
« PLA2R+ 11 TH ( npu HOW
pPCK®)

« MMO+ unu NP3+ AHLIA Backynut
+ aHTM-FBM GonesHb
« cuHapom Anbnoprta

+ GonesHb ®abpu

« cemeliHbIV (hoKanbHbIW CerMeHTapHbIi rNoMepynocknepos B

cycr

MyT

+ Guoncus NPOTUBONOKa3aHa Mo COBOKYMHOCTU AaHHbIX
aHaMHe3a, 06LEeKTUBHOrO OCMOTPA, N1aGoPaTOPHbIX AAHHbLIX

PucyHok 1

FunepteHsuna

W3meHeHue 06pasa Xn3Hu:
* orpaHuyeHune HaTpus

yMepeHHoe orpaHuyeHue Genka

AOCTWXKEHNE naeanbHoro Beca

* 340poOBOE NUTaHne

noBbileHne uandeckoin
aKTUBHOCTH
* npekpalleHme KypeHus

MpotenHypus

Otekn

« bnokapna PAC

* AVYpPEeTUKMA

« He-PAC 6Gnokatopbl
(Hanp., 6nokatops!
KanbLMeBbIX KaHarnoB)

* CHWXeHue no‘rpeSneHmﬂ ankoronsi

C @

MoapepxuBatowas
Tepanus 'H

Cneuudmueckan Tepanua
3abonesaHus

[Opyrvie BapuaHThI:

* @HTUKOArynsHTbI

* KOHTpauenuusi

* UMMyHU3aLMs

+ BO3AeiiCTBME Ha
akTopbl pucka CC
3abonesaHuit

(mo Havana n;‘leHMﬂ):

* Tybepkynes

¢ lenatut B

* lenatut C

* BU4Y

* CmpoHausnoudos (B
3aBMCMMOCTU OT pervoHa)

PucyHok 2

yHoCy
* [TTIOKOKOPTUKOUAbI

* VUHrMGNTOPBI
KanbLUMHeBpUHa

* MUKodeHomnoBas
kucnota/mukocheHonara
ModeTun/azaTnonpuH

* MHrM6KUTOpHl MTOR
 yuknodochamug

+ npenaparbl, UCTOLLALIE
nyn B-knetok

« nnasmadepes/adepes

X Po®

* TpUMeETONpUM-
cynbameTokcason

+ 6nokatopsl

* PELIenTopoB K rucTamuHy-
2/MHrNBMTOPBI NPOTOHHO
nomb!

+ BudocdoHaTtbl

* 3aluTa roHag

uKa:

CokpalleHusi: AMND - UHMIMBUTOPBI aHTMOTEH3UHNPEBPALLAIOLLENO
depmeHTa; BPA - 6riokaTopbl peLenTopoB k aHrMoTeHsuHy |l; CK® -
ckopocTb knyboukoBoi cunetpauum; OBK - oTHoweHne

6enok/kpeaTnHWH
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rmomepyrioHecppunT, CBA3aHHbIN C UH(DEKLUUAMMN  “oea o

I'H, cBA3aHHbIN ¢ bakTepuManbHbIMA UHPEKLUNAMMU

'H, cBsi3aHHbI ¢ 6GakTepranbHbIMU MHAEKLMSIMIU, MOXET Pa3BuBaTbLCS
CMyCTS HEKOTOPOE BPeMs (4acTo OT HECKOIbKMX AHEN A0 HECKOMNbKUX
Hefenb) nocre 6akTepuanbHON MHEKUMK (MOCTUHEKLMOHHBIA TH), nnn Ha
oHe NpoaosHKatoLLencst OCTPON UM XPOHNYECKON BakTepuanbHo
MHdEeKUMN (CBSI3aHHbIV € nHbekumen MH).

