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BeegeHue

3 BHETONCTOKULLIEYHbIX NMPOSBAEHUA CEMENHOTO ajeHo-
matosHoro noaunosa (CAM) Toncton kuwku Hanbonee ya-
CTbIM ABAAETCA pa3BUTME NWUTENNA/bHBIX HOBOOBPa3oBaHMI
B 12-nepcTHOM KWLLIKe, pexe BCTpeyatoTcs obpa3oBaHus Apy-
ror nokanvsauuu. AfeHOMbl ABeHaALaTUNepCTHON KMLLKK
(AMNK) pa3genatoT Ha amnyapHble U HeaMnyasapHble. B HacTo-
filllee BPEMSs He CyLLecTBYeT eAUHON NeyebHON TakTuKL Npwu
Haanumm HoBoobpaszoBaHuii B AIMK, 0cobeHHO ¢ pa3BUTHEM
ageHombl BAC v npu 4 ctagmm no Spigelman noavnosa ArK,
He M3y4yeHa fleTalbHO «TeHOTUM — GeHOTUM» CBA3b Y AaHHOM
rpynmnbl NaLMeHToB.

Llenb

M3yunTb CTeneHb pacnpoCTpaHeHWs BHETO/CTOKULIEY-
HbIX MPOSABAEHUA U BO3MOXHOCTU 3HAOCKOMMYECKNX BMeE-
watenbcTB y nauuneHtos ¢ CAl B TOM ymcie ¢ MyTaumamm
B reHe APC, paHee He ONUCaHHbIX B MeXAYHapOoAHbIX Ha3zax
ZAaHHbIx NCBI.

Martepuanbl n metoabl

O6cnegoBaHne BbIMOMHEHO 39 MauMeHTamM C CEMENHbIM
aZleHOMaTO3HbIM MOAWMO30M TONCTOM KWLLKW, M3 KOTOPbIX
y 10 (26%) npv NpoBefeHUN reHeTU4ecKoro TeCcTMpoBaHMA
obHapyxeHbl paHee He OMWCaHHble MaTOreHHble BapuWaH-
Tbl MyTauui reHa APC. MyxxumH 6bi10 — 13, XXEHLWMH — 26.
CpegHuii Bo3pacTt nauyueHTos — 25,3 roga. l'eHetnyeckoe Te-
CTUpoBaHMe 06pa3LoB nepndepnyeckon KpoBu naumeHTam
C KAVHWYECKVMWU W 3HAOCKOMNMYeckMMK npusHakamu CAT
BbIMOJIHEHO MeTOAOM cekBeHWpoBaHus no CaHrepy. Bcem
nauveHTaM MNpPOBEAEHO 3HAOCKOMUYeckoe obcnesoBaHve
Ha BUAEO3HAOCKOMMYECKUX CMCTEMaX BbICOKOTO pa3peLleHns
B 06beMe KOJIOHOCKOMWM 1 330¢haroracTpoAyoseHOCKONuM,
MO MOKa3aHWAM BbIMOAHAAN IHTEPOCKOMNWMIO W SHAOYNbTPaco-
Horpaguto 60/bLLOrO AyoAeHaNbHOro CocouKa.

Pe3ynbTathl n 06cy>XaeHne

Mpu 3HZOCKONNYECKOM 06CNEeL0BaHNN BEPXHUX OTAENOB
nueBaputesnbHoro Tpakta y 36 (90%) naumeHToB 06Hapy-
KeHbl aZieHOMbl B NOCTOy/IbbapHOM OTAene ABeHasLaTvnep-
ctHoM kuwikm (ANK). M3 Hux y — 10 (26%) nauneHTOB BbIsiB-
NleHbl JOMOJHUTENBHO afeHOMbl 60bLOro AyoAeHaNbHOro
cocouka (bAC). ¥ 3 nauueHtoB c ageHomamu BAC npwu ru-
CTONIOTMYECKOM UCCNef0BaHNM ObBHapyKeHbl TybynsipHble

C60pHVK MaTepuanoB KOHpepeHLnn

afleHOMbI ¥ TybynonanuanspHble afeHOMbl C BbICOKOW CTe-
neHbto aucnnasuy, sosnedyeHune AMNK B moavnosHbin npo-
LlecCc COOTBETCTBYeT y 2 nauueHToB 2 cTagmu Spigelman, y 1
nauuneHTa — 4 ctagum Spigelman. Bcem 3TUM nauueHTam Bbi-
no/sHeHa 3HAOCKOMMYeckas aZeHomnanuaskTomusa. B ogHom
cnyyae vepes 3 roga (y nauuenTa ¢ 4 ctagueit Spigelman) gun-
arHoCTypoBaHa aZleHoMa XO/leA0XOAYOAEHaNbHOTO COYCTbA
M ANCTaNbHOM YacTu Xonenoxa. BeiNonHeHO cTeHTUpoBaHWe
XoNeAoxa MOJHOCTBIO MOKPbITbIM HUTUHOIOBBIM CTEHTOM.
3ameHa CTeHTa NpoBOAUTCA Yepe3 3—6 MecALEeB B 3aBUCMMO-
CTW OT CTeneHn obTypaLumn ero NpocBeTa 3amaskoobpasHon
KeNUbo C KOHKPEMEHTaMK B TeueHuun 4 neT. Mexay 3aMeHol
CTeHTa B aMbyNaTOPHbIX YCNOBUAX NEPUOAMNYECKUN NMPOBOAMT-
€A ero caHauusa 6e3 nseneveHns. Kpome Toro, y faHHOro na-
LMeHTa OBHapy>KeHa AecMoungHasi Onyxoib BpbIKENKn TOH-
KO KULIKW N BbIPaXKEHHbIN CMaeyHbl NpoLecc B 6proLWHOM
NoaoCTW, 13-3a Yero NPOBEeCTV OnepaTUBHOE BMeELLATeNbCTBO
(naHKpeaToAyOAEHaNbHYO pe3eKkLUMo) He MpescTaBuIOCh
BO3MOXHbIM. OCTanbHble NauneHTbl, KoTopbiM ageHomy bAC
He yAananun, NpPOXOAAT eXerofHble KOHTPOJbHble obcneno-
BaHuA (330¢aroractpogyogeHockonuo ¢ ocmotpom B/AC
1 Buoncuen, ynbTpa3ByKOBOE NCCEA0BaHNE OPraHoB bproLL-
HOW NMoa0CTK).

