Bropas noarpynmna xapakrepu3opanack AJ0CTOBEPHO 6onbllei, 4eM B NepBoi, BLIPAXKEHHOCTRIO ACIPECCHH H
npeobialaHyeM 3aCTPEBAOLIETO U MEJAHTHHHOrO THIOB aKUEeHTYyalui.

TakuM 06pa3oM, HEBPOTHUECKUI KOHGIHKT NEPEBOANT FOJIOBHOH MO3I YEJIOBEKA HAa WHOM, Gojee BHICOKMIA
YPOBEHb meTabonusMa, 4TO, 1O — BUAUMOMY, ARJLACTCA OOHHM M3 ycnoBuit GOpMHPOBAHHA IOPOYHBIX KPYroB» MpH
HEBpO3aXx, a, CIEA0BATEALHO, N aYTOKHHE3A WIH CaMOpa3BUTHA 6onesuu. Bmecre ¢ T€M, B YCIOBHAX HEBPOTHYECCKHX
paccTpoiicTs MeTaGoJIM3M TOJIOBHOIO MO3ra, IO HAll¥M JaHHBIM, CTAHOBHMTCA MEHEe PCaKTHBHBIM HA PAa3IMYHBIE BO3-
JeicTBUA 332 MCKIIOYEHHEM TEX, KOTOPHIC B TOM WIH HHOHM CTENEHH aKTyalu3HMpYIOT MICHXONOrM4eCKHH KOHQIIHMKT.
[posBneHneM 3TOTO MOXET ABIATHECA HAPYWICHHE a/laliTalluid K MEHAIOIUMCS YCJIOBHAM CPEABl, pa3BUBAIOMICCCA NPH
moGoM BapHaHTE HEBPOTHHECKHX HapylieHui. OQHAKO, HECMOTPA Ha o61y10 TEeHAEHIMIO K naeHTHUKauuH MeTabo-
M3Ma TOJIOBHOT'O MO3ra, M0 XapaKTepy €ro PeakTHBHOCTH Ha PasjIMYHBIC HArpy304HbIC npo6sl rpyrmna GOJILHBIX C
HEBPOTHYECKHMH paccTpoHCTBaMH ABJANACH HeoaHOpoxHoH. Jina 6onee TPEBOXKHBIX U SMOTHUBHBIX MMALMEHTOB OBl
xapaktepeH Gonee BBICOKMI W PEaKTUBHBIH yPOBEHb Merabonam3Ma, B TO BpeMs Kak AenpeccHus U JTWIHOCTHAs PHIHA-
HOCTb COOTHOCW/IMCH C PHIHIHOCTBIO U 110 JaHHEIM HCCIEROBaHHA YPOBHA NOCTOZHHOFO MMOTEHI{HAJIA TOJIOBHOI'O MO3-
ra. Takas HEOJHOPOAHOCTh HEBPOTHYECKOH IPYMIbl, BEPOATHO, OTPAXKACT PasHIHEIC NaTOreHeTHYEeCKUe BapHaHThL
(opMHPOBAHHA HEBPOTHYECKMX HapyIIeHH i, CBA3AHHEIE HE TOJIBKO C 3IMOUMOHANIBHO — IMMHOCTHBIMH 0c006€eHHOCTAMH,
HO H, BO3MO>KHO, C HCXO/IHBIMH ocobeHHOCTAMHM LepeOpanbHOro MeTaboNMU3MA.

Takum 00pa3oM, U3MEPEHHE YPOBHA MOCTOAHHOIO NMOTCHLHAJA NO3BOJIAET OTC/EXUBATh U3MEHEHHUA SHEpPre-
TUYECKOro roMeocrasa, OLEHHBATh COCTOAHHE aJaNnTHBHLIX BO3MOXHOCTEH OpraHu3Ma NpH HEBPO3ax M OTKPHIBACT
HOBBIE NEPCNIEKTHBLI H3YUCHHUA NIATOreHE3a HEBPOTHICCKHUX paccTpoHCTB.
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O FTEHETUYECKUX ®OPMAX TMNEPAAPEHOKOPTULUIMA
' A.M. Kanuuuh, A.B. AHapycedko, O.NN.Cupoposa

MockoBckail 061aCTHO#R HaY4HO-HCC/IEJ0BATEIbCKHH KIHHRYECKHA HHCTHTYT

HauGonee yacTo BCTpeuaromuMuca 3aboneanuamu, 06ycIoBIeHHBIMH IMIECPaiPCHOKOPTHIA3MOM, ABJLIOTCA
Gonesnn Muenko - Kymnnra (BUK) u riokoctepoma. 110 AaHHBIM CTATHCTHYECKHX OTUETOB B 1990r. Ha TeppHTOpHH
CCCP 650 3apeructpuposano 3776 caydaes BUK. Vcranosneno, uto manndecraums BUK obycnoByesa ropmMo-
HATIbHO-aKTUBHOH afeHoMoil runodusa. Mnnepcexpeuns AKTI 3ToM OMyXONBIO BEJET K PA3BUTHIO ABYCTOPOHHCH
rYMNepIa3sKy KOpbl HAANOYEYHUKOB,BCIIEACTBHE YEr0 B OPraHH3ME NOBLIIACTCA YPOBEHb KOPTH3ONA. I'moxoctepoMa
(T'n) - rOpMOHANIBHO-aKTHBHAs 06pOKaueCTBEHHAs (aleHOMa) WIIH 3/I0KaYeCTBEHHas (pax) omyxoJib KOpbl Haamo4ey-
HHKOB. JTHONOrMs M natorees UK B HacTosee BpeMs HEM3BECTHBI, XOTA HEKOTOPhiE HOPMBI MOTYT HMETh T€HETH-
YecKyIo 0GYCIOBNIEHHOCTb. Y UUTBIBAS, YTO CBENEHHA 00 3THX POPMAX €IHHUYHEI ¥ OTPAXEHBI B HECKOJNBKMX CTaThAX,
B OCHOBHOM, 3apGEKHBIX aBTOPOB, Mbl NOMBITANKCH X 0606WHMTE B 1aHHOH pabore.

Cunraerc, 4To ceMeliHoe "HakoluieHHe" 3a601eBaHUs YKa3bIBA€T HA €r0 FEHETHYECKYIO NCTEPMHHUPOBAH-
nocts. Tak, nepsoe coobiwenue 6b10 caenato B. Arce B 1978r. [1]. Y Gpatbes u cectep U3 OIHOH CeMBH 6b1a guar-
HOCTHpOBaHa cemeitHas dopma cunapoma Huenko-Kywmnura (CHK). Y tpomx cubcoB 3abonesanue 00ycOBICHO aje-
HOMATO3HO# HMEPIUTa3Hell KOPbl HALMOYEUHHKOB,a Y YETBEPTOrO - 3/10KaYeCTBEHHOH [J1. Y pOJCTBEHHHKOB MO MaTe-
PMHCKO ¥ OTLIOBCKOH JIMHUH TIPH3HAKOB TMNIEPaJPEHOKOPTHMIIM3MA HE GbLI0. Y OTUA OTMEHANOCh YBENMIEHNE LIMTO-
BuHo# xenesst (LIDK). Bee neTu 3aGoneny B nepron nonosoro cospesanus. Y seex Gbul Hapymen yrieBoAHbli 06-
MeH. ABTOpbI IPE/INIONAraloT HaCAEACTBEHHBIN XapaKTep BOSHUKHOBEHHS JaHHOH (JOPMEI THIIEPaIPEHOKOPTHLIM3MA.

