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COYETAHVME B

OAHOWN CEMbE BPOXAEHHOW ANCOYHKUWMN

KOPBbI

HAAOMOUYEYHVKOB 1 BOJIE3HN MUEHKO — KYLUW HIA

Kadegpa aHgokpuHonorum MMA um. . M. CeyeHoBa, SHAOKPUHOMOMMYECKNT HayUHbIA LEeHTP (AUp — YNIeH Kopp.
PAMH WN. WN. Oepos), WHCTUTYT vMmyHOnoruu (aump. — 4neH-kopp. P. M. XawuTtoB), KnuHuyeckas 60/1bHU-
ua Ne 119 (rnasHbli Bpay — npodh. P. M. AnoHoB), Mocksa

B nocnegHee Bpems ycTaHOB/leHa CBA3b MHOMMX 3abone-
BaHWn C onpefeneHHbiMM aHTureHamyn HLA. OTHOCUTENbHbIN
puck 3aboseBaemMoCcT Npu 3TOM WMeeT 3HauuTesbHble Koneba-
HMS,, HO U B Tex chy4asx, Korga OH HeBbicOK, HLA-Tunupo-
BaHMe MO3BOMSIET BblAeNUTL [pynnbl pucka (10). [MocnegHee
cnpaBef/IMBO ANS Takux 3aboneBaHwii, Kak caxapHblii avabet
| Tuna, 6onesHb ApamMcoHa. [nsa NpocToil  BUPUAbHON  chop-
Mbl BPOXAEHHOWN AMCKYHKUMN KOpbl HagnoyeyHukos (BAKH) —
3aboneBaHVs, nepejaroLlerocs Mo  ayTOCOMHO-PEeLeCCUBHOMY
Tnny (5], yctaHoBneHa accoumauusa ¢ aHtureHamm Bl4, Bws1
cuctembl HLA 111, 12).

B poctynHoli nuTepatype Mbl
0 couyeTaHWM B OAHOM cembe 60ne3nn VueHko—KyLlmHra
(BMK) wn BAKH. Takoli cnyyaii Habnwopancs B Hallei
npaxktuke. lNpuMBOAMM CBeAeHus K3 uctopuii 60nesHu.

MaTtb 6. B., 52 roga. Bnepsble BVIK paunarHoctuposaHa
B 1977 r. (B BO3pacTe 38 feT) Ha OCHOBaHuUM >xanob Ha
peskyto cnabocTb, npubasky B macce 40 kr 3a | rof ¢ npeumy-
LeCTBEHHbIM OT/IOXEHMEM >XMpa B 06/1acTu M1e4yeBoro nosca,
XNBOTa, MNpeKpalleHne MeHCTpyauunii, MNoBbIlEHVE apTepuasib-
HOro pasneHus. 1o MeCTy >XuTefbCTBa B pas/IMYHOE Bpems
npoeogunacb Tepanus napnogenom 7,5 Mr/CyT B TeueHue Mmecs-
ua, xiogutaHoM Ao 5 r/cyT B TeueHne roga 6e3 CTOMKOro
nonoxutenbHoro addekra. 3abosnieBaHne npoTekaso TOPMUAHO.
K MOMeHTy rocnutanu3aumm B KAMHUKY MMA  ccopmmpo-
Ba/MCb CTEPOMAHbIA AnabeT, OCTEONopo3 MNOSCHWYHOIO oTAena
NO3BOHOYHUKA, 3/1IEKTPOSIMTHO-CTEPOMAHASA MUOKapAMOoAMCTpodmS,
OC/IOKHEHHast MepuaTesibHo aputMueii.

"'MHeKoNnornyecknii aHamHes: MeHCTpyauun ycTaHOBUWCH C 14
net, ¢ 38 ner — ameHopesi. BepemeHHocTeli ueTbipe. B
1970 r. popgopaspelleHHe MyTeM KkecapeBa CeYeHusl, poawuica
Masibuvk. B 1974 1. popopaspelleHHe Yepe3 eCcTeCTBEHHble
pojoBble nyTW, poawnacb [AesBouka. Bo Bpems nocnepgHei
6epeMeHHOCTV MPOoBOAMIACck Tepanust MacCuMBHbIMW [03amMu npore-
CcTepoHa.