KnnHnyeckun gnarHos

Kak npaBwuno, Ans NoCTaHOBKYW KMMHWUYECKOro AnarHosa npu 6aktepuansHomn
MHMEKUMM AOCTATOYHO COBOKYMHOCTM AaHHbIX aHaMHe3a, 06bEKTUBHOIO 0CMOTPa,
o6cneposaHus novek (OAM, OAK, OBK, pCK®), noceBoB KpoBU, MOYU, UHBIX
Buronornmyeckux XUAKOCTEN 1 TKaHEN, a Takke ceporiornyeckoe obenenoBaHne
(C3, C4, kpuornobynuH, caktop B, ypoBeHb IgA ceiBopoTku, ACI-O, aHTn-AHKasa
B, aHturnanyponuaasa, AHLIA).

Bunoncus noyku

B HesICHbIX cryyasix y naumMeHToB ¢ 6akTepuanbHbIMU UHDEKLUAMMY Ans
MoATBEPXKAEHUA AMarHo3a U/unm nonyyYeHnst MHopMaLmmn o NporHose
MOXET NoTpeboBaThCsl BbINOMHEHWE BGMOMCHUN MOYKN.

JNleyeHue NH, cBsA3aHHOro ¢ MHdeKLUaAMU

JeyeHune nocTuHekumoHHoro N'H 3aknioyaeTcs B nogaepkuBatoLLen
Tepanuu ¢ Lenbio KOHTPOIsi OTEKOB, NMPOTEUHYPUU U TNEPTEH3NUU.
MMmyHocynpeccus B Lienlom He pekoMeHaoBaHa. Mpu H, cBsizaHHOM ¢
MHEKUMSIMU, JOMONHUTENBHO HEOGXoAMMa Tepanusi Ans dpaanKaumm
OCHOBHOW MHEKLMN.

lenatut B

MpubnuantensHo 250—350 munnunoHoBs Yenosek (5% HacenexHus mupa)
XpOHUYecku nHduumposaHel HBV, 4To genaet ero ogHWm 13 Hanbonee
pacnpocTpaHeHHbIX MaToreHoB Yenoseka. MpubnuantensHo y 3-5%
nauMeHToB ¢ XpoHu4eckon HBV-nHdekLmein B Ka4ecTBe OCNOXKHEHUS
pasBuBaeTcs 3aboneBaHue novek.

JleueHue HBV

B3apocnble ¢ xpoHuyeckon HBV-uHdekumen HaxoasaTcsa B rpynne pucka
pa3BUTUS NMOYEYHOW HedOCTaTOuHOCTH. MaumneHTbl ¢ pennukaTBHOWM dasom
HBV-uHdekumn (onpenensiemoit kak konnyectso AHK HBV >2000 ME/mn)
1 "'H nognexar neveHunto aHanoramy Hykneos(T)1aoB B COOTBETCTBUN CO
CTaHAapPTHLIMM KIIMHUYECKUMU MPaKTU4ECKUMU PEKOMEHAALMAMU NeYeHns
HBV-uHdekumn ansa obuuer nonynsumm.

N36erante nmmyHocynpeccum npu HBV

MprmeHeHne nMMyHocynpeccumn Anst nedenust MH, cBA3aHHOMO Unu He
cBsidaHHOro ¢ HBV, MoXeT Bbl3BaTb peLManB XpOHUYECKOW HENeYeHHOoM
HBV-uHdekuunn.

PacnpocTtpaHeHHOCTb 1 AnarHo3 npu BUY

Mo pesynsratam Groncum noyky y nauveHToB ¢ BUY Habniogaetcs MHOXECTBO
BapnaHTOB MOpPaXXeHUs NoYek, BKroYasd, B Nopsake beIBaHVIﬂ 4acToTbl BCTpEYaeMoCTn:
MMMYHOKOMMNINeEKCHbIN H, anabeTnyeckoe nopaxexue nodvek, BUY-accoummpoBaHHyo
Hedponatuto (BUYAH), TokcuyHocTb TeHodoBupa, PCIC, rmobanbHbIi CkNepo3
(Hecneumndmryeckuii), 0OCTPOE NOBPEXAEHUE KaHanbLEB, ApYyrue
TyBYNOMHTEPCTULMANBHBIE, ITTOMEPYISIPHBIE U COCYAUCTBIE NopaxeHrus. Mo
BO3MOXHOCTY NSl YyTOYHEHWUSI ANarHo3a A0MKHa GbITb BbINOMHEHa GYONCHS MOYK.

