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AKTyaJabHOCTb. OHUM M3 BO3MOXHBIX OCJIOXXKHEHUN MyKOBUCLUI03a siBiisgercs [IceBno-
baprrep curnpom (ITBC) — cMMOTOMOKOMILIEKC, XapaKTEPU3YIOUIUHCS THIIOKATHEMHUEH, THITOXJIO-
pemueii, MeTaboIMYeCKUM aJIKal030M, MOBHIIICHHON aKTHBHOCTHIO PEHHMHA IJIa3Mbl KPOBH, ITOBHI-
HICHHBIM COZCpKAHHEM albJ0CTepOHa B KpoBH, o0e3BoxkuBaHueM. [Ipossnsercs [1BC npenmymie-
CTBEHHO Ha IEPBOM I'O/1y KU3HH U ABJISIETCS )KU3HEYTPOKAIOIIUM COCTOSIHUEM. PacripocTpaHeHHOCTh
€ro B pa3HbIX CTpaHax Koyebnercs oT 6,6% 1o 16,8%. Knunuueckue npu3Haku JaHHOTO CUHIpPOMA
HACTOJBKO HECTICIM(PHYHBI, YTO IMPH OTCYTCTBUU JUATHO32 MYKOBHUCIIHI03a TUATHOCTHKA THITOXJIO-
PEMHYECKOr0 alKaao3a MpeICcTaBiIsieT co00i 3HaUUTEIbHbIE TPYJHOCTH, & HEOKa3aHUE IKCTPEHHOM
TTOMOIIIM MOXET MPUBECTH K JICTAITHBHOMY UCXOTY.

Lenab: npuBnedYs BHUMaHUE Bpauel K BO3MOKHOCTH Pa3BUTHUS TAKOT'O OCIOKHEHHSI MyKOBHC-
uMa03a, Kak cuaapom Ilcesgo-baprrepa.

Matepuanbl u MeToabl. [IpoBeieHbI H3yUeHNE U aHAINU3 MEAUIIMHCKON JJOKYMEHTAIMH Ta-
uuenta H., 4 mecsiieB, HaxoauBierocs Ha craunonapaom jieueHuu B Y3 «31' IKb». [IpoBenen ana-
M3 MeTUIMHCKHX 0a3 manubix (PubMed, E-library).

Pe3yabTaTsl M ux o0cyxaenune. B pamkax nposenenus naiuenty H. HeoHaTanpHOTO CKpH-
HUHTA HA MYKOBUCIIUI03 BbIsBJIeH BbicOkHi ypoBeHb MPT (109 mkr/n u 136,5 mkr/n). B Bo3pacte 3-
X MECSIIEB MPOBEJEHA MOTOBas Mpoda, Pe3ynbTaT MOJOXKUTEIbHBIN (KOHIEHTpAIUsl XJIOpUI0B 67
MMoJIb/T). B Bo3pacTe 4-x MecsleB MOSABUIUCH kKaJIOObl Ha CHUYKEHUE aKTUBHOCTH, ClIa00CTh, COH-
JIUBOCTh, OTCYTCTBUE MPUOABKH B BECE, yUallleHUE CPHITUBAHUS; B OMOXUMHUYECKOM aHAJIN3€ KPOBU
(BAK) BeIsiBeHBI runiokanueMus (2,97 mmoss/n), runoHatpuemus (129 MMomb/i), TUIIOXTIOpEMUS
(67 mMoIIB/1T), UTO TTOTPEOOBATIO AKCTPEHHON TocnuTanu3aui. Ha npoTskeHun 7 CyTOK C IENbI0
KOPPEKIIMH AJIEKTPOIUTHBIX U METaOOIMYECKUX HAPYIICHU, peOCHKY MPOBOIMIACH HH(Y3UOHHAS
teparust 0,9% pacTBopoMm HaTpusi xyopuaa u3 pacuera 20 MI/Kr/cyT ¢ goTtamuei mo kamuio 1-3
mmoutb/kr/cyt pactBopom KCl 7,5% mom KOHTpOJEM KHUCIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH.
YpoBHU Kaus U HATPUSI HOPMAJIM30BAIUCH HA 3 CYTKH, YPOBEHb XJIOpa K 7 CyTKaM, KUCIOTHO-OC-
HOBHOE COCTOSTHUE CTa0MIM3UPOBAIOCH Ha 5 CYTKH.

Bo BpeMs rocnuTanuzanuy noJiydeHbl Pe3yJIbTaThl TeHETUUECKOM TUAarHOCTUKU MYKOBUCIIH-
no3a, ooHapyxkeHsbl ABe myTtanuu delF508 (kommayanas romo3urora).

BbiBoabI: BBISIBJICHHE META0OJWYECKOTO allKajlo3a M JICKTPOJIUTHBIX HAPYUIEHUN Y TaIv-
€HTa MOKET yKa3bIBaTh Ha pa3Butue llceBno-baprrep cunnpoma, 3a110103pUTh KOTOPBINA MO3BOJISET
CBOEBpPEMEHHAsl TMarHOCTUKA MYKOBUCIIM/03a, BKJIFOYAIOIIAs HEOHATAIBHBIN CKPUHUHT, TIPOBEJIE-
HUE TIOTOBOM MPOOBI ¥ TEHETUYECKOTO UCCIIEIOBAHUS.
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