Mpn ocMmoTpe oO6HapyXeHbI

He BCTpeTuu coobueHns

Cyxve, WCTOHYEHHbIE KOXHble
NOKPOBbI, MaTpPOHW3M, TpOoMueckne $3Bbl Ha [ONEHAX, TOHbI
cepfua npurnylweHbl, apuTMU4YHbl. YacTtoTa cepfeuyHbiX Cokpa-
LieHnii 96 B MUHYTY. ApTepuanbHoe aasneHne 160/100 mm pT. CT..
A3bIK BMIKHbIN, XUBOT MATKUA, 6e360/1e3HEHHbIA, NEeYeHb Bbl
cTynaeT Ha 3 CM u43-nog kKpas pebepHoii  Ayru,  pocT
156, macca Ttena 86 Kr.

NabopaTtopHble uccnegosanuns: Hb 16,6 r/n, ap. 5,6-10|2/n.
Fnukemnyecknii  npocpunb: 7 —a— 10,0 mmonw/n, 13 4 —
12,6 mmonb/n, 16 4 — 10,2 mmonws/n, 20 4 — 13.8 mmonb/n,
23 4y — 13,8 MMOnb/A. B MOoYe T[/1IIOKO3ypusl, KETOHOBbIX
Ten HeT, npoTemHypus 0,2°/00, nedikouuTypusi. IKCKpeuus
17-KC 37,5 mkmosnb/cyT (Hopma 17,4—55 MKMOsb/CyT). Bosib-
lwas gekcameTasoHoBas nNpoba NonoxuTesnbHas, npyu 3TOM 3KCKpe-
ums  11-OKC cHusmnacb ¢ 676,6 go 78,1 MKMoOnb/cyT, T. e.
6onee uyem B 8 pa3. OKI: wmepuatenbHas apuTMms c Henpa-
BU/bHBIM KO3(h(hMLMEHTOM MNpOBeAeHNs, pybLIOBO-04aroBble nsMe-
HeHVMss B 06M1acTV BepXyLUKW, 3ajHeil U OGOKOBOW CTEHOK /eBO-
ro xenyaouka.

KomnbtoTepHas Tomorpamsa HaAnoyeyHVKoB: npaBblii  Haj-
noyeyHuk 50X25 wmm, nesblt 21X25 wmm, copma Henpaswb-
Has, KOHTYpbl pasMbITble, CTPYKTypa HeogHopogHas. Ha komnbro-
TEepHOIi ToMOrpaMmMe ro/I0BHOIO MO3ra O4YaroBbIX W3MEHEHW NaoT-
HOCTV He BbISIBNIEHO, CPefAWHHble CTPYKTYPbl He CMeLLEeHb.

CbiH Bb. A, 22 roga, BOKH, npoctas BupunbHas op-
Ma AguarHoctupoBaHa B 4 neTHem Bo3spacte (B 1974 r.) Ha
OCHOBaHUM MNPU3HAKOB NPeXAeBPeMEeHHOro MosI0BOr0 Co3peBaHus
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Nno M30CEKCyaslbHOMY TuUMy, MOBbIWEHHON 3kckpeuun  17-KC,
pasmepbl TEKCTUKY/l COOTBETCTBOB&/IM MAcMOPTHOMY BO3pacTy.
Jo 1988 r. 6ONbHOW nepuoaMyeckn nNpUHUMasT NpPeaHU3010H
B go3e 10 mr/cyT nog KoHTposem akckpeuumn 17-KC. Ha ocHo-
BaHUWM nocnegHero HabnwpeHus B ceHTsabpe 1989 r.  60sb-
HOVi HaxogmMTcs B COCTOSIHUM KOMMEHCcaLuu.
Adoubs B. H, 18 ner. Tlpu poxaeHuu
3000 r, poct 52 cm. B BO3pacte 2 ner