JleueHne BUY

MpoBefeHne aHTUPETPOBMPYCHOW Tepanun pekoMeHAoBaHO BceM nauveHTam ¢ BUY n
XBI ¢ koppekumeii Ha cocTosiHMe (hyHKLMM NOYEK, He3aBUCUMMO OT Yncrna CD4. PaHHee
Ha4ano BbICOKOAKTUBHOW aHTUPETPOBUPYCHON Tepanuu acCoLMMpoBaHO CO CHUXEHUEM
YacToTbl pa3eutns BUHAH Ha 60%. OTCYTCTBYIOT paHAOMU3MPOBAHHbIE UCCIENoBaHNS
o neveHnto 3abonesBaHwii Noyek, cBA3aHHbIX ¢ BUY.

Mapa3utapHble nHdeKuUn

Mapa3suTapHble MHGeKUMN crneayeT NeYnTb A0 AOCTWKEHUSA spaaukaLmn Bo3dyautens.
MauueHTbl ¢ hrbpo3om neveHn BCrneacTBMe LUMCTOCOMO3a TPeByoT MOHUTOPMPOBAaHMS
NS BbISABNEHUS Pa3BUTUS 3abonesaHns noyek, a NauneHTbl C LWMCTOCOMO30M B
aHaMHe3e 1 MOBbILLEHEM CbIBOPOTOYHOTO KpeaTUHUHa M/Mnu remMaTypuei HyXxaanTcs B
obcnenoBaHUM AN UCKIIOYEHWSI paka MOYEBOrO My3bIps M/Uni 0BCTPYKLIMKM MOYEBbIX
nyTeii. MIMMyHOoCynpeccuBHasi Tepanusi He nokasaHa npu b, ocnoXHsLWmMxX TeveHne
napasuTapHbIX UHEKLWIA.

CnekTp MOp¢oNorM4ecknx HaxoAoK y NaunMeHToB ¢
BWY B HacToswee Bpems

[eTtanusaumsa agnarHo3oB*
VMmyHokomnnekcHbi M'H
[unabeTtnyeckas HechponaTus
BUYAH

ToKcu4HOCTL TeHodosMpa

PokanbHbIn CErMeHTapHbIi
rnomepynocknepo3a (HCIM)

mo6anbHbIn Hedpocknepos (HCIM)
OcTpoe noBpexaeHne kaHanbLes

[pyrve TybyrnonHTepcTuLMarnbHble
6onesHn

[pyrvue rmomepynsipHble 60nesHn

[pyrue nopaxeHusi cocyaos
0 20 40 60

*Y 17% naumeHToB yCTaHOBMEHO [Ba AvarHosa

MNaTodhnanonorus nopaxeHus Novek NpuU Manspum

Mansipus

Mapa3uTupoBaHue
B apuTpouuTax

NMMyHHBIV
oTBeT

FmomepynoHedput
(oTnoXeHNe UMMYHHbIX
KOMMIEKCOoB)

BbicBoG0OXAEHME UUTOKNHOB/ Liutoaareaus
NpOoBOCMANMTENbHbIX
MeMaTopoB
[vnosonemus CHinkeHe vnonepdyaus
lemonua nepay3nn noyek TKaHemn
Pa6gomuonua

[MnepBs3KOCTb KPOBU
XKentyxa/runepbunvpybuHemus
nBC

OcCTpblii KaHaNbLEBbIN
HEKpPo3

lenaTopeHarnbHbI CUHAPOM

OcTpoe noBpexaeHue
novek

Cokpalenus: OAK - oTHoleHne anbBymuH/kpeatnHuH; AHLA - aHTuTena k
uutonnasme Hentpodunos; ACIT-O - Tutp aHtuctpentonuaunHa O; XBI -
XpoHuyeckasi 6onesHb noyek; pCK® - pacyeTHasi cKopocTb KIyBo4KOBOIA
uneTpauum; I'b - rmomepynspHas 6onesHb; MH - rmomepynoHedpuT; HBV - Bupyc
renatuta B; BUY - Bupyc nmmyHogeduumta yenoseka; OBK - oTHoLweHne
6enok/kpeatnHuH; OAM - obLuii aHanus moumn
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NepBuuHbIN ®CIC