IMepsoe coobwenue o cemeitHom CHK B coueranus ¢ MOpoKaMH pa3BUTHA H Ipyro# natojorueil caenaHo B
1980 romy [28]. Bonesns BepuduuuposaHa y 2 u3 4 aereil, pOAMBIINXCA OT 3J0POBBIX poaureneil. Kak noxasano
JanbHelinee HaGMOAEHHE, Y GONBHBIX ¥ HX CHOCOB 6hU1a BhIABJIEHA ApYras MAaTONOTHA, KOTOpPas YKIaAbIBalach B CHH-
npom LA.Carney [6]. O6oum GONBbHBEIM NMPOM3BENCHA ABYCTOPOHHAA aJPEHANIKTOMMUA. I'ucronormueckas CTpyKTypa
HAZMOYEYHHKOB COOTBETCTBOBANA CTPYKTYPe NEPBHYHON MMIMEHTHOH MENKOY3ENKOBOH ajpeHAIOBOH MMUCIUTA3HH
[IITIMA/I]. ABTOpEI NPEANONOXWIH B 3THX HabmoaeHusx 0cobyto ¢opmy CHK, pa3BuBarolIerocs BCAEACTBHE BPOX-
JeHHOTO fedeKTa HAITOYEYHUKOB NMPH OTCYTCBHH HapylIeHuil B rIoTanamo-runousapHoii ocu. B Tom xe roxy
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ONHCaH CeMEHHEIH CiTy4aii KapJHaNbHOH MHKCOMBI B ITMMA/L B coueTaanu ¢ ABYCTOPOHHEH KpYITHOKIIETOUHO OIry-
XOnbio Andek u3 knetok Cepronu [21].

O cemeiinoit dpopme BHUK Bcrnenctsue ABYCTODOHHEH Y3€NKOBOH TMNEPIUIa3nK KOPHI HALNOYETHUKOB COO6-
wunu M. Donaldson u coasr. [11]. [Tpuunny HagnoueunnkoBoi THNCPILIA3HH B 3TOM HaGJIONEHHH aBTOPaM YCTaHO-
BUTb HE YAanock. OHM NIUINB yKA3a/IH HA YETKUM ceMeiiHblii XapakTtep 3a6oneBaHus.

B 1985 r. [6] onmcan croeo6pasHsiii CMHIPOM ¢ MHOXECTBECHHBIMH KIIMHHYECKUMH NIPOABACHUAMH: KOXKHEIE
KapHanbHeIE MUKCOMBI, NATHUCTAs NMHIMEHTALMA KOXKH M CJIH3MCTBIX 000N104€eK, IHAOKPHHHBIE HAPYLIEHUS (CHK),
obycnosnennsie [ITIMA]I; axpomeranus; NPEKACBPEMEHHOE 110JIOBOE CO3PEBAHUE BCIIEACTBHE TECTHKYJIAPHOH OMyXo-
nu knetok Cepronu - Jleliura, romy6eie HeByCHI, TUHCKOMACTHA, CAMHIIHBIE WIIH MHOXECTBEHHBIE CIIU3NCTEIE (ub-
poanenoMs! [6]. ITOT cuHApOM noMyumT COOTBETCTBYIOLIEE SMOHHMHOE HasBaHKe A.Danoff u coasr. [10] xo6asmmm k
“cniucky" LA.Carney H COaBT. MENaHOKIETOUHBIE IIBAHHOMEL H IeNaTOMBI C NMOBPEX/ICHHEM COE/IHHHTENBHOM TKaHH.
Tlpeanonaraercs, YTO KOXHO-CNH3HCTBIE TUTMEHTHbIE NISTHA H ApYTHE KOXHEIE NPOABJIEHHS CITYXKAT NPU3HAKAMH T10-
P@XEHHS HAJNIOYCIHHKOB HIH MHUKCOMBI CepALa.B nansueiimux uccnenopanmsx 3tu ABTOPEI NPEATIONOKIIH ayTOCOM-
HO-JIOMMHAHTHBIHA THI €r0 HacnenoBanus [7,8], Tak kak 6sL1a 3aHKCHpPOBaHA Mepesaya Toro CHHIpPOMa OT OTHa K
ceiHy. B.Hodge u coasr.[15] pasnensior MHenHe o HaC/IeICTBEHHON NIPUPOJiEe CHHAPOMA H TOYEPKHBAIOT, YTO MOYTU
BO BCEX OMHMCAaHHBIX HaOMOAEHUAX OTMEYATH HECKOJBKO ero "KOMIIOHEHTOB", a NMOpaXEHHE HAATOYEYHMKOB GELIO
ABYCTOPOHHMM ¥ MYJBTHUCHTPUYHBIM. CuuapoM LA, Carney nabmogaetcs, kak NPaBMJIO, B MOJIOJIOM BO3pacTe.

Ipoananusnporansr Habmonenus cemeitHoro CHK, o6ycnosnentoro IMMA/JL, u ZaHHbIe, Kacaloluecs pos-
CTBEHHMKOB GonbHBIX [3]. Ocoboe BHHUManme 6bLTO YACTEHO BBIABICHMIO KIHHHYECKHUX NPH3HAKOB CHHAPOMA
L.A.Carney. IMocneaxne He 6buIH BbIACIIEHS], B CBA3M C YeMm aBTODH! MPHILTH K BBIBOAY, YTO ceMeiinas dopma CHK,
obycnosnennas IMTIMAJ], He Bceraa sBnserca "yacthio” AanHoro cunapoma. Takum o6pasoM, MpaBOMOYHO Bhimene-
Hue asyx dopm IIMIMAJ - coyeraromeiics ¢ cunapomoM 1.A.Carney M He coueraomeiics ¢ Hum. Kak u IpyTHE aBTO-
PBI, MBI CKJIOHHBI CIHTATh, 4TO 3a60neBaHUs, 06YCAOBICHHbIE [IMMA]], ABAAIOTCA HACTEACTBEHHBIMH C ayTOCOMHO-
AOMMHAHTHLIM THITOM TMepeiaun ¢ BapuaGeNbHON NEeHeTPaHTHOCTHIO. B HacTosmee BpEMA HET €IMHOr0 MHEHHSA O
IMMAJL, win 370 ofiHa W3 CTajmii pa3BuTHA runoranamo-runodusapHoit Gpopmel runepaapeHokoptumusMa (BHUK),
HIIH - aBTOHOMHAsA NaTONIOrKs KOpLI HaanoyeyHnkos (CHK).

