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«CTYOEHUKNHCKWME YTEHNA» (MOCKBA, 2 IEKABPA 2022 r.)

TPYOHOCTU OMATHOCTUKUN CUHOPOMA
®PAN3EPA
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HaunoHanbHbIN MEQULIMHCKUIA UCCReqoBaTENbCKUN LEHTP
3nopoBbs aeten Munsgpasa Poccnn, Mockea

Knouesbie criosa: demu, HeghpomuyecKuli CUHOPOM,
nevyeHue

Axmyanvrnocms. Cuagpom Ppaiizepa — penkoe MOHOTEHHOE 3a-
GoseBaHKEe, XapaKTePU3YIOIEECs COUeTaHUEM He(POTHIECKOTO CHH-

npoma (HC), myxckoro niceBaorepmMadpoanTu3mMa, acCOUHUPOBAHO C
BBICOKHM PHCKOM Pa3BHTHS OImyxonu Buibmca. 3aboneBanne o0ycios-
neHo aedexrom B rene WT1, urparomieM BaKHYIO pOJib B OpraHore-
HE3€ MOYEIIOJI0BOM CUCTEMbI U ME30Te/INAIbHbIX TKaHeH. [TanueHTs!
C HYKJICOTHUIHBIMU BapHaHTAMHU B 3TOM T'€HE COCTABIIOT 10 5% Ciry-
yaes crepouapesucrenTHoro HC, a npu Hanu4uuu skcTpapeHalbHON
CHMITOMATHKU AU(dEpeHINaTbHBII JUarHO3 CIIeyeT IPOBOAUTE C
cunapomoM Ppaiizepa u cunapomomM Jlenuca—/Ipama.

Onucanue KIMHUYECKOTo cayydast. [lanuenTka A., 14 ner, Ha-
OmromaeTcst HepoOIOToM ¢ BozpacTa 3 Mec, Korna BIiepBble OblIa BbI-
sIBJICHA CJIe/10Bast IpOoTeuHypust, Mukporemarypus. C 11 mec nporeu-
HypHS yBEJTMIMIACh 10 HE(POTHUECKOTO YPOBHS, a C 2,5 NeT pa3Buiics
cUMIITOMOKOMITIeKC Heroaroro HC: mporennypus mo 2,91 r/i, rumo-
nporenHeMus 49 1/1, THHoaEOyMUHEMUS 29 T/J1, THIIEPXOJIECTEPH-
Hemus 9,3 MMoJIb/11. [IpOBOAMIINCH OMBITKY CTAHIAPTHON CTEPOUI-
HOH Tepanu, MyJIbC-Teparnuy METHIIPETHN30I0HOM N3 — Ge3 a¢-
(ekTa, Ha3HAaYeHa He(hPOIPOTEKTHBHAS U TTOCHHAPOMHAs Tepanust. [1o
JTaHHBIM MOP(}OJIOrHYECcKOro HccienoBanus Hedpoduonrara KapTu-
Ha COOTBETCTBYET OOJIE3HH MHHUMANBHBIX H3MEHEeHHH. [10BTOpHBIH
KYpPC TIPEIHU30JIOHOM 2 MI/KI/CYT, MyJIbC-TePAInsi METHIIIIPEIHNU30-
nouoM N3 6e3 adpdexra. B reuenne 2 ner 11 Mec nmpoBoaniack Tepa-
st nuKinocnopuHoM A 1o 4,0-6,5 Mr/kr, Ha (h)OHE Yero mpoTenHy-
pust coxpansitack. [IpoBeeHO MONIEKYIISIPHO-TEHETUYECKOE UCCIIeN0-
BaHne MeTooM NGS, BBISBIICH AaTOr€HHBIA HYKJICOTHIHBIN BapHAHT
¢.1447+4C>T B reTepo3UroTHOM COCTOSHUM B reHe WT1. Buimon-
HeHo kapuortunupoBanue — 46XYV. Ilpu noobcnenoBannn Bepudu-
LIMPOBaHA JAUCTEHE3UsI TOHAJ, JIOKHBIH MYKCKOH repMadpOiUTH3M.
B 9 net npoBenena ronag kromusi. Pe6HOK HaOIIOMAETCS SHIOKPH-
HOJIOTOM, TIOTy4aeT 3aMeCTUTETbHYI0 TOPMOHAIBHYIO TEPAITHIO 3CTPO-
redamu. C 11 ner no nanusiM Y3U onpenenstoTcst MHOXKECTBEHHBIS
kucTHI 00enx modek. C 10 neT oTmedaeTcss mporpeccupyromniee CHI-
JKEHHe CKOpOCTH KiTyOoukoBoit punsrpannu (CK®D), k 14 ronam CKO
o opmyie [IBapua cocrasmna 36 mi/MuH. J[eBouka KOHCYIBTHPO-
BaHa TPAHCIIIIAHTOIOTOM.

3axniouenue. Ipu nedbrore HC Ha 1-M romy »H3HH NPHOPUTET-
HBIM SIBIIICTCS MOJIEKY/IAPHO-TEHETHUECKOE HCCIEA0BAHIE TapTETHBIX
obnacteil reHoB, BbI3bIBatomnX HC, 4To 1MO3BOJISIET NPEIOI0KUTh
TIPOTHO3 3a00JI€BaHMS ¥ CBOEBPEMEHHO J1I000CIIe/I0BATh B OTHOMICHUH
9KCTpapeHaIbHON CUMIITOMATHKHU JUIsl PaHHETO Hauasa edeHus. [pu
9TOM OCHOBHOE HAIIPaBJICHHE Teparii — HEQPOIPOTEKIHUS C Hep-
CTIEKTHBOH TPAHCIUIAHTALIUY TTIOYKH TIPH Pa3BUTHN XPOHHYIECKOH 00-
JIC3HU MIOYEK 5 CTaUHU.