TepMuH «nepBuYHblii ®CIC» ByAeT MCNOo/b30BaTbCA ANA ONUCaHUA 3a601eBaHMA, BEPOATHO 06YCN0BAEHHOTO
[AeicTBMEM [0 CUX NOp He MAEHTUOULMPOBAHHOTO TOKCUYHOTO AA MOAOLMTOB dakTopa, M 3ayacTyio

nogaatoueroca MMMyHOCyI‘IpECCMBHOH Tepanuu. 310 KAMHWUKO-NATONOrMYeCcKuUit CUHAPOM, ®CrC no aaHHbIM
XapaKTepusyoLMIICA HaMYMEM [UCTONOTUYECKUX npusHakoB @CIC B coueTaHun ¢ AudPysHbIM 6uoncuu
pacnnacTtbiBaHnem Manbix OTPOCTKOB noaouuTos npu SlleKTpOHHoﬁ MUWKpOCKonuu, Hanunymnem

HeppOTUYECKOrO CUMHAPOM, OMPEAENAEMOro Kak npoTenHypus >3,5 r/cyT u runoansbymuHemus <30 r/n, B

OTCYTCTBUE FEHETUYECKOW MU APYrOit AEHTUGULIMPYEMON NPUYMHBI (PUCYHOK 11 2).

] " MepBnunbIi GCIC BropuuHbiii ®Crc
®CrC c HeyTouHeHHOM npuunHom (PCrc-H) « [lnbyaHoe pacnnactbieanme <Bupyounii
®CrC, pa3BMBAIOWMIICA B OTCYTCTBME TEHETMYECKOW WAU Apyro uaeHTUdUUMpyemoin Ma/lbiX OTPOCTKOB M0A0LMTOB O ML P

5 BHe3anHoe passyTue * PesynbTaT aganTusHoro
NpUYKHbI, 6€3 HepPOTUYECKOTO CMHAPOMA, He COOTBETCTBYIOWMIA KpuTepuam AuddysHoro R G OTBETa Ha paznHtiHble
pacnnacTbiBaHMA  ManblX OTPOCTKOB MOAOLWTOB MPU  3NEKTPOHHOW  MUKPOCKONWK, NOBPEXAEHNA (CermenTapHoe
pacnnacTbiBaHue Manbix
o6osHayaetca Kak PCIC-H. Takum nauueHTam Ccnefyet HasHadaTb NoAAepikMBaloLiee Ry iy
JleyeHne, BO34epXKaTbCA OT MMMYHOCYNPECCUBHOWU Tepanuun U peryaapHoO KOHTPO/IMPOBATb nocreneHHoe Hauasno,
NPOTENHYPUIO U YPOBEHDb aNbByMUHA CbIBOPOTKM (PUCYHOK 1). PR (8

HepoTMYECKOro cMHApPOMa)

FeHeTuuecKoe obcnepgosaHue npu ®Crc

PyTMHHOE reHeTuYecKoe obcnefoBaHue y B3pocabix ¢ PCIC He peKOMeHAyeTcs, OfHaKO OHO
MOXET PaCcCMaTPUBATLCA B HEKOTOPbIX KAMHUYECKUX CUTYaLMAX, OCOBEHHO Mpu Hanuuuu

CEMENHOTO aHamMHe3a WM PEe3UCTEHTHOCTM K WMMMYHOCYMPECCUBHOW Tepanuu. Takux TeHeTUueCKuii OCTC HeyTouHenHbiii SCIC
NauMeHTOB ClefyeT HanpaBuTb B  CNELMANU3MPOBAHHLIN  LEHTP, WMEelWUin  OnbIT © CemeliHbiii « CermenTapHoe pacnnacTbiBaive
*B pamkax MasibiX OTPOCTKOB NOAOUMTOB
reHeTUYECKOro 06cnel0BaHNA U KOHCYNbTUPOBaHMA (PUCYHOK 3). EROEECE T ————ET
CUHAPOMOB HeppOTUYECKOro CUHAPOMA
* Cnopaaunueckuit * HeT npu3HaKoB BTOPUYHOM
npvpoap!