BHK ¢ kIMHHYECKMMU NPOSBIEHUAMU curipoma [LA.Camey (KoXHble MEKCOMBI, reliaToOMbl) HAMH BBISBJICHBI
Yy 4 (2,8%) u3 140 o6cnenosannbix. IlepBoe u eauHCTBEHHOE coobuienue o cemeiiHoit dpopme THNEepaapeHOKOPTHLIH3-
Ma runoQu3apHOre MpOMCXOXAEH!s MpeCcTaBneHo B 1988 r. [31]. [TpuBoanTCa onucanue IByX cuOCOB, CTPARAIOMMX
BHK. Y onnoii u3 cectep B 13-netHem Bospacte ctamu otMeuats YBENITYEHHE MacCHI Tella H OTCTaBaHKe B pocte. [1pu
obcnie0BaHHN BBIABNEHD! KJIACCHUECKHEe CHMITOMB! BHUK: IPEHMYLIECTBEHHOE OTIOXKEHHE XHUpa B 061aCTH TYJIOBH-
LA, NONOCE! paCTSKEHHS, apTEepHANIbHAA [HIEPTEH3HA. YPOBHH KopTH3ona 1 AKTT Gbili MOBbIILEHEL, YpoBeHs Kop-
TH30J1a B IJIa3M€ KPOBH HE pearHpoBan Ha Majible JO3bl €KCAMETa30Ha (2mr/cyT), npn GonbmoM nekcaMeTasoHOBOM
TecTe (8MI/CyT) OTMEYANoch CHHXKEHHE CEKpenHH KopTH3oNa moytH Ha 50%. C jegebHoit nenmio NpOH3BEicHA MM~
TUIaHTaLHA paiMOaKTHBHOTO 3010Ta B 061aCTk Typeukoro cea. IToCTeneHHO HCYE3TH CHMITTOMES TUIIepafCHOKOPTH-
L13Ma, ypOBEHb KOPTH30/1a B IU1a3Me KPOBH HOpMaiu3oBaica. BonbHas ocraBanace 3A0pOBO#i B TeueHue 9 sieT, 3aMec-
TUTEIbHAA Tepanks He NpoBoAUNack. Mianwas cectpa 3Toit 6onabHoi TOCTYMIIa B rOCIIMTANS B 19-n€THEM Bo3pacte ¢
XKano6aMH Ha yBeNHUEHHE MACCHI TeNa, TIOJIMAUICHIO, NOMHYPHIO. HIMENTHCE MONOCH! pacTsaxenus. YposHu KOpTH30/a
1 AKTI" B nnasMe KpOBH GBLIH NMOBBILIEHHBIMH. ITpousBeneHo ynanenue aneHoms runogusa. C ygeroM Toro, uto y
cubcoB Gbina afieHoma runousa, ABTOPBI CYHMTAIOT, YTO "runodusapHas” cemeitnas BUK Bo3Moxua B paMKax MHOXe-
CTBEHHOH SHIOKPHHHOMK Heorasuu I tuna (M3H-I), KOTOpast HMEET ceMeiHyIo MpeApacnonoKeHHOCTs U Hacnexyercs
110 ayTOCOMHO-AOMHHAHTHOMY THITY.

Ilpu coctasnennu 157 popocnosubix y 135 6onsupix BUK u 22 - I'n cemeiinas dopma Hamu BeIABICHA y7
(5,1%) Gonbueix BHK. B 6onbmuuctee Habmonenuii BUK cnopaauyeckas. OMHAaKO BBISBICHBI CEMEHHEIE ¢dhopMsI, B
KOTOPBIX MOXHO NPEATION0KHTE ayTOCOMHO-PELECCHBHBINA H ayTOCOMHO-AOMHHAHTHBIH THITSI nepefayy naTonorude-
CKOro rexa. CTaTMCTHYECKMIl aHANU3 ¢ MCIONB3OBAHHEM TECTHPOBAHHA CErPErallMOHHBIX OTHOWIEHHI ANPUOPHBIM
METOZOM NOATBEPAWT BOIMOXHOCTb @y TOCOMHO-PELIECCHBHOTO THIIA HACAEIOBAHMA B CEMBAX Gonsrex BUK ¢ Tnom
6paka ponureneit Aa x Aa. B mutepatype MsI HawwH omucanue 27 Habmoneuuit cemelinpIX cyuaes Gonsurx BUK u
CHK [1,3,11,26,27].

Kak yxe 68110 cka3aHo, ofHOM M3 reHeTHaecky obycnosnennsix popm pasutus BUK, I'n apnsercs MDOH-L.
B nutepatype Takxke oT™MeueHa BO3MOXHOCTD manuecraumu BUK, I'n B pamkax MOH-1 [5].

TIpo6rema MOH nanexa OT NONHOTO OCBEIMIEHMS B CHELHMANBHON OTEYECTBEHHOH JuTeparype. B nanHoii cra-
ThC MbI MIONBITATHCH U3I0KUTH OCHOBHEIE NONIOXKEeHHA npoGnemsr BUK, i B pamMkax MOH.

MD3H npeacrasnsmot coboii rereporennyio TPYIUTy CEMEHHBIX (WM BPOXIEHHDIX) 3a60NneBaHuil, IIPH KOTOPBIX
B NaTONIOTM4ECKHIi NPOLECC BOBJIEKAETCA CPasy HECKONBKO SHJIOKPHHHBIX Xene3. B HacTosmiee BpeMs pasnuuaror 3
tHna MOH. MOH-I (cunapom Bepmepa, cunapom onnuHrepa-DuIHCOHa, CHHAPOM ®epec-AnbpHHr) xapakTepusyer-
C# BOBJICUCHHEM B MATOJIOTMYECKUH MPOLIECC CMEAYIOWMX XKeNe3 BHyTPEHHEH CEKpeLMU: THNOGhH3a, OKONOUHTOBH/-
Hbix xkenes (OLLDK), nomwxemynounoii xeness, kops! Hapnoueunuxos, DK, Ipu MIH-1 mopdonormueckue namene-
HUA rUnodusa NpeaCcTaBNeHsl aAEHOMOH ¢ CHMITOMAMH akpomeranuu u CHK ¢ runepdynkuneii, passuruem ameno-
pew 1 ranokropen (curapom ®opbeca-Asiopunr). Mamenenns OLIDK B 80% NpeACTaBNAOT Co6Oi runepiasmo npe-
MMYLUECTBEHHO IIABHBIX KIETOK, a Takxke ageHoMo# OLLDK. B nomkermynouHoi xenese MOryT 00HapyXHuBaTh afeHo-
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KaplMHOMY, HHCYJIOMY, IIIOKOTOHOMY, FaCTPHHOMY (CHHAPOM JonnuHrepa-Juikcona). Kopa Haano4e4HHKOB MOXET
BOBJIEKATHCA B NATOJIOTMYECKHUIA IPOLIECC C Pa3BUTHEM THNEPIUIA3HH WIK dJCHOMEI C THNIEPKOPTHLIM3MOM H IUMepajls-
nocreponnsmoM. IMaronorus LK MoxeT NpoABHTECA B BUIE alCHOMBI H THPEOHAOMBI. Druonorus MOH-I cea3ana ¢
ayTOCOMHO-AOMMHAHTHBIM HACE/I0BaHKeM. B naroresese posb NaToIOrHieckoro resa OTBOAUTCA nedexry nudde-
pEHUHMALHH HEBPOTEHHOTO rpebHA.

TakuM 06pa3oM, npu aunarHoctike BUK whwiu Tn Heo6xoauMo noMuEuTs 0 MOH-I ¢ TeM, uToGBI BOBpEMS Be-
pUdHUMPOBATH AACHOMATO3 WM CMIEPIUIA3HIO B APYTHX Kele3ax BHyTpeHHeilt cexpeunn. Ocoboe BHUMAHUE ClENyeT
yaenath c6opy aHamHe3a (T€HEAIOTH4ECKHil aHAMHE3), €CTH BO3MOXHO, C OCMOTPOM POACTBEHHMKOB GonbHBIX IS
MCKJIIOYEHNA Y HHX COOTBETCTBYIOIUMX OITyXOMN€H JHIOKPHUHHBIX KKENes. MDOH-II xapakTepH3yeTCs ABYCTOPOHHHMH
MeYSPHLIMH KapLMHOMaMH, IBYCTOPOHHEH (e0XpoMaLMTOMOH, runepruiasueit OILLDK win ux omyxonsto. MOH-III -
couetaHueM MemyiapHoro paka LIDK, nByctoponHeil (peoXpoMOLMTOMOH, MHOXECTBEHHBIM HeApoMaTo30M CNH3M-
CTBIX ¢ "MapdaHOUAHON" CTPYKTYpO#i TeNla M HapylleHHeM QYHKUMM KHIICUHKKA.

