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Knouesble criosa: KnuHu4deckul crydad, 0emu; amunu4Hbil
2eMOIUMUKO-ypemMudecKkuli CUHOpoOM; 3Kynusymab

Axmyanbnocms. ATHIMYHBIN TEMOIUTHKO-YPEMHUECKUI CHH-
npom (al'VYC) — penxast popma maTosioriuu, acCOIMUPOBaHHAs C
HEKOHTPOJIUPYEMOH aKTHBaIMel aJbTepHATHBHOTO ITyTH KOMILIE-
MEHTa. YCTaHOBJIEHO, YTO OKOJIO 29% aeTeil TOXOIT 10 TepMH-
HaJIbHOM CTaJu¥ XPOHUUYECKOH OOJIe3HH MOYEK WIIH YMUPAET B Te-
YeHHUE rojia ocie ManudecTannu 0oJIe3HH.

Onucanue kaunuveckoeo cayyas. B asrycrte 2023 1. y Manb-
4yuKa 4 JIeT, CO CJIOB MaTepH, MOBBICHIIACH TEMIIEpaTypa, MOsSBU-
nack OOJIb B )KMBOTE U roplie, HEOJAHOKpaTHas pBoTa. Mama jedniia
peO&HKa cCaMOCTOSTENbHO CUMIITOMAaTHYECKH. B cBsi3u ¢ yxynre-
HHEM COCTOSIHUSI pPeOEHOK OBUT rOCTIMTaIM3UPOBaH B HE(PPOIOTH-
gyeckoe oTaeneHne. M3 anaMHe3a )KU3HH BBLIBIICHO, YTO OOIBHON
HaOJroaeTcst HePOIOTOM C POXKICHHUS C IMArHO30M: YpeTeporu-
nponedpo3 cipasa. CocTosHUE TAKETOE 32 CHET LIUTONEHUYECKO-
ro CHHIPOMA U CHH/IPOMA ITOYEYHOH HeJ0CTaTOYHOCTH. B 00mem
aHaIM3e KpoBH: TpoMbonuroneHust — 86 x 10%/11, sapurponurorie-
aust — 2,8 x 10'%/11, cHmKkeHne reMornoduna 1o 88 /11, yckope-
nue COD 1o 23 Mm/g (4-10 Mm/4). B GHOXUMHUYECKOM aHAJIH3E
KPOBH MOBBILICHUE YPOBHEH KpearnHuHa 10 131 Mrmone/n (21—
77 MKMOIIB/JT), MoueBUHBI 10 19,9 mmonb/a (1,8-7,5 mmounb/n).
B o0mieM aHanu3e MO4YM HOBBIIIEHHE coAepkaHus Oenka 2,11
r/n. CHHKeHa pacuéTHasi CKOPOCTh KIyOOUKOBOH (pritbTpanuu no
IIBapiy mo 39,38 mir/mun/1,73 m? (84,9+123,9 ma/mun/1,73 m?).
[LIP-uccrnenoBanne Kajia Ha OCTPHIC KUIIIEUHbIE HH(EKIINH, TT0-
CEB KaJla Ha NaTOTeHHYI0 MUKPOOHOTY — OTPHLIATEIbHO. AKTHB-
HOCTb MeTasuonporenHass ADAMTS 13 B mma3me KpoBHu cocTa-
Buia 81% (80—-122%). IToBeiieHne ypoBHsI ayTOQHTUTEN K (ak-
topy H— 2137 AU/mn (menee 1500 AU/mu). Ipu Y3 movek u
MOUEBOTO Iy3bIPsI BBISIBICHBI MPU3HAKU MIPABOCTOPOHHETO ypeTe-
poruaponedposa, He3HAYNTETbHAS AWIATAIMS JUCTAIBHOTO OT-
Jie1a JIEBOTO MOYETOYHUKA. BBICTaBIIeH AMarHo3: aTUIUYHBIH Te-
MOJIMTHKO-YPEMUYECKHI CHHAPOM (MUKpOAHTHOMaTH4ecKas re-
MOJIMTHYECKast aHeMus1, TpombonuroneHus). Heonurypudeckoe
0CTpO€ NOBpEXACHUE MoYeK. PeOEHOK 3a04HO KOHCYJIBTUPOBAH
B ®I'6OY BO MI'MCY um. A.U. Esnokumosa. I1o xu3HeHHBIM
MOKa3aHUsAM OONIBHOW HyXKJaeTcsl B Ha3HAYeHUH KOMIUIEMEHT-HH-
rubupyoouiell Tepanuu 3Kynusymadom. B otnenennu nposeneHo
JICYCHHE: TICPEITUBAHNE CBEKE3AMOPOXKEHHON TUIa3MBbl U 3PUTPO-
IUTApHON Macchl, KOMIJIEMEHT-WHTUOUPYIOIIas Tepamusi, aHTH-
OakTepHaIbHas Teparws, HapeHTePaIbHAs TIIIOKOKOPTUKOCTEPO-
uaHas tepanus. OTMedeHa MOJIOKUTENbHAs JHHAMUKA, YITy4dIle-
HHE COCTOSTHHSI.

3axnrouenue. Teuenue al'Y C omiindaeTcs HEOIAronpusTHHIM
MPOTHO30M, PUCKOM BHE3AIHBIX OCJIOXHEHHI, MO3TOMY CBOE-
BpEeMEHHasl IMarHOCTUKA JaHHOTO 3a00JIeBaHMs Yy MalMeHTa I10-
3BOJIMIIA TOOUTHCS TIOJIOKUTEIBHOM JUHAMUKY Ha (HOHE JIeUeHHS
npenaparoM IpyNIbl KOMITIEMEHT-HHIHOUPYIOINX aHTHTEN —
IKYIN3yMaOOM.