BropuuHblit PCIC

B3pocnble nauuneHTbl ¢ PCIC 6e3 HeppoTUUECKOro CMHAPOMA AO/IXKHbI 6biTb 06CNef0BaHbl C PMCVHOK 1
Le/Ibl0 UCK/IIOYEHNA BTOPUYHOW Popmbl 3abonesanua. MaumeHtam ¢ BTOpUYHbIM PCIC He

cneayeT HasHavyaTb MMMYHOCYNPECCUBHYIO TEpPanuIo.

MpusHaku ®Crc
No A3aHHbIM 6Moncum NoUKu

UHuuymanbHana tepanua ®Crc

B KayecTBe TEpanuu Mepsoi SMHUKM Npu nepsuyHom PCIC peKoMeHA0BaHbl BbICOKME A03bl
FIIOKOKOPTUKOMAOB nNepopasnbHo. OfHaKo y B3pOCAbIX MALMEHTOB € nepBuyHbIM PCIC,

MMEKLWMX OTHOCUTE/IbHBIE MPOTMBOMOKa3aHWUA UAN HEMEPEHOCMMOCTb FIIOKOKOPTMKONAOSB, B Orcy
KayecTBe anbTEPHATUBHOTO BapuaHTa Tepanuu MepBOM JIMHUM  MOTYT MPUMEHATLCA MpoTenHypua >3,5 r/cytkin 1. MpoTenHypuAa HeGPOTMHECKOro YPOBHA >3,5 r/cyTkN,

6 n HO CbIBOPOTOUHINA anbbyMmuH <30 r/n
PSP ) VL A E CbIBOPOTOUHbIN aNbBYMUH <30 r/n C oTeKamm unm 6es Hux

C oTeKamu unm 6e3 Hux nnn
OcobeHHO ecM UMEETCA PacnaacTbiBaHWe 2. NMpoTenHypua <3,5 r/cyTkn
6 i nnm 6
p,l'lVITelleOCTb Tepan“” BbICOKUMMU A03aMV| KOpTVIKOCTepOVI,qOB Manbix OTPOCTKOB NOAOLMTOB € runoansbymuHemunen nnm bes Hee
MHWUManbHylo Tepanuio BbICOKMMM fo3amu K npu xopoluelt NepeHoCcHMOoCTH cneayeT Npoao/KaTh
[0 [OCTUXEHUA MONHON pemuccun, Ho He Gonee 16 Hefenb — CPOK, KOTOPbINA MCMONb3yeTca Aa
onpefeneHna CTeponA-Pe3nNCTEHTHOCTY. Crepona-4yBCTBUTE/IbHbIE MaUMEHTbI CKOpee BCero © O6cnepoBaHme Ha BIABNEHNE NPUYMH,
NPOAEMOHCTPUPYIOT HEKOTOPOE CHWUXKEHUE MPOTEUHYPUU B CPOKU MeHee 16 Hepenb, U MOXKET He BepoATHO nepeuuHbili GCIC UCKI04MTL BTOPUIHbIE dopmbl PCTC
.

6biTb HEOBXOAUMOCTM MPOJO/IKATL JIEHEHUE BbICOKUMMW [103aMU  [/IIOKOKOPTUKOMOB, €Ciu HeT © le4nTs MMMYHOCYNpeccaHTamn

Mpm o oTBETa PACEMO: o6cneposaHun (ecam onpasaaHo) 4To6bl
TEHAEHLMM K CHUKEHMIO NPOTEMHYPUM, OCOBEHHO Y NaLMEHTOB C pa3BUTMEM NOBOYHbIX 3GPEeKTOoB. PM OTCYTCTBUM OTBETA PaccMOTpeTt bopmbi (PUcyHoK 53)*
BO3MOXXHOCTb reHeTU4YecKoro o, KUBAIOLLAR Tepanus
obcnepoBanns AAEP)
© MOHMTOpPMPOBaHWe NPOTEMHYPUMN
¥ CbIBOPOTOYHOIO allhsyMVlHa

