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VI HAYYHO-MPAKTUYECKOWN KOHOEPEHLINW CTYOEHTOB M MONOAbIX YUEHBLIX «CTYLEHUKUHCKUE YTEHUA»

OCOBEHHOCTU AUMATHOCTMKU CUHOPOMA
LUBAXMAHA-OAUMOHOA Y OETEUN

v E.B.

Hay4Hble pykoBoguTenu: KaHa. MeA. Hayk.
IB. MoBcucsiH, JokTOp Mea. Hayk., npod.
A.C. lNoTtanos

HauunoHanbHbIN MeANLMHCKUIA nCCreqoBaTeNbCKUM LEHTP
3nopoBbsa aetert Munsgpasa Poceun, Mockea, Poccus

Knroveenie cnoea: demu; cuHOpom LlleaxmaHa—LatimoHda;
duazHocmuka

Axmyanvnocms. Cunnpom llIBaxmana—/larimonna (CLLT) —
penkoe 3aboeBaHNUEe ¢ ayTOCOMHO-PELECCUBHBIM THUIIOM Hacle-
noBaHusi, 00yCIIOBIEHHOE MyTauusiMu B rene SBDS u xapakre-
pH3yloIIeecs: 3K30KPHHHOM HE0CTaTOYHOCTHIO MOKETYI0YHOM
JkKeJe3bl, TUCHYHKIHEH KOCTHOrO MO3Ta, aHOMAJIHSIMH KOCTHOTO
CKeJeTa 1 MOpaKeHHEM JIPYyTHX OpraHoB. BaprabenpHOCTh 1 MHO-
roo0pa3ue KIMHUYECKOH CUMIITOMATHKU 00YCIIOBIMBAIOT HAOIIO-
JCHUC 6OJ'lbl-Il>IX Y pa3JIM4YHBIX CIIEIHUAJIMUCTOB U OTCPOUYCHHYIO I10-
CTaHOBKY JAMarHosa.

Llenv pabomwi: ycranoButh ocodeHHoctu nuarnoctuku CLIJT
y AeTeil.

Mamepuanst u memoowt. KomriekcHo obcnenoano 14 60b-
HbIX getei ¢ CILIJT.

Pesynvmamel. B 3aBUCUMOCTH OT NPEBATHPYIOIIUX JKaI00
0oJbHBIE OBLIM TOCIUTAIM3UPOBAHBI B Pa3IMYHbIC OT/ACICHUS:
racTPO3HTEPOIOTHUECKOE, ITYIbMOHOJIOTHYECKOE, IepPMaTOJIOTHY,
MATOJIOTHH PAaHHEro JeTCKOT0 BO3pacTa W HEOTIOKHOH menna-
tpun. U3 14 6onpubix ¢ CIIJ] 06610 8 neBouek. Bospact nebro-
ta CLIJI BapsupoBai ot 1 1o 5 mec. MakcumamnbHBIi IEpHOA TH-
arHOCTUKU cOoCTaBuI 6 jeT. [IpenBapuTenbHble AUATHO3BI ObLIH
KPHUIITOT€HHBII U reprec-BUPyCHBIE TeaTUThl, PEaKTUBHBIN MaH-
KpeaTHT, MyKOBHUCIIHJI03, HACJIEICTBEHHbIE X0JIeCTa3bl, 00JIe3HU
oOMeHa M HaKOIUIeHUsI, IEpBHYHOE MbIeYHOe mopaxkenue. Co-
ITyTCTBYIOIIME 3a001eBaHusI ObUIN TIPEICTABICHBI MUILEBOH aj-
Jepruei, aTonu4eckuM AepMaTuTOM, caxapHbIM 1uabeToM 1-ro
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THITa ¥ BpOXKIEHHBIM (pruOpo3om nedenu. Kimouessie 1aboparop-
HbIE TIPOSIBIICHUS BKIIOYan HerTporneHnio < 1000 ki1eTok u cHU-
JKCHUE aKTUBHOCTH MAaHKPEATHYECKOM dmacTasbl kana < 50 MKI/T,
YTO CBUJAETEILCTBOBAIO O AUC(HYHKIUU KOCTHOTO MO3ra U Ti-
*KEN0I MaHKpeaTH4ecKoi HeqocTaToYHOCTH. Y 1 G0JIbHON ObLIT
JUarHOCTHUPOBAaH MUENIOAUCIUIACTUYECKUI CUHIPOM, IOTpebo-
BaBILIMiIl IPOBEIEHNE TPAHCIIJIAHTALMN KOCTHOTO Mo3ra. OTMme-
4aJIOCh YacTOE BBIABICHUE CHHIPOMA IIMUTOIU3a OT MUHUMAJIb-
HO¥ 10 BBICOKOH cTenenn aktuBHOCTH. Y 10 u3 14 geteit ¢ CIIJ
JauarHo3 Obl1 ycraHoBieH Brepssie B HMMUIL] 310poBest neteit.
ITarorennsle BapuaHThl reHa SBDS 00Hapy»XeHbI U BaIUIUPO-
BaHbl y 100% nanuenToB. B pesynbrate MoneKynspHOro-reHe-
THUYECKOTO MCCIEIOBAHHUS CAMBIMU YaCTHIMH MYTALUSIMH OBbLIH
¢c.258+2T>Cw c. 183 _184delinsCT.

3aknruenue. MHOroOOpasue KIIMHUKO-Ia00PATOPHBIX MPO-
sieHui CIIIJI 0OycoBIMBaeT OTCPOUCHHYIO AUATHOCTHKY U BbI-
COKYI0 4aCTOTy OLIMOOYHBIX JHAarHO30B. DTO CBUIECTENbCTBYET
00 OTCYTCTBUM HACTOPOXKEHHOCTH Yy CIIELHAINCTOB B OTHOLIE-
HUH PEAKOH MaTOJIOTUH U HEOOXOAUMOCTH MEXTUCIUILTHHAPHO-
TO [TOAXO0/A B BEACHUU TaKUX OOJIBHBIX.
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