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bynnésnas numonepmusi — IOATUII TAaHIPEHO3HOM NHMOAEPMHUU. OTHOJOTUS JTAHHOTO
3a00JieBaHUs MOJHOCTBIO HE SICHA, OJIHAKO Yallle BCETrO MPUHSATO MPEJIIoiaratb CBA3b C HEKOTOPBIMU
CHCTEMHBIMH 3a00JieBaHMsIMUA. B paccMaTpruBaeMoM KIMHUYECKOM ciydae (neBymika, 17 yer) Obut
BolsiBIIeH aedekt B rene ADA2. Beero obnapyxeno 6omee 60 myramuii B reHe ADA2, koTOphIC
BBI3BIBAIOT JC(PHUIINT aACHO3UH/ICAMHHA3BI-2, IPUBOISAIINIA K aHOMAJIbHOMY BOCHAJICHUIO PA3THIHBIX
OpPraHoB U TKaHEl, 0COOEHHO KPOBEHOCHBIX COCY/I0B (BaCKYJIUT).

Tpurrepom manudecranuu 3adoneBanus (qexadpsb 2019 r.) mpeArnonoXuTeIbHO TOCTY KU
cTpeccoBblii (pakTop (cMepTh MaTepu). JJIUTENBHO JEUUIach MO MECTY KHTEIbCTBA MO TOBOAY
Oyiuié€3Ho-reMopparudeckoil popmel poxu JieBoil crombl. K ampemo 2020 KOXHBIE CHHIPOMBI
KynupoBanbl. B okta0pe 2020 roma cpeay MOIHOTO 310pOBbs MPOHU3O0NLIO 00OCTPEHHE KOXKHOTO
cuaapoma. OOpa3oBaCh 30HBI HEKPO3a C MOSBICHUEM OOIIMPHBIX PAHEBBIX IOBEPXHOCTEH. BBUIY
OTCYTCTBHSI TOJIOKUTEIBHON NTWHAMUKUA Ha ()OHE MACCHUBHOW aHTHOAKTEpPHAbHOM Tepamuu Oblia
nepesenena B PHII JX. MmmyHonmedummTHOE cOCTOSIHME OBLUIO HCKIIIOYEHO. PeBmamanennb
oTpunarensHas. Mopdonoruueckas KapTHHAa COOTBETCTBOBala TSKEIIOMY ayTOMMMYHOMY
Backynuty. B PHIIL IX nonydana antuOakTepuadibHYIO, MECTHYIO U TIOCHHAPOMHYIO TEpaIuio,
OTKyJla TIepeBe/icHa B PECIyOJUKAHCKHUM JIETCKUNA peBMATONOrHYecKuil eHTp. ['opMoHanpHas u
MMMYHOCYTIPECCUBHAsl Tepanusi oOKa3aluch HEI((EKTHBHBI, M0 PELICHUIO PEeCHyOIMKaHCKOTO
KOHCWJIMyMa OblJla Ha3HadeHa Tepamusi UHPIMKCUMaOoM B 1103¢ 5 Mr/Kr mo cxeme. Tepamms
nHpIMKcuMaboM Obl1a 000CHOBAaHA €ro BBICOKOM CelNeKTUBHOCTHIO B oTHoueHnn PHO-a, a Taxxke
3¢ (HEeKTUBHOCTHIO B TEPANMHU IIHPOKOTO CIEKTpa ayTOUMMYHHBIX 3a0osieBanuii. Ha ¢pone ykazanHoi
0asucHoii Tepanuu nepeseneHa B PHIIL X ans xupyprudeckoit o0pabOTKU paH M MPOBEICHHS
nepecagku Koxku. Tepanuss wuHpIUKCHMMaboOM MpojaoiDKaiach 8 MECSIEeB, YTO IO3BOJUIO
MUHHMM3UPOBATH MPHEM MPEAHNU30JIOHA BIUIOTH /10 MOJHOW OTMEHbI. JIOCTMrHyTa cTaOuiu3anus
COCTOSIHUSI, OCTAHOBJIEHO MPOTpecCUpOBaHKe KOXKHOro cuHJpoMa. B nexabpe 2021 moctynuia Ha
JIeyeHHe B peBMaToJIornyeckoe otaeaeHre bpecTckoit 001acTHON KIMHUYECKOH OOJIBHULIBI B CBSA3U
C kajo0aMu Ha PEIUINB KOKHBIX MPOSIBJICHUH € JIOKaJTU3alMe Ha MpaBoOM Mperiedbe. B anpene
2022 rojga mepeHecia KOPOHaBUPYCHYIO HHQEKIHUIO, MOocie KOTOPOHl COCTOSHHE YXYALIMIOCH
(luxopazika, HEKPOTHYECKHE MPOSIBICHUS Ha Koke 00enx pyk u mpaBoMm Oenpe). 12.04.2022 Obin
NpOBEIEH PECHyOJMKaHCKUN KOHCHIIMYM, BBICTaBJIEH JAMarHo3: llepBUYHBIM HMMyHOIEHUINT,
ayTOBOCTIAJIUTENbHBII CUHAPOM C TMOpaKEHUEM KOXHM (TaHIpeHO3Has MHoAepMusi, OyuIE€3HO-
s3BeHHass (opma), BHOBb HaszHaueH WUWHGIHKCUMad, Ha KoTopeld 28.04.2022 pas3Buiach
MEeJMKaMEHTO3Hasl ajjieprusi, 4ro MoTpedoBasio ero oTMeHsl. [lonyunna mynbc-Tepanuio
METHIINPEAHU3AIOHOM M KypC BHYTPUBEHHBIX UMMYHOTTI00yIMHOB B 103¢ 0,8 mr/kr. C 13.05.2022
HaOmonaercs W mnoiydaer jedeHue B PHIIL] PMuDY, B T.4. mpoBeneHbl HEOJHOKpATHbBIE
OIlepaTUBHBIE BMEIIATENbCTBA (HEKPIKTOMHUS, ayTOIePMOIIJIACTUKA KOHEUHOCTEMH).

Pa3BuTHe TsKENbIX BAPUAHTOB HMMYHOJE(PUIUTA C KOXHBIMU HEKPOTHUYECKUMU
IIPOSIBJIEHUSIMU, HENOAJAIOLINXCA TPAJULUOHHON TepanuM, a TaKKe HaJIW4YUe WHIUBUAYAIbHON
HENEePEeHOCUMOCTH OMOJIOTMYECKHUX areHTOB TpeOyeT aJbTepHATUBHOTO MOAXOAa K Teparnuu, B T.U.
ClIeyeT pacCMaTpUBaTh IPUMEHEHHUE KIETOYHOMN Tepanuu.
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