OCHOBaHWM  rMnepTpodMn  KNUTOpa, pocTa BOMOC Ha  Jlobke,
Hanmuma BOKH y 6paTa, noBbIWEHHON akckpeuun 17-KC
nmnarHoctuposaHa BJKH, npoctas BupunbHas copma, nposeje-
Ha eMuHU3NpyoLWan nnactvka HapyXHbIX reHuTanuii. 3ame-
CTUTeNbHaA Tepanus NpeAHu30/0HOM B fo3e 10 mr/cyT nposo-
annacb o 6 neT  (6onbHaA  camoCTOSATENbHO — MpekpaTuna
npuHumats npenapar). [o 12 net camoyyBCTBME YA0BNETBO-
putenbHoe. [leBouka Oblna Bbllle CBEPCTHUKOB, UMena W36bl-
TOYHYIO Maccy Tena, WHTeNNekTyasibHoe pasBuThe COOTBET-
cTBoBas10 Bo3pacTy. C 12 neT 6ecrnokouT pocT BOMOC Ha
nogbopoake, no 6enoi NuHUM xmBoTa. [lo nosogy nporpec-
CMpOBaHUS BUPWU/ILHOTO CUHAPOMAa HasHaueHa Tepanust [/1HoKop-
TMKOMAAMKM, KoTopas NpoBOAWNAacb HeperynspHo, 6e3 KOHTPoss
aKkckpeuun 17-KC. Wmenucb npusHaku nepesos3vpoBKU  [/1HOKO-
KOPTVKOWAOB — Mepuognyeckne nogbembl apTepuasibHOro [as
neHna o 170 mm  pr. cT. (paboyee paBneHne 120/80 MM
pT. CT.), CONPOBOXAAIOLMECS FONI0BHONM 60/bi0 B 061aCTW 3aTblfl-
Ka, MHOXeCTBEHHble GarpoBble CTPUM.

B 1990 r. Ha KOMMbIOTEPHON TOMOrpamMme HaAnoYeyHU-
KOB 6bl/I0 OGHAPY>XEHO KX yBenuyeHue (npasblii 50X32X45 wmw,
nesblii 50X32X48 mm). B neBom HagnoudeyHuke okpyrnoe obpa-
30BaHMe 37,4 MM C YETKAMM  KOHTypamu ¥  M/IOTHOCTbIO
XXWPOBOWN TKaHW.

TecToCcTepoH cbiBOpOTkM 11,1  Hmonb/n  (Hopma 0,7—2,5
HMONb/N). bBonblias [gekcameTasoHoBas npoba  MONOXUTE b-
HasA, akckpeumss 17-KC cHmsunacb ¢ 110,7 fo 24,5 MKMOMb/CYT.

Ha oOCHOBaHWM [AaHHbIX KOMMbIOTEPHOM ToMorpaduu, noBbl-
LIEHHOTO cofepXaHusi TecToCTepoHa, MpOorpeccupoBaHns  BU-
PWIBLHOTO CUHAPOMA, He MOoAJAloLerocs Tepanuu [IIOKOKOPTU-
Kongamu, 3anofo3peHa BTOPUYHAA afeHoMa JIeBOr0 HaAnoveuHmka
Ha hoHe ero runepniasuu.

24.02.91 BbINONHEHA JIEBOCTOPOHHASA afpeHas1IaKToOMUsA ¢ pas-
[eNbHOV NepeBA3Kol COCy0B HafnoyYeyHrka (XMpypr — accucTeHT
Kathenpbl xupypruyeckmx 6onesHeit Ne | 1 neye6Horo dhakynb-
Teta MMA um. I M. CeuyeHoBa H. C. KysHeLoOB).

Macca Tena
(1976 r.) Ha

Mopdyonornyeckoe uccnefoBaHne yaaseHHOro HaanoveuyHuka
(KOHCYNbTAHT — [OUEeHT kadelpbl NaTo/IOrMYecKoin aHaToMum
MMA um. W. M CeuyeHoBa O. B. 3ailpatbsHu). Makpo-
npenapar: coxpaHeHa TUMNUYHAs [N J1eBOr0  HaAnoyYeyHuKa
cdopma  nonynyHusi, pasmepbl: BepTUKa/lbHbIi — 8 CcM. none-
peuHbli — 5 cM, nepegHe3agHuiA 15 cM, Ha paspese
XKeNToro useta C y3KUMW CepbiMU Mpoc/oikamu. TonlmHa Kopsbl
HaanoyeyHuka 0,5 cm.

