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Beseoenue. Hanbonee yactoii hopMoii HacaeICTBEHHOTO ITOpaxe-
HUS TOJCTOM KHWINKU SBJISIETCS CEMEWHBINM aJIeHOMATO3HBIN ITOJIMIIO3
(CAIl), kmuHUYEeCKHE NPOSBICHUS U TSHKECTh TEUEHHUSI KOTOPOTO 3aBUCAT
OT JIOKaJTU3aIuy NaToreHHbIX BapuanToB B reHe APC. [Ipu nanaom 3a00-
JIEBaHWU XapaKTEPHO HAJIMUMe HOBOOOPA30BaHUi U B IpyTruX opranax. 13
BHETOJICTOKHIIICYHBIX MPOSBICHUI HanOoiee 4acTo SIBISIETCS pa3BUTHE
AMUTETHABHBIX HOBOOOpa3oBaHuii B 12-nepcTHo# kumke. B HacTosIee
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BpeMs HE CYLIECTBYET SANHON JIeYeOHON TaKTUKHU NP HAIUYUU HOBOOO-
paszosanwuii B IIIK, oco6enno ¢ pazsutrem aneHombl bJIC.

Lleny uccnedosanus: N3y4nTh CTEIEHb PaclpOCTPaHEHUs ae-
HoM B JIIIK u Bo3moxkHOCTH dHAOCKONNY y TlarueHToB mpu CAII ¢ myTa-
uusivu B reHe APC, paHee He onmMCaHHBIMU B MEXXIyHApOIHBIX 0a3ax JaH-
ueix NCBI.

Mamepuanvt u memoost. O6ciie0BaHUE BHITIOIHEHO 38 malyueH-
TaM C CEMEIHBIM aIEHOMATO3HBIM IOJIMIIO30M TOJICTOM KHILIKH, Y KOTO-
PBIX IIPH IPOBEIEHUH T€HETHYECKOT'O TECTUPOBAHUS OOHAPYKEHBI paHee
HE ONMCAaHHbIE NMATOreHHbIE BapuaHThl MyTanuii reHa APC. MyxunH
obu10 — 13, )xenmmH — 25. CpenHuilt Bo3pacT marueHtoB — 26,4 roxa.
I'eneTnyeckoe TecTupoBaHue 00pa3LoB NepUepUIECKON KPOBH ITALlUCH-
TaM ¢ KJIMHMYECKUMH U dHAOCKonuueckuMu npusHakamu CAII BeImod-
HEHO METOJIOM cekBeHupoBaHus no Canrepy. Becem manmeHTam mpose-
JIEHO 3HIOCKONMUYECKoe 00cieq0BaHie B 00beMe KOJIOHOCKOIHMU U 330-
(aroracTpogyoJCHOCKOIIMM, IO IIOKa3aHUSIM — OSHTEPOCKONHSA U
3HIIOYNIETpacoHorpadus 0OIBIIOrO TyOACHATLHOT'O COCOYKA.

Pezynomamot u o6cyycoenue. 1lpu >HIOCKOTHYECKOM 00CIIE0-
BaHUM BEPXHUX OTIEJIOB IMHIIEBAPUTEILHOTO TpakTa y 35 (92%) nauuen-
TOB OOHApyXeHbI aJCHOMBI B MOCTOYABOAPHOM OT/IENE JIBEHAIATH-
nepctHoi kumku (JAI1K). U3 xHux y - 10 (26%) maueHToB BBISBIEHHI J10-
MOJIHUTEJIBHO aJeHOMBI Oomnbinoro ayoneHaiabHoro cocouka (BC).
VY 3 manuenToB ¢ anenomamu bJIC mpu rucToIOTHYECKOM UCCIIETIOBAHUN
oOHapyKeHBI TyOYJISIpHBIE aCHOMBI C BBHICOKOW CTENCHBIO JWCILIA3UH.
VM BBINIOSIHEHA 3HIOCKONMYECKas aICHOMIAMWIIKTOMUS. B oqHOM city-
Jae yepe3 3 roja AMArHOCTUPOBAHA aJCHOMA XOJIEAOXOMYOAECHAIBHOIO
COYCTBS M TUCTAJILHON YacTH X0Jie10Xa. BBIMONIHEHO CTEeHTHPOBAaHUE XO-
nenoxa. OcTanbHble MALUEHTHI IPOXOST €KETOHbIE KOHTPOJIbHbIE 00-
cienoBanus (330(aroracrpoayonenockomuto ¢ ocmorpom bJIC u 6nomn-
CHEM, YIBTPa3BYKOBOE HCCIIE0BAHIE OPTaHOB OPIOIIHOMN MOJIOCTH).