B 3apy6exHoil TUTepaType W3BECTHO OMMcaHHe 9 GONBHBIX BUK B pamkax M3H-I [14,18,19,20,24,26,33].
B03MOXHO, X PETHCTpUpYeTCcs B MUpe GOJIbIIE, TaK Kak He BCe MYOIMKYIOT CBOM Habmoaenus no MOH-I n BHK. B
1939 r. aBTops! [23] coobuywn o GonsHoit BUK, y koTopoit cecTpa cTpafana TIapaTHPEONIHOH a[ICHOMOM M BBIPAXKEH-
HBIMH KJIMHIYECKHAMH NPOSBJICHUSAMH THIIOTTHKeMUH. JIpyrue aBTops! [26], u3yyas Ty Xe CEMBIO B 1961 r., BRIABWIH Y
npo6anaa nepeuyHbIi runepnaparupeos (ITTIT). B nanpHeiiineM 6puio coobiieHo [22] o AByx ApYruX peakux Ha-
6monennsx coeranns IITIT u BUK. B omsoM 3 Hux TTITIT 6eu1 obycnosieH afeHoMoH ONIX, a BUK noarsep-
JK/ICHA JAHHBIMH THCTOJIOTHUECKOTO HCCEN0BAHMSA - M (y3HO-y3eIKoBas MUMepIUIa3Hs KOpbl HAANOYEYHHKOB. bob-
HOMY NPOBEIEHB! IBE ONEPAlMK:BHAYANE ABYCTOPOHHAS CYGTOTaNbHA AAPEHANIIKTOMMS, @ 3aTEM - JKCTHpTAld ane-
HoMmsl OLLDK. Bo BTOpoM HabmoAeHHH y XKEHIIMHBI C TAKHAM XK€ COYCTAHHEM 3a0oseBaHuil MOCIEAOBATENIBHO OCYILE-
CTBJIEHHBI; OAHOCTOPOHHAA AJPEHATIIKTOMHUA, OXHOCTOPoHHAA (apyrue OLIDK Gbuty BH3yanbHO aTpodMpoBaHbl, THC-
TONOTHYECKHM - B HOpME) aneHomskToMust OLLDK 1 pesexums IIDK (Tpeth TkaHM) u3-33 QOIUTHKYJIAPHOH a€HOKapIH-
HOMBI.

Onucan GonsHo#t BUK, TI'TIT, runepnponakTUH3MHEHR H KapPUMHOMOH MOKETYNOUHON XKeNe3sl B paMKax
M?H-I [20]. Ects coobiienns o GonbHOM ¢ aCHMITOMATHYECKOH aAeHOMOMH nomxenyaouHoii xenessl, BUK, II'TIT
[16]. Ha6momamu Gonsroro BUK, IMITIT u ractpunomoii [33]. B sTHX cirydasx He OLCHUBATHCE OnoxumuuecKkye u3-
MEHEHHS, CBS3aHHbIE C HapylleHneM QYHKUMH SHIOKpUHHBIX jkenes. K. Miyagana u mp. [18] npusonmsr onucanne
GoasHoro ¢ MIH-I, y koroporo coueranuchk BHUK, III'TIT ¥ HHCYNHMHITIOKarOHOMBI. BonbHoii 6511 OnepHpoBaH: ce-
NexTHBHAS TpaHC(EHOMAANbHAs TMNOpU3apHas MHUKPOAJEHOMIKTOMUA, CYOTOTanbHas NapaTHPEOMAIKTOMHS, IHYK-
neanus ofMyXoJH MoKeTyA0uHo# xene3sl. CeMeHHOro HaKOMIEHHs IHAOKPUHHBIX 3a6onesaHuit He oTMedanock. Co-
JepKaHue Kansuus, pocdopa, KOPTH3ONA B KPOBH Y WIEHOB CEMbH COOTBETCTBOBAJIO HOPME, 1 3TO JAN0 BO3MOXHOCTH
aBTOpaM MPEANONOKHTE, 4To GONbHOM ABNAETCS MEPBLIM MyTaHTOM. MMeerca coobmenne [14] o 42-nerneit 6onbHOH €
M?3H-1, y xotopoii otmeuanoch coyeranue [II'TIT, BUK 1 nepBHYHOro runepaibaoCTepOHH3MA. Biavane 6bi1H BEpH-
¢uumposanst IIITIT 1 nepBHYHBIA THNEPaTbAOCTEPOHH3M, OCYILECTBICHO Y/IANCHIE aICHOMBI OLPX # npaBoCTOpOH-
HAA afipeHaN3KToMuA. B TO BpeMa ypOBHH IIIOKOKOPTHKOMAHBIX FOPMOHOB HE NMPEBbIATH AOMYCTHMBIX noxasaTeneil.
Uepes 8 net y aToil ke GonbHol Gbuia auarHoctuposana BUK, mo mosomxy KOTOpO# Obla NMpOBEJCHA Onepalyi -
TpaHcdeHouaabHas runodu3apHas MEKpOaAeHOMIKTOMHA.

B nureparype coobiuaercs o 5 HabmoneHusax [13] coyeTaHua rUnepalbAOCTEPOHU3MA U IIITIT. O1H aBTOPEI
otHocaT MOH-I x HacneACTBEHHBIM 3a60JICBAaHMAM C ayTOCOMHO-JOMUHAHTHBIM THIIOM HacnefoBanui. OHH OTMeHa-
10T, YTO NpoGanabl MOTYT HE MMETh CBEJICHHI 0 3a60/1eBaeMOCTH SHAOKPHHHBIMHM HEOIUIa3HAMH CPEIH POACTBEHHH-
KOB, I03TOMY OTCYTCTBHE HAC/IEACTBEHHOI OTAromenHocT: no M3H elue He ABNsETCA GECCIOPHEIM (aKTOM, ¥TO 3TO
He HacJIeICTBEHHas NMaTOJOrHUA.

I.H.Boeg u ap. [4] npu ananuze 119 Habmonenuii ITTIT B 17,5% 0OHapyXuiIH COUETAHHE ITOTO 3abosieBa-
HUA C IPYTMMH SHIOKPHHONATHAMHU B pamkax MOH-I. B 4acTHOCTH, aBTOpbl OTMEHAIOT, YTO y OAHOrO 6onsHOTO C
TIITIT Gsuta Bepuduuuposana BUK. Umeerca onucanue GonsHoit 28 net ¢ MOH-I, y koTopoit 6suin BepH(ULIMPOBa-
upl [, TITTIT ¥ o-k1eTouHas ajeHoMa (II0KaroHoMa) moukeTy 104Ho#M xenesst [9]. M3BecTHo elme o AByX Habmoze-
nuax Tn/anesomsr u TTTTIT [24]). B kaxaom U3 HUX He OTMEYEHO CeMEHHOH OTArOILEHHOCTH NO SHAOKPHHHBIM 3a6o-
nesannaM. Pynkupuonmpytouwue I'n npu MIH-1 ouens pesxu. Onucano 7 Takux HabMOACHUA.