lucTonornyeckoe uccrefoBaHve: CBET/IOKIeTOYHas afeHoma
HajjnoveyHuka Ha (hoHe runepniasvMn nyykoBOi u ceTyaToli 30H ero
Kopbl. KneTtkn onyxonu ¢opMupyoT aHacTOMO3MPYHOLLME TSXMU,
pexe sYelku; UMEITCA Yy4dyacTKuM, UMUTUPYIOLLUME My4YKOBYIO 1
ceTyaTylo 30Hbl KOpbl HajnoudeuyHuka. B psage sAueek, 6amxe K
LEHTPY, BCTpeyalTCs rpynnbl TEMHbIX KIETOK € 303UHOMU/Ib-
HOll uuTOonmNasMoil. Bokpyr cocygoB W, pexe, cpeaun Tsxel
OMyXO0/IeBbIX KIETOK — o4aroBble AMMMOnHbIe WHMUALTPATDI.
Onyxorsib OKpyXeHa coeAVHUTENIbHOTKaHHON Karcysioli, ee cTpoma
MecTamy npefcTas/ieHa  LUMPOKMMU  TsbKamu  COeAVHUTESbHON
TKaHu, hparMeHTVpyOLWMMU OMNyXO/lb Ha [A0/bKA pPaBHOW Beu-



YuHbl. Kopa HaznoyeyHuka yMepeHHo runepniasvpoBaHa, B OCHOB-
HOM 3a CYeT My4YkOBOW W ceTyaToii 30H, npeobnajatwT CcBeT-
Nble  KAeTKW C MNEHUCTOW LuMTONnNa3mol, cogepxalive MHOro
NUNUAoB.

Mocne onepauun HasHayeHa 3amecTuTesnbHas Tepanus npea-
HU30/10HOM 75 Mmr/cyT, LeKkcameTa3oHOM 0,25 Mr/cyT.
B pesynbtate npuocTaHOBM/ICA POCT BOMOC Ha noabopoake v no
6enoil NMHUM XmMBOTa, GanbHaa noxygena Ha 6 Kr, HOpMan3o-
Ba/l0Cb apTepuasibHoe [aBrieHue.

Mpu nposegeHnn HBbA-TUNMpoBaHuA MaTeng 06HapyXeHo
Hanuymne aHTureHos A28, B8, OW6, O("1/A9, B26, O 4, y gouve-
pn — A28, B8, O("1/Al1l0, iMN3. B nuTepaType, MNOCBALLEH-
HOV uccnepoBaHuio accounaumnm  BUMK wu  aHTureHoB HBA,
oTMeyaeTcAa 4acToe npucyTcTBue aHtureHos A9, A23, A26,
B8, B12, Ne22, Ne27 [1—4. 6, 7], AIl, 044, 3K3
[9, 10]. Mo nocnegHum pAaHHbIM, aHTureH A10, paHee OTHO-
CUMbIi K aHTUreHam, accouumpoBaHHbiM ¢ BUK [1, 2, 4,
11], dawe BcTpevaeTcs npu KopTukocTepome [8]. Conoctas-
NAS ¢ AaHHbIMU  iuTepaTypbl  pesynbTatbl HbA-TUnupoBaHus
B HalMX WUCCNefoBaHUAX, HY>XXHO OTMETUTb MNPUCYTCTBUE aHTure-
HoB A9 u O0W4, xapaktepHbix gna BUWK y matepn. Kak y
Matepu, Tak M y [Jodyepu umeeTcs aHTureH B8, pacnpocTtpa-
HEHHbIA Yy 6OMbHBIX C  ayTOMMMYHHbIMU  HapylleHusmmn  |9]
Hannune 3TOro aHTUreHa noBbIlaeT PUCK PasBUTUA CTepoua-
HOoro puabeta y 6onbHbix BWK |2]|, 4yto cooTBeTcTBYeT
Hallemy HabnwgeHuio. B TO >xe Bpems HeT OCHOBaHWA roBO-
pUTb O 3aKOHOMEPHOM coyeTaHun B oAHON cembe BUK n BOKH,
Tak kKak oba 3aboneBaHuMs [0OCTATOMHO LUMPOKO pacnpocTpa-
HeHbl |5|, BEposiTHO, 3TO coBnageHve Cry4yainHo.
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ANDDEPEHUNANBHAA OANATHOCTUKA CUHAPOMA TEHEPAJIN3OBAHHOW

