HUS B O4HOM HaAMO4YeYHUKe U KOPTUKOOGIacTOMOM B
apyrom. B pa6ote C. . PbibakoBa 1 coaBT. [10] yac-
TOTa ABYCTOPOHHMX onyxonei coctaBuna 2% (4 yeno-
BEKa) OT BCeX 60JIbHbIX, OMepmpoBaHHbLIX MO MOBOAY
OMyxosieil Kopbl HaAnoyeyHNKoB. Cpean HUX | naum-
€HT C ABYCTOPOHHUMM KOPTUKOCTEPOMaMu, 2 CO 3/10-
KayeCTBEHHbIMM TIFOKOaHAPOCTEPOMaMn U | ¢ TOPMO-
Ha/lbHO-HeaKTVBHbIM PakoM. B 3apy6exxHOl npakTuke
noAo6Hble cnyyan Takxke pefkn. Mbl BCTpeTUAN co06-
LLEHNA O COYETaHUN afapPeHOKOPTUKaIbHOM KapLMHO-
Mbl U KOPTUKOCTEPOMbI Y MaLmeHTa ¢ npe-KyLnHr-
CUHOpPOMOM [16], KOPTUKOCTEPOMbI U FOPMOH&/IbHO-
HeaKTMBHOWM ageHoMbl [13], KOPTUKOCTEPOMbI 1 ab-
poctepombl [17], afeHOMbl U [ABYCTOPOHHUX Y3€/IKO-
BbIX U3MeHeHuWl [12], 0 ABYCTOPOHHMX afieHoMax pas-
Horo ctpoeHus [18] u 06 OAHOBPEMEHHO CYLLECTBYIO-
WMX TPexX KOPTUKOCTEPOMAx B [BYX HaAMoYeyHMKax
[15]. CnepyeT OTMeTUTb, YTO Yy HEKOTOPbIX BGOMbHBLIX
OrMyXo/ib BO BTOPOM HaArno4YevyHNKe pa3BMBaETCA yepes
onpefeneHHbI MHTEPBas BPeMeHW nocne 3abonesa-
HWS NepBOro HajnoyeyHuka. Tak, B O4HOM Habnwoge-
HUM KOPTMKOG/ACTOMa MpPaBoOro HaarnoyeyHMka BO3-
HMKNa Yepe3 6 Mec Nnocne /IEBOCTOPOHHEN afipeHasaK-
TOMMM MO NOBOAY NONNMOPGHO-KIETOYHOW KOPTUKO-
cTepombl [4], y Apyroro nauueHTa [10] BTOpas onyxosb
passunack Yepes 10 mec nocne nepsoii. F. Koga n coasT.
[14] onucanm MauvieHTKY, Y KOTOPOW KOPTUKOCTEpO-
Mbl pasBUIUCL C UHTepBasioM B 9 nieT. Kak BuAHO, B
[OCTYNHOW NnTepaType Mbl He OGHAPY>XXUW aHasloros
npeacTaB/ieHHOMY HaMW Ccflyvatd OLHOBPEMEHHO Cy-
LLIECTBYOLLMX MHOXECTBEHHbIX ABYCTOPOHHUX [06pPO-
KayeCTBEeHHbIX W 3/10KaYeCTBEHHbIX OMyxosnel Haano-
YEeYHWKOB, BbiI3biBaloLMX pa3sutne CUK.

Ha MoOMeHT ornepaumm Mpu3HaKoB OTAAIEHHOIO
MeTacTasMpoBaHUsl y 60/IbHOM He 6bl10, Mbl MPOAOI-
»XaeM gucnaHcepHoe HabtogeHue. ocne onepaunn y
NauMeHTKN MPaKTUYECKU MCYUe3NN MPU3HAKU Turnep-
KOpPTULM3MA: CHU3MMNACb Macca Tesa, BOCCTaHOBWU/IOCh
HOpMa/IbHOe pacrnpejesieHne MOAKOXKHOM >KMPOBOM
K/eTyaTK1, McYe3IM MaTpoHU3M, cnabocTb B HOrax,
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no6negHenu cTpuu, ctabunmnsmposasiocs AL, Ham uns-
BECTHO, YTO 4Yepe3 2 MeC Moc/e onepauum 60MbHas
4YyBCTBYeT cebs y[OoBMeTBOPUTENIbHO, »anob Ha co-
CTOSIHWE 3[]0POBbS1 He MpeabsB/seT.
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MocTynuna 06.07.2000