ABTOp, OnHcaBmuit 6oMbHBIX ¢ cHHApoMoM 3omnuHrepa-Omiucona  BUK, noguepkusaer kpaiiHioo pen-
KOCTb TakMx Habmogmenuit [17]. ObcnenoaHo 75 GombHbIX CO criopamudeckoit ¢opmoil cunapoMa 3oJUTHHrepa-
JnnmcoHa ¢ uenblo o6Hapyxenns CUK. Tpoe (win 5%) u3 59 G0MbHBIX MMeNH NPOABJICHHA HNEPaAPCHOKOPTHLIM3MA
(TAXKENO0E TEYEHHE) BCIEACTBHE IKTONUIECKOH MPOAYKLUHY aPEHOKOPTHKOTPOIIHOTO rOpMOHa (AKTT). VY 3 (unn 19%)
3 16 GonbHbIX ¢ CHHApoMoM 3omnuHrepa-Jiutucosa 1 MOH-I (sepuee, B pamkax MOH-I) obHapyxkeHa TopnuaHas
¢opma BHK. l'acrpuHoMa y HuX 6bina 106poka4ecTBEHHOM.

Bogneyenne LIDK B pamxax MDH-1, xak coobwaercs [7,12], Bctpeuaerca B 18 (25%) nabmozneHmii. Onucei-
paioT couetanue BUK u I'1 [29]. B omxoM HabmosneHnu y 6015HOM 43 JieT BHISBIIEH JIEBOCTOPOHHHH y37108B0i 306 (ipu
ckanupopanun DK "ropauuit” ysen). Knuuuueckux nposisneHuit THpeoTokcnko3a He 6suo. Ilponssencna cyOToTab-
Had THPEOHAIKTOMHA (THCTONOrHYECKH KOJUIOMHbIH 306). Yepes 3 roaa BissneHa ' (kakoro HaAMoYe HNKa HE yka-
3aH0). B Apyrom y GoneHoit 34 net cmycta 5 net nocie ycnemuo# cy6ToTansHo# agpeHanskromMun no nosoxy BUK
BEpH(HLHMPOBAH YTHPEOHAHBIH y310Boii 306. [To AaHHBIM CkanupoBanusd - "ropsunit” ysen IIDK ¢ nonasnenuem ok-
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Pyatomel THpEOUAHOH TkaHH. CrENHANILHOTO JIEYEHUA He IPOBOAMIH. Yepes 5 nieT N0 JaHHBIM OmNpe/eNeHus THPOK-
CMHAa B KPOBH BepHGMUMpOBaHa TOKCHYecKas afeHoMa. Ilocie JleueHMs paaMoaKTHBHBIM HOAOM HACTYNWIO 3Ha4u-
TenbHOE ymyumienue. B Habmonenuu 3, Bospact GonbHOl He yka3aH, BepudHIHpOBaHA TOKCHYECKAs ajeHOMa 10D; 8
(npasoit fomu Yepes rox nocie ABYCTOPOHHE a/IpCHAIDKTOMMUH, HE YKa3aHO TOTAJILHOH MK Cy0OTOTANBHO, 10 MIOBOJY
BHK). Knunnueckn 3yTnpeos coxpansica o 10 ner. B nabmonenuu 4 y GonbHoit 44 net nposeaeHa OIHOCTOPOHHSAA
AApCHAIKTOMMUA 1O NOBOAY afAcHOMBI. Yepes 3 roza 6b1 o6HapyxeH y3noBoit 306 (BBIABNIANCA ¥ MO IAHHBIM CKAHM-
poBaHus). XapakTepHoO, YTO B 3THX HAaOMOACHUAX COYETaHHE ABYX 3aboneBaHuii BepudHUMPOBATOCE He cpasy, a B
TEICHHE HECKOJILKHX JIET NX JHHaMUueckoro Habmonenus. IIpy 3ToM B Tpex u3 4 HabmoaeHuit MaToNorus HIX pas-
BHBAJIACh NOCJIE aAPCHAISKTOMHH 110 rosoxy BUK wmn I'n y 6onpHbIX )eHckoro nona. Yuursisas, yro Mexxy LK u
Ha/NO4YEIHUKAMA UMEETCA OMNpENE/IEHHAs B3aUMOCBA3b, ClIEAYeT NPENOoNaraTh, YTo a/IpeHOKOPTULM3M ABJIAETCH "Jie-
4e6HBIM" (AKTOPOM B OTHOLIEHMH TOKCHYECKOMN aleHOMEL.

Me1 pacnionaraem paHHbIMH 0 codetanun BUK wiwu Tn ¢ 3a60neBanusamu LIDK. B yactaocty, u3 140 o6cne-
noaHHbIX GonbHbIx BUK, y3moBsie $popMsl 306a BBIABISIHCE y 10 (7%), pak IIIX - y 1 (0,5%). U3 12 60nbHBIX cO
3/10Ka4eCTBEHHOMH I'1 MHOrOY3/10BO# 306 BhIsBAANCA ¥ 1. [Tocaeauas naTonorus 1K 6ni1a BeABneHa y 1 60s1bHOTO U3
9 obcnenoBanHbIX ¢ no6poxavecTBeHHOi dopMoii . ABTopbi [29] mpeanaraloT OTHOCHTH Takue coveranus BUK
w/unn I'n ¢ natonorueii 1IPK k MOH.

Kak yxe ykassiBanocsb, peaxoe HabmoaeHne GoNbHbIX ¢ MO3H-, y xotopsix Bepuduumpyercs BUK w/wmm I a1,
CBA3AHO C HEAOCTATOYHOH M3YYEHHOCTLIO ITOTO CHHIPOMA, HE MOJHOM uHdopManmeii 0 HeM (He BCe BhIsBIsEMbIE
CITyal perucTpUpyIoTCs WM ONUCHIBAIOTCA B CHIELHMAILHOM JHTepaType). OHH TPy aHO Pacro3HaloTCs He TOJNBKO NpH
KH3HU GONBHOTO, HO M TIPH NPOBEJCHHHM NMATOMOP(ONOrHIECKOro HCCIER0BaHuL. O6 3ToM CBHACTENBCTBYIOT HAIH
AQHHBIE O PETPOCMEKTHBHOM H3y4EHHH NPOTOKOJIOB BCKPHITH Y GOJNBHBIX C SHAOKPHHHBIMH ONyXoJiaMH. 3a nepHox
1974-1992 rr 8 MOHHKH naroMopgonorieckoe HCCenoBante GhuIo nposeneHo y 14 ymepimnx no nosoxy BUK u
8 - o nosoay I'n. ITpuBoAUM onucanue Tex cyyaes BUK, I'n, koTophIe peTpocnekTHBHO MBI pacuenutu kak MOH.

1. TlpoTokon BckpeiTia Ne 36 ot 1988 r. Hcropus Gonesnn Ne 1247, BonpHas 11, 331, xen. Knmunmueckuit
Auarno3: BHK, pa3BepHyTas kiHHMYeckas CTagus. Kopruxocrepoma? Crepounnsiit quaber, JEKOMIIEHCHPOBAHHEI .
Muokapauoauctpopus. CepreuHo-nerounas HeoCTaTouHoCTh 111 CT. ITpaBOCTOPOHHAS FHIOCTATHYECKANA THEBMOHMS.
I'unokcemudeckuit otek Mosra. AGcueanpyromuit GpypyHkys BepXHeii Tpetu npasoro Genpa (mpenax 27.01.88). An-
FHOHEBPOTHYECKHH OTEK NHua (peakwusa Ha B/M BBeHEHHE aMnAWWUIHHA). TTaTonoroaHaToMHYeCKuii ANATHO3: OCHOB-
Holi - CHK, 3510kauecTBeHHas KOPTHKOCTEPOMa JIEBOTO HajmodeuHnka, OCIOKHEHNS: METaCTA3k] OITYXOJIH B JIETKHE,
NEYeHs, JIEBYI0 MOYKY, AMCTPOGMA NApEHXMMATO3HBIX OpraHOB; NPAaBOCTOPOHHAS HIDKHENONEBAs ITHEBMO-
HHA;0CTEOTIOPO3; OTEK JICTKHX; OTEK FOJIOBHOTO MO3Ta; OXKUPEHHE; KAMHH XETYHOTO Iy3bips.