CTepounAa-pe3ncTeHTHbIN nepBUYHbIN ®CIC

Tepanus UMKNOCNOPUHOM WA  TaKpoAMMyCOM peKomeH,a,cfaHa ANA  B3POC/bIX C  CTepoup- R R
pesucteHTHbIM ®CIC, eé cneayeT nNpoao/KaTb MO MeHbllel mepe 6 MmecAueB, Mpexae 4Yem ne o
KOHCTaTUPOBaTb PE3UCTEHTHOCTb.

P Y

PucyHok 2
AnnTenbHOCTb Tepanumu MHIMGUTOPaMKU KaNlbLIMHEBPUHA
MauneHTamM CcO CTepouA-pe3sncTeHTHbIM nepBuyHbIM ¢ PCIC, oTBevaloWMM Ha Tepanuio leHeTUueckme hpopmbi PCIC
MHIMBMTOPaMM KaNbLMHEBPWHA, CleflyeT NPOAONXKaTh ledeHne He MeHee 12 mecAues, Y4TobbI
MWHUMM3NPOBaTbL Pa3BUTHE 0BOCTPEHMIA. TeHeTueckue mytauum o CemeiiHbiii

nopouutos u 6enKkoB

- - * B pamKax Hac/eAiCTBEHHbIX CUHAPOMOB
rnomepynapHo 6asanbHoi

¢ Cnopaanyeckuit

memM6paHbl
[pyrve BapuaHTbl Tepanuu, NOMMUMO FIOKOKOPTUKONA08 U uKH n KT 6 y B3p cocre
MauMeHTOB CO CTEPOUA-PE3UCTEHTHLIM NepBUYHbIM PCIC, MMetoLMUX HENepPeHOCUMOCTb UaN
PE3UCTEHTHOCTb K UHIMBUTOPaM KasibLiMHEBPUHA, CleAyeT HanpaBUTb B CNELMAIM3UPOBAHHbIN © CeMeiiHbIii aHaMHE3 /NN KAMHWYECKUe NPU3HAKN, XapaKTepHble AnA

HacneACTBEHHbIX CUHAPOMOB

. |-|0MOI.I.l,b B NOCTaHOBKe AWArHo3a, 0COBEHHO ECNU KNMHUYECKME npoAsneHnAa
He ABNAKTCA CI'IeLl,l/Id)l/IHHbIMl/I ANA KOHKpeTHoro 3aboneBaHuA

* OrpaHuyeH1e NPUMEHEHUA UMMYHOCYNPECCUBHOM Tepanuu, oCoO6eHHO y
nauueHToB, KOTOpPble BepOATHee BCero Ha Hee He OTBETAT

. Onpe,qenewe pUCKa peumausa 3abosneBaHuA nocne TPpaHCNAaHTaUuM NOYKHU
* [1nA OLEHKM pUCKa NPU TPaHCNAAHTaLMM OT POACTBEHHOrO AOHOPa MW NpKU
Neyenne peunaneos nepsuyHoro ®Crc BbICOKOM NOAO03PEHUM Ha Han4Me MyTaumm reHa APOL1

Y B3pocAbIX C NpewecTBYOLWMUM CTEPOUA-YYBCTBUTENbHBIM NepBuyHbiM ®CIC npu peunanse © oMol B NPEHATaNbHO AUArHOCTUKE

3a601€BaHMA NMPUMEHAETCA Ta e TaKTWKa, YTO U NPU NIeYeHUN peumnavsupytolei 6onesHu

MWUHUMANbHbIX U3SMEHEHWIA.

LEHTP ANA peleHus BOMpPoca O NOBTOPHOW HeppobMoncuM, anbTepHaTUBHOM BapuaHTe
NIeYeHUA UK BKIIOYEHUM B KIMHUYECKOE UCCNeA0BaHME.

PucyHok 3
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