C. A. Yymak, 3. A. MecounHa, /1. C. O3eposa, b. B. Meuepckuii
O CEMENHOW AAPEHONENKOANCTPODU

YKpavHcKuii HUIN oxpaHbl 300p0Bbs A€Tei 1 NoAPOCTKOB, Kadeapa MeAULMHCKON TeHETUKU 1 YbTPa3ByKOBOIA
[AMArHOCTUKU XapbKOBCKOM MeAULMHCKONM aKafieMun MocieamnioMHOro 06pasoBaHius

AgppeHonerikognctpogma (A4, 6onesHb 3unmep-
nnHra—KpenTtudensga, menaHogepMmyeckas neiko-
anctpoua) — HacneacTBeHHoe 3abosnieBaHue ¢ X-
CLEN/EHHbIM PELECCUBHbIM TUMOM HacnefoBaHus,
OTHOCSALLeecs K rpyrnrne NepoKCUCOMHbIX 60/e3Helr 1
NPOSBAAOLLEECH MPEVMYLLECTBEHHO NMopaXkeHnem 6e-
NIOFO BELLEeCTBa HEPBHOM CUCTEMbI 1 KOPbl Hagmno4ey-
HUKOB. BonesHb o6ycnosneHa getektamu reHa AEB
(22u28), NPOABNAOWMMNCA He[OCTATOUYHOCTLIO JINT-
Houepoun-Ko®-nurasbl (a, BO3MOXHO, U Apyrux ep-
MEHTOB NUNMAHOro obmeHa) [4, 9]. 3To B CBOKO OYe-
pefpb BeleT K HapyLUEHUIO P-OKUC/IEHUS HACbILWEHHbIX
ONIMHHOLLENOYEYHbIX YXXUPHbBIX KWUCMOT, UMEKLnX 24—
32 aToma yrnepoja, B NepoKc1McoMax 1 nocnesyoLiemy
MX HaKOMJIEHNIO BMeECTe C 3admpamu XonecTepuHa B
KNeTKax HEepPBHOW CUCTEMbl M KOPKOBOrO BeLLECTBa

HaAMNoOYe4YHNKOB B BULE C/OUCTbIX, TPUIAMUHAPHBIX
BHYTPUKIETOUHbIX BK/TKOUEHWNI, KOTOPble XOPOLLO OK-
paluvBaloTCs B APKO-KPAaCHbIA LIBET OObIYHBbIMU >KU-
poBbIMU KpacuTtenamu. B csAsu ¢ atum AJ1[, oTHOCAT
K cygaHoduibHbIM nelikoguctpoduam [1, 5]. YactoTta
3Toro 3aboneBaHus coctasnseT ! ciydaii Ha 20 000 po-
xaeHnin [9]. KnnHuyecku BbigenatoT 3 BapmaHTa AJTA.
LlepebpanibHaa thopma ("knaccuyeckaa” AJ1), maHu-
(hecTupyroLan B feTcKom Bo3pacTe (5—12 neT), ABMs-
eTCSA CamMOi pacnpOCTPaHEHHOM U TSHKeNo NpoTekaro-
LLIe pa3HOBUAHOCTLIO 3TOW natonorun (45% cnyyaes)
[3]. Ana Hee xapakTepHa AeMuennHU3aLma 6enoro se-
LLlecTBa rO/IOBHOINO MO3ra C pasBUTMEM HEBPOJIOTUYe-
CKOl CMMMTOMAaTMKW B BMAe CNacTUYeCKOro napana-
pe3a, reHepasM30BaHHOM aTakCuW, HapyLLeHus 3pe-
HUA, peyu, rnoTaHus, 3MUIenTUYECKUX MPUNaLKoB,
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Tabnnuya |
PesynbTaTbl rOPMOHa/IbHbIX UCCNes0BaHUM
BonbHol A, BonbHoi
7 net HO,, 9 net
FopMOHanbHbIV NokasaTtesb e me- Hopma
Xop- uepes XoA4-  ue-
Hble ! o Hble  pe3
AaH- A AaH- 1 rop
Hble Hble
DKCKpeLms ¢ MOYOM:
17-KC, MKmonb/cyT 14 N 12 13 101 £ 0,06
17-OKC, MKmonb/cyT 40 35 25 375 83+0.2
afipeHanunH, HMonb/cyT 41,2 34,7 38,0 308 18-38
HopafpeHanvH, HMonb/cyT 76 129,15 115 76,5  46-80
BMK, mkmons/cyT 38 — 23 — 9,3-17