T'ucmonozuuecxoe uccnedosanue. Koctu: KOpTHKANBHLIN CIIOH HCTOHYEH C paspactanuem ¢ubpopeTuxynsp-
HO# TkaHH. B ryGuaTom croe eHHAYHbIE KOCTHBIE GAIKH B COCTOSHMM aucrpoduu. LIPK: xomnouauslit 306 mwurosua-
Ho#t sxenesbl. OLLDK: cpenu MBBIX KiIETOK TpaGeKysuisapHbie CTPYKTYPBI M3 IVIABHBIX KJIETOK, YTO XapakTEPHO IS
HopMansHO# OLIDK. EnuuivHbIe y3enKku U3 OKCHOHIbHBIX KIeToK. Hanmoueunuxy: OIYXOJb NPEJICTaBIeHa y4acTKa-
MH HEkpO3a C NOJIAMH aTHIIHYHBIX KJIETOK, aHTHOMATO3 CTpOoMBI. ['Hnous: runepmnasus us 303HHO(HNBHEIX M 6a30-
HABHBIX KIETOK C HEKPO30M KJIETOK. JIerkue: MeTacTas KOpTHKOGNACTOMBI B NapeHXHMy JIETKHX, B MIPOCBETE COCYAOB
TpoMObl. TIoukH: AMCTPOGMSA SNHTENNA MPOKCHMANBHBIX KAaHAIBLEB, OTEK crpoMel. Cepaue: runeptpodus kapamo-
MHOUHTOB C X BBIpAXXEHHOH NMCTPOdHEH U noBpekaeHHEM; oTek cTpoMbl. Ha ocHoBanuu MaTONIOr0aHaTOMHYECKOro
MCCIIENI0BaHNA Y GONLHOMN BBLABIICHE! 3/I0KaYECTBEHHAS OMyXOMb JIEBOTO HajnoueyHuka, 306 DK, ysenkosas runep-
rwiasud LK, runeprutasus runodmsa, 4To yKiiansisaeTca B Te H3MeHeHHs, KOTOpBIE XapakTepHsl gua MOH-I,

2. TTpotoxon BekpeiTHs Ne 226 ot 1986 r. Hctopus Gonesuy Ne 12743, Bonphas M., 41 r., xen. Knunuveckuit
AMArHo3: HeIOCTAaTOMHOCTE KPoBOOOpalleHus B BepTeGpanbHO-6aswiapHoM Gacceitne. Hanmouyeunuxopas HEJoCTa-
TOHOCTD NIOCNE TOTANBHO-CYGTOTANBHON Pe3eKUMH HANNOYEYHHKOB Mo NoBoxy BHK. Crepounnblii guaber. Coctos-
HHE M0C/IE JIEBOCTOPOHHEH TUTOTOMHH. XPOHHYECKHH NMHenoHedpHT. THIoCTaTHYeCKad MHEBMONHS. COCTOSHHE Moc/e
MCKYCCTBEHHOH BEHTHIALMHN JIErkuX. Muokapauonuctpogus. Ocrpas cepnedHo-cocyaucTas HegoCTaTouHOCTh. T1aTo-
JIOrOaHaTOMHYECKUI AHarHo3: ocHoBHOH - BUK, KoMOMHMpOBaHHOE neYeHHe - ToTanbHAsS aIPCHAIDKTOMHS CIIpaBa
(1978), cnesa cybrotanbhad (1979), HemoaHbIi Kype JTy4eBoit TEpanuy Ha rUNoTAIaMo-THIOGH3apHY10 06macTs. Aze-
HOMa NeBoro HaanoveyHuka. Xuposas uHGUIbTPana nedeHu. Oxupenne. OCIOKHEHHE: OTEKH K HabyXaHue roJyos-
HOro Mo3ra ¢ ylemaeHueM ctona. Jluctpodus noyek, Muokapna. Jlunomaros NOJKETy A0YHOH xene3sl. JIeBocTo-
POHHAA JIMTOTOMUA. MHOXECTBEHHBIE OCTPHIC A3BBI KETy/IKa. JBYCTOPOHHAL MHEBMOHUA. OTek JIErKHUX. JBycTopon-
HHMII rHApOTOpAKC.

Tucmonozuuecxoe uccredosanue. TonoBHOM Mo3T: cocynsl PaCIUMpEHBI, 3aMOJIHEHb! [E€MONH3HPOBAHHBIMH
3PUTPOLMTaMH (ayTONH3). BOKpYr COCYN0B BHAHBI CKOILIEHHS muMdounTos B BHAe MydT. Bripaxen NepHBACKYNAp-
HBIA U NEPULE/LIONAPHBIA OTeK. MHOKApA: CTEHKH MHTPaMypaibHbIX apTepuil He yTonueHsl. JIerkne: ajJLBeobl
CIutOWE 3aNOIHEHb! JIEHKOUHTAMH, MeCTaMH GOpMHUPYIOTCH abcueccsl. CTeHKH GPOHXOB OTEHBI, HHQWILTPHPOBAHE
nelikouutamu. Jluarnos: abeueanpyromas nuesMotus. Iledens: crpyktypa OpraHa CTepTa 3a CYET IOJIHOTO 3aMEIIEHUA
TenaToUMTOB XHPOBLIMM BaKyosussMH. 1o XoMy MOPTANBHEIX TPAKTOB 3HAYMTENbLHAS HHQWIBTPALMA JUMQOLHTAMH.
AnarHos: xuposas neyens. Funodus: B Heitporunoduse HammuKe cunopodaros, ceexue KPOBOUINUAHHUSA, YBETHICHHE
ctpombt. Haanoueunnk: ¢ aneHoMato3oM kopkosoro cios. ITomkemynodnas xenesa: KapTHHA XPOHNYECKOTO BOCHAse-
HHA CO CKJIEPO3OM M HAIUHEM MHCYJIOMBI C 03/I0KaY€CTBIICHHEM. [MCTONOTHYECKOE HCCIEOBAHHE BHISBIIIO y Gonp-
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Ho#t BUK ameHoMaTo3 KOpbl HA/MOYEYHHKA, MHCYIOMY, YTO COOTBETCTBYET MOPGONOrMHECKHM HIMEHEHWAM JHIOK-
pHHHEIX xene3 py MOH. KpoMe TOro #HTepeCHOH Haxo/KoH ABIACTCA TuM(pouaHas HHQWIBTPALMA KJIETOK IOJIOBHO-
IO MO3ra (KOCBEHHBIH NPU3HAK ayTOMMMYHHOTO BOCTANEHHs) ¥ MuMpoHaHAA HHOUIBTPALIMA KIETOK NEeueHH (xocBeH-
HBIif IpU3HAK ayTOMMMYHHOTO TENATUTa).

