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V HAYYHO-MPAKTUYECKAA KOHOEPEHLA CTYOEHTOB M MONOAbIX YHEHBIX CNEPAHCKVE UTEHUSA — 2025

OCOBEHHOCTU TEMEHUA QCHO)KHEHMVI
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AkTyaasHocTh. MykoBuciugo3 (MB) o0ycnosnen nonuop-
TaHHBIM ITOPaXKEHHEM K30KPUHHBIX JKelle3 dKU3HEHHO Ba)KHBIX Op-
T'aHOB C TSDKENBIM TEYEHUEM U HEeOIaronpusTHHIM IPOrHo30M. JIu-
JIUPYIOIHE MO3ULUH CPEAX TPUYMH CMepTHOCTH Ipu MB 3annma-
10T OPOHXONETOUHBIE ¥ OCTTPAHCIUIAHTALIOHHBIE OCIOKHEHUS,
pa3BUTHE LIUPPO3a MEUYEHH C €r0 BOSMOXXHBIMH OCIIOKHEHHSIMH.

Knunuueckuii cnyuaii. Manpuuk, 12 j1eT, 3KCTPEHHO TOCIH-
TaIU3UPOBaH ¢ KPOBOXapKaHbEM. 3a JIEHb JI0 TOCHUTAIN3ALNN
ObuTO 3 dnM3ona 4EpHOTO CTyna. AHaMHe3 3a00JIeBaHMs: 3a I10-
CJIeZIHAE HECKOJIBKO JIET HEOAHOKPATHO TOCHUTAIM3UPOBaH C Iie-
PHOANYECKH BO3HUKAIOIUM KPOBOXapKaHbeM. AHAMHE3 JKU3HU:
B BO3pacTe 3 MeC Ha OCHOBAHHUU F€HETUYECKOTO TECTUPOBAHHUS
ycranosiieH auarHo3 MB (N1303K/S466X;R1070P). C suBa-
ps 2024 1. uHMUIMEpOBaHa Tepanus dekcakadrop+resakadrop+
uBakadrop. [Ipn nocTyruieHnu cocTosHUE THKENOE, 00y CITOBIECH-
HO€ KPOBOTEUEHHEM C Pa3BHUTHEM aHEMHH, TPOMOOLUTONICHHEH,
koarynonarueil. Koxa 6neanast, HpkHHE KOHEYHOCTH M MOILIOHKA
oréunble. HorreBble 1acTUHBI B BUJIE YACOBBIX CTEKOJI. AYCKYIIb-
TaTHBHO JIbIXaHue jk&cTkoe. JKUBOT yBenIuyeH, IUIOTHBIN, 0e300-
ne3HeHHbId. Ha nepenneii OpromIHoi cTeHKe BEHO3HbIE KoJulaTe-
paJiu 10 THITy TOJIOBBI Meay3bl. JJaboparopHo: aHemust cpeaHeit
TSDKECTH, TPOMOOIIUTOIICHHS; CHIDKEHNE KOHIIEHTPAIMH IIPOTPOM-
OMHA; CHHIIPOM IIMTOJIN3a, THII0ATBOYMUHEMHUS, THIIEPOUIUPYOH-
HEMHSs1, TOBBIIIICHUE YPOBHS IITFOKO3bI  MMMYHOPEaKTHBHOTO HH-
Cy/liHa B KpOBH. B muHaMuke B TeueHUe 2 4 B OTIEJICHUU CHU-
JKEHUE TeMOII00nHa 10 64 T/71, HapacTaHHe OTEYHOTO CHHAPOMA,
JIeKOMITeHcalus KpoBooOparieHusi, peoéHok nepesenén B OPUT.
Hauara 3amectutensHas Tepanus npemnaparamMu kposu. [IpoBene-
Ha 330(aroracTpoayoeHOCKONNS: B OCMOTPEHHBIX OTJeNax AaH-
HBIX 32 JKEJIYIOYHO-KHUIIIEYHOE KPOBOTEYEHHE HET. Bo Bpems Ha-
xoxaeHust B OPUT nHabOnronanock yBeJlM4eHUE pa3MepoB KHBO-
Ta, OTEKOB HIDKHUX KOHeuHOcTel u Mmormonku. [Ipu Y3U opranos
OPIOIIHOM TTOJIOCTH B AWHAMUKE — HapacTaHWe CBOOOIHON KU
KOCTH B OproriHo# nosocty. [Tocie cTabumM3aiiy CoCTOSHUS pe-
OEHOK OBLI MepeBeNIEH B IeIMaTpUIECKoe OT/eIeHre. B nanpHei-
1IeM BBISBJIEHO HapacTaHue acuurta 6onee 1000 mi, mpoBeneHo
JIpeHUpoBaHKe OPIOIIHOM monocTy noj kouTpoaeM Y3U. 3a Bpe-
M1 TOCTINTAIIM3AIMHU TIPOBECHBI 3aMECTUTENIbHAS TEPAIHS KOMIIO-
HEHTaMH KPOBH, FeMOCTaTHIECKasl, aHTHOAKTepuabHas, 10y peTh-
geckas 1 OpOHXOAMIATAIIMOHHAS TEPAIHS C OJIOKUTEIBHON JTH-
HaMuKoil. Ha MOMEHT BRIMCKH cOCTOsIHUE PeOEHKA cTabMIIBHOE,
OTEKU KYITUPOBAHBI, B 3aMECTUTEIBHOI TEpaNK HE HYXKIACTC.

3akmrouenue. Y 5-10% 6onbabix MB k 10 ronam »xu3Hu Te-
YyeHue 3a00J1eBaHUs OCIOKHSACTCS IMPPO30M I1€YeHH, B OOJIbIINH-
CTBE CJIy4aeB C pa3BUTHEM MOPTAIbHON runepTeHsuu. [Ipu aTom
OCHOBHBIM OCJIO)KHEHUEM CTaHOBATCS BO3MOYKHbBIE KPOBOTEUECHUS
13 PAaCIIMPEHHBIX BeH muuieBoaa. [1pu pa3BuTuu nupposa y 60ib-
HbIX MB OCHOBHBIE YCHIIUS T€PANMHK JI0JKHBI OBITh HAIIPABJICHBI
Ha MpeAO0TBpAaIleHe KPOBOTEUEHUH M BEHO3HYIO JIEKOMITPECCHIO.