MeNaToOHUH, HMOMb/CYT 89,6 66,7 348 50,7 579 + 6.4
B Kposu:

KOPTW30/, HMOMb/N 40 45 48 86 230 + 50
TECTOCTEPOH, HMO/b/N 0 06 08 28 0,6-3,3
MNP, HMmonb/n 450 338 400 544 220-625
CEPOTOHWH, HMONbL/MN 004 — 002 — 0,58 +0,12
Nnr, MmME/n 294 591 256 2,38 3,3-4,7
®CIh, MME/n 408 295 6,63 418 2,4-2,7
TTr, MME/n 2,8 18 14 17 1.2-3,4
T3, HMob/N 15 14 29 16 1.17-2,18
T4, HMonb/N 107 96 123 72 62-141

MpumedaHwme. ViccnefoBaHya NPoBefeHbI B paguosnormye-
CKOIi nabopatopum 1 nabopaTopunt dHLOKPUHOMOTUM Y KPauHCKOro
HWW oxpaHbl 340p0Bbs AeTeld 1 NOAPOCTKOB.

pemeHuum [1, 4]. 3aboneBaHne MpoOTEKAeT NMporpeau-
€HTHO, M 60/bHble 06bIYHO YMMPAKOT B MNepBble 6—
8 net oT Hayana 6onesHun [6, 9]. AgpeHOMMENTOHEPO-
natna (AMHIT) aBnsetca 6onee "MsArkoii" ¢opmori
AN, scTpeyatowelica B 35% cnydaeB [5, 9]. BospacT
60/IbHbIX MpU MaHuecTaumn 3aboneBaHUs 00bIYHO
BapbupyeT mexay 15-t0 n 30-t0 rogamu. B otinume ot
uepebpasbHoli opmbl Npy AMHIT B OCHOBHOM MoO-
pakaeTca 6efioe BelecTBO CMWMHHOIO Mo3ra nepude-
pPUYeCKMX HEPBOB C PasBUTMEM MOTOPHbLIX U CEHCOop-
HbIX paccTpoicTs [6]. HagnoyeyHnkoBas HegoCTaTou-
HOCTb B GO/bLUMHCTBE C/yyaeB pas3BMBaeTCs Kak Mnpu
uepebpanbHol opme, Tak 1M npu AMHI, yacto
npefLwecTBys HEBPOMOTMYECKOM cumnTomaTuke [2]. Y
8% 60/bHbIX HacneACTBEHHas HaAMnoYeyHUKOBas He-
[OCTaTOYHOCTb KaK 0cob6biii BapuaHT AJ1[ ABnsetcs
e[JMHCTBEHHbIM MNposBAeHNeM 3abonesaHus. B nute-
paType onucaHbl Ciy4yan OOHapy>XeHWs MNepBUYHON
HaAMOYeYHNKOBON HeAOCTaTOYHOCTU Y HECKOSIbKUX
ufieHoB cembu [7, 9].

MpuBogum cobCcTBEHHOE HabNtogeHMe cnyyas AL,
Y [OBYX CUOGCOB.