3. TIpoTokon BckpbiTia Ne228 ot 1979 r. Hicropus Gonesuu Ne9422. Bonexas C., 34n., xeH. Knunmaeckui
JMarHo3: mporpeccupyiouiee Tedehue BHK, ABYCTOPOHHAA alPEHAIDKTOMMA, XIOAMTaHTepanHA. OTeK ronoBHOro
Mo3ra. JIBycTopoHHss nHeBMOHMA. CaxapHuIit auaber. MatonoroanaromMuueckuii guarso3: CHK (runeprnnasus Haano-
YEYHHKOB C KOPTHKOCTEPOMO# B JIeBOM Haarnodeynuke). CocTosHue nocie JIeBOCTOpOHHeH aapeHanskTomun (1979).
Jluctpodus Muoxapaa. bporxonneBMonua. Hepponutras obenx notex. AjieHoMa MIOKENY IOYHOM JKene3nl. AfeHoMa
LK. Tunepruiasus OILDK. O6mwit atepocknepos. OxupeHne.

Tucmonozuueckoe uccnedoganue. LK: MukpodosuukynspHas afneHoma. I'nnodus: tpabexynapHas aneHoMa.
HaznoueuHMK: y3A0Bas HNEPIUIasHi KOPKOBOTO C/Io HannoveyHuka. [lompxemynoyHas xee3a: runepiiasa KieTok
octposkos Jlanrepranca, aneHoma. OLLDK: runepruia3sis IJaBHBIX TEMHBIX KJIETOK, CBETABIX KJIETOK H OKCH(UNBHBIX.
TakumM 06pa3oM, y 601bHOH BBIABIEHO cpa3y 4 HeortasMbl i runepiutasud OLLDK, uTo yiransBaeTcst B paMKH MO3H-1.
HIHTepeCHO OTMETHTB, YTO KIMHHYECKHE NPOSBJIECHH NIEPBUYHOTO TMIEPNAapaTHPEo3a - 3TO ABYCTOPOHHHH Hebponu-
THa3.

4. Tpotoxon BekpbiThst Ne170 ot 1990 r. Mctopus Gonesnu Ne6889. BonbHas P., 50 net, xeH. Knnnpaeckuit
muarHo3: BUK (Tsxenoe jeveHue), COCTOAHHE M0C/E AMCTAHLHMOHHOH raMMaTepanuu (1989r.). CocrosiHne mociue
onepaLyy NPaBOCTOPOHHeH anpeHandkToMuu (1990r.). Octpasd HaANO4YEYHUKOBAs HEAOCTATOMHOCTD. Tpom6boambonna
NerouHoit aptepu. OCTpas CEpAEYHO-COCYANCTas HENOCTATOUHOCTE. OCTpblil MHpapkT Muokapaa? CrepounHas MUoO-
kapaHoaMCTpodua. XpaHudeckuii muenonedpur. JucuupkynatopHas sHuedanonatud. Kucra nesoit nouku. Haroino-
roanaTommuueckuii nuarnos: BUK, renerammarepanus (1969 r), mpaBoCTOPOHHSAA aAPEHANIKTOMHS 10 MOBOAY afeHO-
MaTo3a npaBoro Haanoyeunuka (1979). Kucra runogusa. IlpucteHo4HsIHi TpoMG NpaBoii MONB3AOIIHOH BEHE. Tpom-
603MB0/IHS CTBOJIA JIErO4YHOM apTepuu. JucTpodus nmapeHXUMarTo3HbIX opraHoB. OTek Mo3ra. XpOHMYECKHH nueno-
Hedput. Kucra nesoit nmouku. AfieHoma mpaBoit fonu nedeHH. COCTOSHHE NMOCNE PeaHMMALMOHHBIX MEPONpPUATHH.
XpoHiyeckas BEHO3HAs HEAOCTATOMHOCTh. Onepaiys BeHskromus (1977). IpaBocToponHsist Ty6akToMua (1978 r) no
nosoAy TybepKynesa.

Maxpouccnedosanue. T'unodus: kucta 1o 6,6 cM. LIDK: ysenku B BepxHeM momoce npasoii aonn. Haxnouey-
HHMK: MeNKHii ageHoMatos. [TedeHs: ysen pasmepoM 3,5 x (3,5-2,5). Ompenensercs MHOXECTBEHHBIH aJieHOMarTo3 C
BOBJIEUEHHEM TPEX XKeJe3 BHYTpeHHeH cexpeuwnn. BoamoxHo, 310 BapuanT MIOH-L

5. ITpotokon sekpeiTust Nel53 ot 1987 r. Mctophs Gonesnu Ne7057. Bonbnad K., 40 ner. Knunwdeckui auar-
Ho3: BHK (cMelmaHHas OIyXoJlb HaANOYEHHHKA) - KOPTHKOCTEpOMa H peoxpomautoMa. COCTOSHHE MOCHE OKCHCYII-
papenorpa¢uu. OCTpoe HapylleHHe MO3roBoro kpoBooGpamenus B GaccediHe NMpaBoi CpeAHEH MO3TOBOH apTepuu.
Ortek BemecTsa u o6onouek Mosra. Coctoanue nocine MBJL. [IByCTOPOHHAS MHEBMOHHUA. XPOHUHECKUI KANTbKYE3HBIH
XONELHCTHT. Moyexamennas Gonesns. [TaTonoroanaromudeckuii auarHos: BHK (y3nosas runeprutasus rumnogmusa,
nannoyeunukos, ageHoMsl LK), Knunuueckn nponaxrusemumus (2400). Ocnoxsenue: TpomGosMGonus crBona
nerouHoit aprepuu. J{uctpodus NapeHXuMaTo3HbIX opraHos. OTek Jierkux. OTek BELIECTBa FOJIOBHOTO MO3ra.

Makpoob6cnedoganue. SIMIHUKH: IUIOTHBIE, Ha pa3pese C MEIKUMH KHCTaMH. MaTka: ¢ GpHOpO3HEIM y3/ioM.

Tucmonozuyecxkoe uccnedoganue. F'unous: ylenkosas runepuiasus, y3eiakd NPEACTaBICHBl 6a30(WIbHEIMU
wietkamu. LIDK: QonnuxynsapHas mukpoaseHoMa. HaamoueyHNKHU: y3eNkoBas IMNepIUIasus KOPKoBoro cios. B nau-
HOM HaGJIIOIEHMH HEOTUTaCTHUECKMH MpOLECC BHIABNEH B SHJOKPHHHBIX kene3ax (amiHuke, IIDK, runoduse, naamo-
yeyHMKe), a TaKKe B MaTKe. B0O3MOXHO, 3T0 ofMH U3 BapHanToB MOH-I.

6. TIpotokon BekpbiTHa Ne94 ot 1984 r. Hcropus Gonesnn Ne2757. Bosbhoit I1., 40 ser, Myx. Kimumueckuii
auarHos: BUK, nporpeccupyiomee TedeHne. CoCToAHHE NOCIE TOTAIBHOM a/ipeHANIKTOMHH, JIy4EBOH TEpANHH, XJIO0-
auTaHoTepanuy. OCTpas CepAeqHO-COCYANCTas HEAOCTATOUHOCTE. TpoMGoambonusa serodnoli aprepur. CTeponaHbIi
auaber. Crepounanas Muokapauoauctpodus. ITatonoroanaromudeckuii auarto3: BHUK (ysnosas runepruiasus KOphl
HaanoyeyHukos Ned842/44 - 1977r, Ne3749/52 - 1984r). JleBocTOopoHHAA afpeHandkToMus (1984r), npaBoCTOpPOHHASA
anpenandkromust (1977r). MeraGonudeckoe NOBPEXICHHE MHOKAp/a, AMCTPO(UA TIEYEHH, TOYEK. Tpom6o3 cocynos
BepXHeil IO/M NIEBOrO ¥ HWXKHEH o npasoro jerkoro. Otek serkux. OTek BelECTBa roIOBHOTO Mosra. CaxapHsiit
auaber.