Mpv 0BHapy>XeHUN BHeaMMyNfPHbIX aJeHOM B MOCTOYb-
6apHom otzene [AMNK cragnto nopaxeHus 12-nepcTHow
KALWKW OMNpesensnn cornacHo knaccudukaumm Spigelman.
| ctagmna no Spigelman BobisBneHa y 6 nauueHTos, Il ctagms
no Spigelman y — 19 naumenTos, Il ctagunsa —y 10 nauueHTos,
IV ctagmsa —y 4 nauneHToBs. Bcem naumneHTam npoeoguan npo-
rPaMMMUPOBaHHbIE SHAOCKOMMYECKME CaHauuW anuTenvanb-
Hblx 0bpa3zosaHuii AMK B 3aBMcMMOCTM OT cTaguum Spigelman.
YpaneHve HeaMmnynapHbix ageHom MK npoBoanan ¢ nomo-
b0 AMATEPMUYECKOW NeTAN (C BBEAEHWMEM PacTBOPA B MOA-
CAMBUCTLINA CI0M 1 Be3 BBeAEHUs pacTBoOpa), a Takxe Mo me-
ToAvKe «under water» UM C NOMOLLbIO aproHOMIa3MEHHOM
Koarynsaumu. B nepsyto ouepesb ygansnm obpasoBaHus pas-
mepom 10 MM 1 6onee, a Takxxe ¢ Mopdonormyeckor Gopmoi
™n 0-2a+c, Tun 0-2c. MNpwu KOHTPOABHOM 06CNef0BaHUN Ye-
pe3 rog y 3 naumenToB c | n Il ctagmen no Spigelman nocne
HEeOAHOKpPAaTHOW 3HAOCKOMNMYeckon caHauun AMNK — ageHom
BbIIBIEHO He 6bln0. OcTanbHble MNaLMEHTbl MPOAO/XKAKOT
MPOXOAUTb KOHTPOJIbHbIE 3HAOCKOMUYeckne obcnefoBaHUs
cornacHo ctagum Spigelman c yaaneHvem snuTennanbHbIX
HOBOO6Pa30BaHW B YCNOBUAX CTaLlMOHapa.
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. aKTyalnbHble BONPOChI

9HgOoCKoNnuu

Carkr-Tetep6ypr

PacnpoctpaHeHve aszeHOM 3a cBs3Ky TpenTua Ha pac-
ctosHve g0 60 cm BbifiBAeHO y 4 nauueHToB ¢ IV cTaguei
no Spigelman.

[JecmoungHble onyxonn BbifBaeHbl y 6 (15%) naumeHToB.
N3 Hux nHTpaabsomuHanbHas dopmMa obHapyxeHa y 2 na-
LMEHTOB Yepes rog noc/ie NpoBeAEHHOW KOAMPOKTIKTOMUM,
y 4 naumeHTOB AMarHoCTMpoBaHa nepesHebprolwHas soka-
nvsauma B cpoku ot 1 roga Ao 5 net mocne onepaTMBHOroO
BMeLlaTeNbCTBa.

lvneptpodusa ceTyaTku rnasa BbiABAeHa Yy 1 NauueHTKw.
OcTeoMbl Yepena 1 YeNtoCTV BCTPEYaNnCh y 3 NaLMeHToB.
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BbiBOADI

Y naumMeHToB C ceMelHbIM afeHOMATO3HbIM MOJANMO30M
TOJICTOM KWLUKW BHETOJICTOKMLLEYHbIE MPOSIBAEHWS 3achy-
>XMBaKT 0C060ro BHUMaHMSA, ocobeHHo ageHoMmbl 4K 1 ae-
CMOWZHbIE OMyX0AW, OCOBEHHO C WHTPaabiOMWHaNbHON
NoKanusaumen. YuntbiBas BbICOKMIA PUCK OCAOXHEHWI Mpu
XUPYPruyecknx BMeLlaTesibCTBax Ha JaHHOW 30He, TpebyeTcs
npoBeZieHNe CBOEBPEMEHHON AMarHOCTUKW yKa3aHHOW na-
Tonorun. Mpwu anutenranbHbix Heoniasmax B MK nokasaHbl
NPOrpamMMmMPOBaHHbIE 3HAOCKOMUYECKME CaHauMn C LeNbro
NpodUNaKTUKN Pa3BUTUA aeHOKaPLMHOMBI.
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