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AKTyaAbHOCTb. [apokcuM3ManbHasi HOYHAs TEMOTAOOMHY-
pua — 310 npuobpeteHHoe 3aboAeBaHUE TMAOPUMOTEHTHbIX
reMOonoO3TUUYECKNX CTBOAOBbIX KAETOK, KOTOpOEe pa3BMBaeTCA
B pe3yAbTate MyTauuu B X-CLUEeNAeHHOM reHe ¢ochaTMANAMHO-
3UTOA-TAMKaHa knacca A (PIG-A) n xapaktepuayeTcsi pa3BuUtMem
HepocTaTka 6enkoB CD55 1 CD59 Ha membpaHax remMonoaTu-
YECKMX KAETOK, YTO NMPUBOAUT K BHYTPUCOCYAMCTOMY FE€MOAU-
3y, OMNOCPEAOBAHHOMY KOMMAEMEHTOM. PacnpocTpaHeHHOCTb
15,9: 1000000, 3aboreBaemoctb 1-2 : 1000000 yenroBek
B rOA.

Lenb. AeMOHCTpaUMA KAMHWYECKOrO CAyYast MapoKCU3-
MaAbHOM HOYHOM TEeMOTrAOBUHYPUM C OCAOXHEHMEM B BUAE
XPOHUYECKON 60AEe3HM Mouek 1- CTapuu WU MOAOXMTEABHOWM
AMHAMUWKOW COCTOSIHWUA NauMeHTa Ha ¢doHe NPOBOAMMONM naTo-
reHeTUYEeCKoM Tepanmmn akyAusymabom.

KAMHUueckui cayuam. MNauveHTtka A., 14 AeT, xanobbl Ha
cnaboctb. Co croB AeBouUKK, 14.03.2022 npoxoanAa AMcCniaHce-
pM3aumio B LUKOAE, MO UTOraM KOTOPOI B aHaAn3e KpOoBW OTMe-
YanoCb CHUWXeHWe remornobuHa Ao 79 r/A. 28.03.2022 6bIn
CA@H KOHTPOAbHbI aHaAu3 KPOBW, reMorAobuH — 68 r/A. U3
aHamHe3a 60AbHOW M3BECTHO, UTO B HOsI6pe 2021 T. naumeHTKa
NPOXOAMAA A€YEHUE NpenapataMn xene3a B TeyeHue mecsua
B CBA3W CO CHUXeHMeM remornobuHa po 92 r/a. 29.03.2022
nocTynuaa B rematonormyeckoe otpeneHne MAIMKE BrnepBble
C aHemMuen HOPMOXPOMHOM, HOPMOUMUTAPHOW 2-3-I CTEeNeHH,
yMEPEHHOM TPOMOOUMTONEHUEN C MUHUMAAbHBIMU KAMHUYE-
CKUMU ¥ AabBOpaTOPHbIMU NPOABAEHUSIMU TEMOAU3A (TEMHast
Moua, MoBbllEeHWe AaKTaTaermaporeHasbl (AAl), ymepeHHas
runepbuanpybrHemusn, otpuuatenbHas npoba Kymbeca, MUKPO-
reMatypusi, NpotenHypus). AaHHble W3MEHEHUA MO3BOAUAU
3aMnoA03pUTh MAaPOKCUM3MAAbHYKD HOYHYHO TEMOTAOBUHYPUIO
(MHI). B pesynbtate AuddepeHUManbHON AUATHOCTUKKU OblAK
UCKAIOUEHbl AeblT remobhaacto3a, MMEAOAMCTNAACTUYECKMI
CUHAPOM, BPOXAEHHbIE TEMOAUTUYECKNE aHeMuU. B pesyabTa-

Te uccnepoBaHua 6bIA BbiiBAEH MHI-KAOH (44,2% 3pUTPOLUTOB,
79,2% rpaHynoumtoB, 80,8% MOHOLIMTOB), UTO MO3BOAMAO MOA-
TBEPAWTb AMArHo3 «MapoKcM3ManbHasi HOYHAA reMOrAOOMHY-
pus». Ha OCHOBaHWWM AaHHbIX AabBOpaTOPHbIX MCCAEAOBAHMM
(ypoBeHb AAI 1090 Ea/A, MUKporematypus) MOXHO FOBO-
pWUTb 06 OCAOXHEHWWU OCHOBHOTO 3abB0AEBaHWMA XPOHWYECKOM
60Ae3HblO Noyek 1-i ctapnn. Haamume aHemun notpebosBano
3aMEeCTUTEABHOM FreMOoTpaHChy3Un 3PUTPOLIMTAPHON B3BECHIO
A(ll) Rh otpuu. 15 ma/kr 14.04.2022, ¢ 15.04.2022 Ha3Ha-
yeHa doaneBas kucaota. 15.04.2022 Ha $oHe NPOBOAMMON
Tepanuu COCTOSIHWE C MOAOXMTEABHON AMHAMUKOM — YPOBEHb
remornobuHa — 89 r/A. B COOTBETCTBMM C CYLLECTBYHOLLMMMU
KAMHUYECKUMU PEKOMEHAALMSAMU NaumeHTke ot 18.04.2022
nokasaHa naToreHeTMyeckas Tepanus: WMHUUMaUMS Tepanuu
MOHOKAOHAAbHbIM @HTUTEAOM 3KYAM3ymabom. Ha ¢oHe aaH-
HOM Tepanuu COCTOSIHUE C MOAOXWTEABHOM AMHAMWKOM, MO
AaHHbIM 0T 13.09.2022 ypoBeHb remoranobuHa — 104 r/a,
Tepanuito NepeHoCHUT YAOBAETBOPUTEABHO, MOBOYHbLIX pPeakLmit
He oTMeyaeTtcs.

06¢cyxpeHue. CBoeBpeMEHHan AMarHOCTMKa MapoKCU3-
MaAbHOM HOYHOM rEMOrAOBUHYPHUU U HA3HAYEHWE NaToreHeTH-
YECKOro AEYEHUSI B BMAE Tepanuu 3KyAU3ymMabom MO3BOAMAM
AOCTUUb KAMHUYECKOTO addeKTa. B A@HHbI MOMEHT COCTOSHUE
NaUMEHTKM C NMOAOXKUTEABHON AMHAMUKOW.

3akaoueHue. Mapokcr3aManbHasa HOYHas reMOrAOOMHY-
pua — 310 npuobpeTeHHoe 3aboneBaHWEe reMOMO3TUYECKMX
CTBOAOBbIX KAETOK, KOTOPOE MPUBOAMT K TaKMUM OCAOXHEHMU-
AM, KaK noyeyHas HeAOCTaTOYHOCTb, apTepuanbHas M Aerou-
Haa rUNepTeH3us, TSXeAble TPOMOOTUUYECKME OCAOXHEHMS,
rAAAKOMbILIEYHas AMCTOHWA. COBPEMEHHbIE METOABI AeYEHMSA
NMO3BOASIHOT NPOBOAWTL MaToreHeTnyeckyto Tepanuto MHI v cno-
COBCTBYHOT CHUXEHWIO pPUCKA BO3HWKHOBEHWA OCAOXHEHWH,
NMo3TOMY Tak BaXHa CBOEBPEMEHHAs AMArHoOCTMKa AaHHOrO
3aboneBaHusA.
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WCKUI NeAuaTpUUeCKUid XXypHaA.
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