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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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