MnogncCTPOPUnNnN

Kadhegpa dhakynbTeTckoli Tepanum € Kypcom 3HAOKpUHoNormu (3aB. — uneH-kopp. PAMH E. W. Cokonos)
MOCKOBCKOro MeJULMHCKOrO CTOMAaTOMI0rM4eckoro MHCTuTyTa um. H. A. Cemallko

VimeeTcss Hemano coobueHuii |2, 6, 7] 0 KIUHWYECKON KapTu-
He cuHApOMa reHepanusoBaHHol nunoguctpocoun (CIrJ1). Mo
ckonibky CIJ1 sABNsieTcss [0CTaTOYHO pPefKMM  3HAOKPUHHO-06-
MeHHbIM 3ab0/1ieBaHNeM, WU3BECTHbI CrydYan AUAarHOCTUHYECKUX OLUN-
6OK. 4YTO MOXHO OOBACHUTL HeAOCTATOYHON WMH(OPMUPOBAH-
HOCTbIO TepaneBTOB U 3HAOKPUHOIOTOB O MHOroo6pasvn nposie-
nennii Cr/1. B HacTosiei ctatbe Mbl XOTUM 06paTuTb BHUMaHue
uutarteneil Ha Havbonee 4acTo BCTpevarollmecs AuarHocTuyeckme
OLIMGBKM, C KOTOPbIMW Ham MPUXOAWUIOCH CTa/lKMBaTbCA Ha nNpo-
TSHKEHUW A/IMTEsIbHOro BpemMeHu HabnogeHus 3a 6onbHbiMu CI/1.

Kak npaswno, AuvarHocTuka 3TOro CuHApOMa He Bbi3blBaeT
3aTpygHeHunii. BHewHWid Bupa 60JbHbIX [OCTATOYHO XapakTepel:
ncye3HoBeHMe MOAKOXHOIO XXMPOBOro C0si Ha 60/bLuUelt YacT no-
BEPXHOCTW Tena B COYeTaHUW C UCTUHHON runepTtpodmeln ckenet-
HOl  Myckynatypbl ¥ OTCyTCTBMEM pedmunTta Maccbl Tena
(puc. I, 2). B KpoBM 6OMbHbIX BbIABASAIOTCA 3HaUMTE/IbHasA
rMnepaMnMaeMuns, BblPaXKEHHOE MOBbllleHe CcofepXaHus WHCY-
NIVHa 1 BeCbMa 4acTO — WHCY/IMHPE3UCTEHTHAA rMnepravkeMus.
MogpobHo knNuHuYeckas kaptuHa CIJ1 onucaHa Hamu paHee
[5]. Byayus cvHOPOMOM, B OCHOBE KOTOPOrO fiexaT HapylleHus
Helipo3HAOKPUHHON perynauum Bcex BuaoB metabonusma, CIrJ/l 3a-
TparvBaeT B pPas/INYHOW CTeneHn [AesTeNlbHOCTb 6O0MbLUNMHCTBA
SHAOKPVHHbIX Xefle3, 4To Tak WAW MHaye HaxoauT OTpaxkeHue B
KNMHUYECKOW KapTuHe 3aboneBaHus.