Maxpouccnedosanue. OLIPK: HIKHsAR mpaBas yBeNW4YeHa [0 0,8 x 0,3 cM, aBe npassle BepxHue 0,5 x 0,3 cmM,
BepxHsa nepas 0,4 x 0,2 cM. BBISB/EH alcHOMATO3 ABYX SHIOKPHHHBIX Xelle3 (HaAnoYe HHKa H OII[X), uTo cooTBET-
creyer MOH-L.

PeTpoCIeKTUBHbIH aHANM3 NO3BOMIT OXapakTEpH30BaTh NaToMopdonorueckue uiMenenus y 1 Gomproro '
1 5 - BUK Kax COOTBeTCTBYIOWME TAKOBEIM Npu MOH-I.

B 3aKmoyeHHe OCTAHOBMMCA HA OCHOBHBIX MOJIOXEHMAX AHAarHOCTHKY MOH.

1. JIHAMHYECKHiT KOHTPOJIb 3a GONLHBIMH, y kKOTOpbIX Bepnduuuposada BHK, I'n.

2. Tposenenue y BHOBb Bepuduumuponannsix Gompneix BUK, I'n reneanoriyeckoro aHanmmsa i 00C/€10BaHHA
poACTBeHHNKOB. OTCYTCTBHE POACTBEHHHKOB, GonibHBIX MOH, eme He o3navaet, yto MOH y GonbHoro Her.

3. Mposeaenue y 6onsupix BUK, I Y3H, KT e Tonpko runousa u HaAMoyeuHUKOB, HO M APYTHX H/IOK-
pHHHBIX xkerne3. Heonnasmel MOTYT ObITh "HEMBIMH" WM HE GYHKLUHOHHPYIOLIMMH.




4. Hamwune BUK, I'n cnexyer paccMatpusats kak puck no MOH-1.

OnHolt M3 NPHYMH HECBOEBPEMEHHON AMATHOCTHKH reéHEeTHYEeCKHX ¢opm runepaapeHokopTHIMIMa ABNTETCA
TUI0Xas OCBEAOMJIEHHOCTh BpayeH O TakuX (opMax, HENOCTATOYHO MOJHBIA C6Op aHAMHE3a, He LeJIeHATpaBIeHHOCTS
AHarHOCTHYECKOTO MNOKUCKA, IUIOXO€ AucnaHcepHoe HaGmonenue. Ilpu BeisBrennn MOH Heo6xommmo pacIupuTs
TAKTHKY JIEYEHUS C NPOBECHHEM ONIEPaTHBHBIX BMELIATENILCTB HA HECKOJBKHX JKeJie3ax.
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OCRNOO D WN =

KNIUHUYECKUE U 3J'IEKTPOMVIO!'PA¢DMHECKME OCOBEHHOCTH
CUHAPOMA NPOKCUMAITIbHOWU AMUOTPODUUN Y BEONbHbIX
CAXAPHbIM AMABETOM ‘
®.E.lfop6auesa, O.E.3uHoBbeBa, P.B.llekuHa, O.U.MoxoBa,
C.B.Bep6uuykasn

Kadenpa nepeubix 6oaesneit MMA nm. .M. CeuenoBa

ITpokcumaneHas amutpodus (ITA) - oxHO U3 Haubosee TAKENBIX OCTOXKHEHUI caxapHoro guabera (CJI), na-
TOr€Hes KOTOPOro 0 HACTOALIETO BPEMEHHU U3y4CH HENOCTAaTOHO. B NuTepaType JOMMHUDYET TOUKA 3peHHS O JHCMe-
TaboH4eCKoi M COCYAHCTOH MPHPOJIe NOPAXEHHA NEPH(PEPHIECKUX HEPBOB NPH PA3IMIHBIX ¢dopmax puabermueckoit
Hesponathu (IIpuxoxan M.B. 1981, Martonez M. 1986, Yagihashi 1995). Onnako H3BECTHO, 4To I1A MoxeT pa3su-
BaTLCA M NPOrpeCcCHPOBaTh Ha (OHE KOMNEHCALMH yriieBoaHoro obmena (Elvas Z, 1990

Benerca auckyccus v 0 3Ha9€HHN AHAOETHYECKOH MHKPOAHTHOMIATHH, B reHese KOTOpOi n0Ka3zaHa pos HM-
MyHHoro ¢aktopa (Canteiko B.B. 1990). B nocnennne roasi oco6oe BHUMaHMe YACNAETCS U3YYEHHIO ayTOUMMYHHBIX
MexaHu3MOB B naroreHese JIH kak npu uucymuusasucumom (MHC]I), Tak U Npu HHCY/NHHHE3aBHCHMOM (M3CH) ca-
xapHoM aHabere (bana6onkun M.1.2000, P.J. Dyck, P.K. Thomas 1999). B uactHocty, y Gonpueix ITA BHISBIAIHCE
ayTOaHTHTENA K CTPYKTypaM nepH¢epiieckux HepBoB. Hanuune TakuX aHTHTeN COYETANOCH C HApyIleHUEM MpOBOJM-
MOCTH [0 HEpBaM, YTO yKa3hIBa/o HA AEMHENHHUIUPYIOLUIMHA XapakTep nopaxenns ( Y. Said 1994, 1999). Kpome Toro,
OTAENbHbIE rHCTONOTHYECKHE HecnenoBanus (A.K. Asbery 1977, P.J.Dyck 1999) ykassiBaioT Ha Hanudue y GompHBIX
TTA BocnanuTesnbHOMA HHHWIBTPALMM XKIH- H IHIOHEBPATBHBIX COCYLOB, XapaKTEPHOI IS JH3MMMYHHOTO BacKyJIuTa

Ilenblo HACTOAIErO MCCICAOBAHUS CTANO YTOUHEHHE KIMHHYECKHX U anekTpomuorpaduyeckux (3MI) oco-
OeHHOCTell TeUeHHs M MEXAHU3MOB Pa3BHTHA CHHApoMa I1A y 6onsreix CJI.

Hamu nabmonanocs 22 6onbHeIX ¢ cueapoMoM T1A (19 xeHumH u 3 MyxunH) B BO3pacre ot 53 Ao 72 ner
(cpennnii Bospact 60,7(2,3 roxa). Bo Beex cimywasx 6bu1 auarnoctuposan UHC]L, y 5 GonbHeIx oTMedanach HHCYJH-
HonoTpeGHas popma MHC]L. Yriesoambiit o6MeH HaXOAMICA B COCTOSHHH CYGKOMIEHCALIMH HIH JEKOMIIEHCALIMH.

Bcem GonbHbIM NMPoBEAEHO OOLIEKIMHHYECKOE M HEBPOJNOTHYECKOE 0GCNE0BAHHE, BIIOYABIIEE omnpeee-
HHE INIMKEMHYECKOTO M IIIIOKO3YPHYECKOTO MPOQMIA, COLEpKAHHE IMKO3WIMDOBAHHONO reMornoGuHa, LHPKYJH-
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