[Ipu oOHapy>keHHH BHEAMITYJISIPHBIX aJIeHOM B OCTOYIBOapHOM
otnene JAIIK cramuio mopaxkeHus: 12-mepcTHOM KHUIKHA OTPEAETISIA CO-
rmacHo kmaccubukanuu Spigelman. | cragus mo Spigelman BeisBicHa
y 6 manmentoB, |l cragus mo Spigelman y — 18 manuenros, |11 cTamus —
y 10 mammentos, IV cragus — y 4 mammentoB. Becem manmeHnTam mpoBo-
WM IPOTrPaMMHUPOBAHHBIE YHIOCKOIMYECKHE CAaHALMHU AUTETHATBHBIX
obpazosanuii JI[1K B 3aBucumocTtu ot craauu Spigelman. Y nanenue He-
amnyssipHeix ageHoM JIIK mpoBoauin ¢ NMOMOIIBIO AHATEPMUYECKON
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ey (C BBEICHUEM PacTBOpa B MOICIM3UCTHIH CIIOH 1 0€3 BBEIACHUS pac-
TBOPA) WM aprOHOILIa3MEHHOHN KOaryJisinuu. B mepByro ouepes yaasiiu
oOpaszoBanus pasmepoM 10 MM u Gojee, a Takxke ¢ MOP(HOIOTHIECKOH
¢dopmoit Tun 0-2a+c, tumn 0-2C. [Ipu KOHTPOIBLHOM 00C/ICIOBaHUH Yepe3
roa y 3 mareHToB ¢ | u |l craaueii o Spigelman mocne HeoqHOKpaTHOU
sHpockomuaeckol cananuu JIITK — ameHoM BeIsIBICHO HEe ObLT0. OcTalb-
HBIE TIAI[UEHTHI MPOXOIAT KOHTPOJIbHBIE SHIOCKOMHMYECKHE 00CcienoBa-
HUS COTJIACHO cTajuu Spigelman ¢ yianeHueM SMUTeIraibHbIX HOBOOO-
pa30BaHUiA B yCIOBHSIX CTallHOHApA.

PacnpocTpanenne ageHoM 3a CBs3Ky TpeilTia Ha paccTosHuE
10 60 cm BeisiBiIeHO y 4 marmenTtoB ¢ IV cragueit mo Spigelman.

Bv1600b1. Y anlieHTOB ¢ CeMEHHBIM aIEHOMATO3HBIM MOJIUIIO30M
toncroi kumku JIIK siBnsercss BTOpbIM MECTOM IO Pa3BUTHIO aJ€HOM C
BHETOJICTOKUIIIEYHOM JIOKaIu3aluel. YUnUThIBasi BICOKMI PUCK OCIIOXK-
HEHUI TP XUPYPTUIECKUX BMEIIATEIhCTBAX HA TAHHOW 30HE, TpeOyeTcs
MIPOBE/ICHIE CBOCBPEMEHHOHN TUArHOCTHKH SMTUTEIUAIBHBIX HEOTUTa3Hi B
JIIK ¢ mporpaMMHpOBaHHOM SHAOCKOINYECKOM CaHaIuel ¢ 1eiIbio Ipo-
(PMITAKTHKYU pa3BUTHUS aICHOKAPIIMHOMBI.