Hanb6onee yacto npuxoautcsa auddeperuymposats CIJ/1 n akpo-
Meranuo. [elicTBUTesNIbHO, 06a 3TU COCTOSIHUS MMEKT o6Lume
NPosiIB/IEHNs, KOTOpble OO6YC/I0B/IEHbI Npeob/ajaHneM B OpraHus-
Me 60nbHbIX CIJ1 1 akpomeranveid aHaboNMyeckux MpoLeccos
Haj katabonunyeckumun. K Takum NposB/EHUAM crieflyeT OTHecTu
yacTo BcTpevatowmeca npu CIJ1 1 akpomeraimm ymepeHHbIi
NporHaTu3am, yKpynHeHne KucTeli u CTorn, paclumpeHne Mexsy6HbIX
NPOMEXYTKOB, YTOJILLEHNEe BCeX C/I0eB AepMbl, 3aTbI/IOYHYIO KOXK-
HYIO CKNagky, BucLepo- 1 duiebomMeranvio, rmnepannuaeMuto,
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HapyLleHve TONepaHTHOCTU K [/1l0KO3e Y HeKOTOpbIX 60/IbHbIX B
nepuop maHudgectaumm CIJ1 1 akpomeraimm oTmevaeTcss BO306-
HOB/IEHWEe pocTa. B TO e BpemMsa MpuyMHbl runepaHabonusma
y 6onbHbiXx CIJ1 1 akpomeranuveli pasnuyHbl. Mpu akpomeranuu
OH 06YyC/loB/IeH runepnpoaykumeli ropMoHa pocta, a y 60/bHbIX
CI'J1 — XpOHMYECKON 3SHAOTEeHHOV rnnepnpoaykumnein MHCynHa.
OpHako B oT/iMumMe oT akpomeranum pnna CIJ1 xapakTepHbl cre-
aytowe ocobeHHocTW. [porHatvuam u runepTpodns KucTel npu
CI'J1 HuKorga He JOCTUraloT Takoli CTeneHu, Kak npu akpomera-
. Tunepavnugemust 'y 6onbHbix CIJ1, HanpoTuB, BbIpaXeHa
3HauUMTeNbHO Ccu/bHee. basasibHoe cofepxaHue COMaToTPOnuHa
npu CIJ1 Bcerga B npegenax Hopmbl. Kpome TOro, BBefeHue
TMponubepuHa 6onbHbiM CIJ1 He Bbi3biBaeT BblOpoca ropmMoHa
pocta B nepudpepuyeckuii KpOBOTOK, Kak 3TO MMeeT MeCTo npu
akpomerasimm

Y Hac Takke UMeeTcsl HEeCKOSIbKO HabnwgeHwi, korga 605b-
HbiM  CIJT owmnbo4yHO CcTaBwAICA AuarHo3 6one3Hn  VueHko —
KywwnHra (BUK) [3]. B AByx crnyyassx HenpaswibHas Auna-
rHOCTMKa npuBena K OAHOCTOPOHHEN ajpeHasIsKTOMUKM,  4To,
ecTeCTBeHHO, YCyrybusio TeyeHue OCHOBHOro 3abosieBaHus. [Auva-
rHOCTMYeCKMe OLWNOKN B OMUCbIBAEMbIX CllyvasX OOYC/I0B/EHbl
Tem, yto npu CIJ1, kak u npun BUWK, nmelT mecto maTtpoHu3M,
noBbIlLEHNe apTepuasibHoro Aasnenus (AL), HapylleHue Tone-
pPaHTHOCTU K [/10KO3e, OTAeflbHble MNpu3HakM Bupuansaunun. Tem
HE MeHee MPUYMHbI BO3HVMKHOBEHUS 3TUX CUMMTOMOB Yy 60JIbHbIX
CI'1 v BUK HeopuHakoBbl. Tak, MaTpoHusm npu CIJ1 cBsi3aH ¢
TeM, 4TO CMOCOBHOCTb [AEMNOHMPOBaTb HeNTpaslbHble XMPbl COXpa-
HAeTCA Yy 60JIbHbIX B aAunouMTax, PacrofiOKEHHbIX TOSIbKO B
obnact nuua, wWeu N HaZKMOUMYHBLIX BNaguH, a BCe OCTaslbHble
XMPOBbIE [eno OnycToLaloTCA B yCnoBMsX MOBbILEHHOTO NNMO-
reHesa B MEYEHN COXPaHMBLUMECS aAunounTbl U3ObITOYHO Hakar-
NuBaloT TPUINULEpUabl, YTO 1 00ycrnoBnMBaeT CTaslb XapakTep-
HbIli ANA  MHOrMX 60nbHbIX CIJ1 mMaTtpoHusm. C runepavnuge-
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