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TPUEHTUH KAK BTOPAA NNTUHUA TEPAINUUN
Y PEBEHKA C BOJIE3HbIO BUITbCOHA
N HENEPEHOCUMOCTbIO A-NEHULUUNNAMUHA

Komapoea A.Ll."

HayuHbIn pykoBoauTensb:
npodceccop A.C. Notanos'?

TOrAY «HauuoHanbHbI MeaULUMHCKUIA nccneaoBaTenbCKUi
LeHTp 3gopoBbsa aeten» MuHsapasa Poccun, Mockea,
Poccus;

20IrAQY BO «[epBblii MocKOBCKUIA rOCyaapCTBEHHbIN
MeauLUHCKUA yHuBepeuTeT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockaa,
Poccus

Knrouesble criosa: knuHudeckul crydad; demu; 60ne3Hb
Bunbcora; [J-neHuyuninamuH; mpueHmuH

Axmyanvnocmo. TepaneBTHYSCKUE TOAXOIBI TIPU OOIEC3HH
Bunscona (bB) ocHOBaHBI Ha BOCCTaHOBIICHHH 0ajlaHCa MEXIY
MIOCTYTUICHHEM MU U ee dKcKperred. OCHOBHBIM JICYEHHEM CUH-
TaeTcs Ha3HaueHue J[-MeHNIIIaMIHa, HEIePEHOCUMOCTh KOTO-
poro o0ycnoBIuBaeT HEOOXOAUMOCTh MHANBHUYAILHOTO MOAO0-
pa Oe3omacHoi U 3G PEKTUBHOM Tepanuu C LENbI0 YIy4IlleHus Te-
YEeHUsI U POTHO32 3a00JICBaHUSL.

Onucanue knuHuyeckozo ciydas. Mansauk M. 6oreH ¢ 6 ner,
KOTZIa BIEPBbIE NTPH 00CIeJOBAaHMUH T10 TIOBOLY HOCOBBEIX KPOBOTE-
YeHHI B ONOXUMHU KPOBH OBLJIO BHISIBIECHO MOBBIIIEHHE YPOBHEH
AJIT — 185 El/n u ACT — 123 EJI/1, B nanbHeieM He CHU-
JKarOIMXCs Ha (POHE 6-MECSUHOU Teparuu ypcoIe30KCUXO0IeBOM
kucnoToi. [Ipn noodcnenoBaHuy OBUTH YCTaHOBICHBI: YMEHBIIIC-
HHUE B KPOBH YpOBHEH 1iepynomiazmMuna (16 Mr/mi), moBbIICHHE
IKCKpPEIHH MeIu ¢ Moot (404 MKI/iT), TOMO3UTOTHASI MyTaIlUsl B
rene ATP7B u ycranoBieH quarso3 6ose3Hs Bunbcona. Havara
tepanus [-neHunminnamMuHoM B 1o3e 500 mMr/cyTku, Ha oHE KO-
TOpPOW OTMEYaJIUCh TOUIHOTA, PBOTA, OOJIH B KUBOTE, (eOpHIIb-
Hasl JIMXOpaJKa U mpemnapar Obut oTMeHeH. [Ipu YMEeHBIICHUH J10-
361 JI-meHumuiaMuHa 10 250 Mr/cyT OBUTO OTMEUEHO CHIDKEHHE
Al no 60/40 MM pT. CT., JIMXOpAJKa, CIa00CTh U TOJIOBOKPYKE-
Hue, [IpoBenena cMeHa Tepanuu Ha CONM ITMHKA. B cBs3m ¢ co-
XpaHEHUEM BOJIHOOOpa3HOU naboparopHoil aktuBHOCTH (AJIT
468-144 El/n; ACT 19660 EJ1/n, menp B Mmoue 152 Mkr/cyT) Ha
(oHe 5-nmeTHero nprema UHKa, O0JIBHOM B Bo3pacTte 12 seT mo-
crynwi B HMULL 300poBes AeTeld. YUUThIBasE MUHUMAJIbHBIN 11~
tonu3 (AJIT — 94 EJl/n, ACT — 58 EJI/1), ypoBeHb MEIH B MO-
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ge — 56 MKI/CyT, Tepanus UHKOM CyJIb(aToM ObliIa MpOoaonKe-
Ha. [Ipu oOcnenoBanuu yepes 6 Mec., IPUHUMAsi BO BHUMaHHE
HapacTaHue ypoBHei Tpancamunas (AJIT — 235 EJl/n, ACT —
112 EJI/n) u menu B Mmoue (251 MKr/cyT), HenepeHocumMocTb Jl-re-
HUILIUIAMIHA, peOSHKY ObLT Ha3HAYEH TPHEHTHH C MOCTECTICHHBIM
yBenm4deHueM 1036l 10 20 mr/kr/cyTku. Uepe3 3 Mec. OT Hayana
npueMa mpernapara OTMeueHa OTYETIIMBAs [TOIOKHUTENbHAS THHA-
MuKa B Buje cHbkeHus nuronusa (AJIT — 54 EJl/n, ACT — 30
EJI/n) u ypoBHS Me/iu 10 LIENEBBIX 3Ha4eHUH — 163 MKI/CyT, Tak-
ke He ObLI0 3a)MKCUPOBAHO AJUIEPTHUECKUX PEaKkIUi U HapyIle-
HUsl 0OMEHa eJie3a, YTO CBUETENILCTBYET O 0€30IaCHOCTH U -
(DEeKTUBHOCTH JICUCHHS.

3axnouenue. 1lunka cynpdar kak mpenapar BTOpOW JTHHUU
Masio3(pPEKTHBEH Y CUMIITOMATHYECKUX OOJNBHBIX M TPeOyeT TIlia-
TEJILHOTO BpayeOHOTO0 MOHUTOPHUHTI'A, B CBSI3H C UYeM IPH HeTepe-
HOCHMOCTH J[-IIeHUIMIIIaMHHA B KaY€CTBE CIIEAYIOIICH CTYIIeHH
Teparuu IoKa3aHo Ha3HAYeHUE TPUSHTHHA, KOTOPBIH MOXKHO CUH-
Tarh 6e30macHoi 1 3G (HEKTUBHOM abTepHATUBON Jl-TIeHHIUILIA-
MUHY, B TOM YHCIIE Y JeTEeH.
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