Mo HabnogeHveMm Haxoaunuce 6patbs K. ykpa-
WHCKOro npoucxoxaeHusi. Ctapumia 6part HO., 8,5 ner,
MoOCTYNu/ B OTAENIEHNE SHAOKPUHOMOINU Y KPanHCKO-
ro HUW oxpaHbl 300pOBbS AeTert M NoAPOCTKOB
16.02.98 ¢ »anobamun Ha pe3Kyto cnaboCcTb B YTPeHHME
yacbl, TOLUHOTY, PBOTY, MOTEMHEHME KOXXHbIX MOKPO-
BOB, MepUOAMYECKN — TOJIOBOKPYXEHUE, pa3fparku-
TENbHOCTb. M3 aHamMHe3a M3BEeCTHO, YTO Ma/lbuuMK OT
1-li HopmasnbHoOl 6epeMeHHOCTHU, PofAbl B CPOK C Mac-
coin Tena 3200 r, gnvHoI Tena 51 cm. Mepmog HOBO-
pOXXAeHHOe™ npoTekan 6e3 ocnoXHeHnin. C 3-mecau-
HOro BospacTa 4YacTble OP3, 06CTPYKTUBHbIE OPOHXU-
Tbl, MHEBMOHUW, HEOAHOKPATHO MPOBOAM/IACL UHTEH-
CVIBHasl Tepanus AN KynMpoBaHUA O6CTPYKTMBHOIO
CYHApPOMAa C WCMOJMIb30BaHMEM TIHFOKOKOPTUKOW/OB,
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6poHxockonuu. Mpu 3TOM pebeHOK XOPOoLLO Poc 1 Ha-
6upan B macce, B 9 Mec 66121 pocTom 88 cM ¢ Maccoii Te-
na 9 Kr, 4yto pacLeHuBasocb neguarpamMu Kak napa-
Tpothua. C 10 mMec OTMeYa/ICb PeLUAVBUPYIOLLINE,
ONUTENbHO MpOTEKaBLUME TMHEBMOHUU, OPOHXUTHI C
O06CTPYKTUBHLIM CUHAPOMOM M acTMaTU4eCKUM KOM-
MOHEHTOM; CTpajasl XONeLMCTOX0MaHTUTOM, MaHKpea-
Tonatueii. C 5 neT oTmMevanmcb anNn304bl PBOTHI KO-
theiiHOM ryuleid”, Torga >ke MaTb BrepBble OTMeTWIA Y
Ma/lbyMKa HEKOTOPOE MOTEMHEHME KOXHbIX MOKPOBOB.
B Bo3pacTe 7 neT Obln nocTas/eH AMarHO3 MyKOBUC-
Lnao3a, CMELLaHHOM PopMbl, XOTS MOKasaTenu afnek-
TPONNTOB MoTa Konebanncb B CNefyroLwmMxX npegenax:
14a 61,9—58,6 maks/n, Cl 52,3—50,3 M3KB//, 4TO, Kak
N3BECTHO, OTHOCUTCA K KaTeropmun 1m6o HOpMasibHbIX,
IMB60 COMHUTENbHbIX 3HAYeHWU. Bbln Takke BblsBe-
Hbl MMMYHOAE(ULNTHOE COCTOAHME, TUMOMEraINS.
Mo pesynbTaTam HeBPOJIOrMYECKOro o6cnefoBaHUA
BbISIB/IEHA BHYTPUYepenHas runepteH3ns Ha oHe rno-
BbileHHOro A/l (cuctonundeckoe A MO MM pT. CT.,
anactonuyeckoe Al 70 mm pT. cT.), npn 33 06Ha-
py>XeHbl AUCHYHKUNA AU3HUEDaSIbHBLIX CTPYKTYP W
NnapoKCcu3mMasibHas aKTUMBHOCTb; BbIfB/IEHA TaKXXe aH-
rmonatms ceTyaTku.

Mpy nocTynfieHUn cocTosiHMe pebeHKa cpegHel
TSXKECTN, 0BYCNOBMIEHHOE ABNEHUAMU TMMOKOPTULMN3-
Ma — cnaboCTb, Bblpa)KeHHas YyTOM/ISEMOCTb, TOLLHO-
Ta, 607b B aNUracTpasibHOl 0651acTK, rofoBHasA 60b.
Jlo3a npegHun3onoHa 2,5 mr/cyT. BonbHOM NpaBUILHO-
ro TE/IOCNOXKEeHWUS, HECKO/IbKO TUMepCTeHnYeH, pocT
136 cm (4to cooTBeTcTBYeT 98-ii nepueHTuAn [3]),
mMacca Tena 33 kr. KoxHble MOKpOBbI LBeTa 3arapa,
CYMMNTOM "TPSA3HbIX SIOKTEN 1 KONeHe", Ha CIN3NCTOMN
0060/104Ke [eceH TeMHas Kaillma, Ccrefbl LapanvH u
LpaMbl TUNEPNUIrMEHTUPOBaHbI, Hapy>XHble MOJIOBbIe
opraHbl pa3sBuTbl N0 My>ckomy Tuny AoPuboC,®, nH-
[eKc Macky/MHusaumm cootsetcteoBasl 10 rogam. Bbl-
ABNeHbl ANDPY3HOe yBenYeHne LNTOBUAHON >Xene-
3bl | cTeneHun, ayTnpeos. KOCTHO-MbILLIEYHaA cuctema
6e3 BMAMMOM NAaTONOrMY, MbILIEYHas Cula CHUXKeHa.
MamATb U MHTENNEKT He HapyLUeHbl, 04aroBOi HEBPO-
NIOTNYECKOM CMMNTOMATUKM He BbISABNEHO, Habnwopa-
NCb NPU3HaKN JINKBOPHO-TUMEPTEH3NOHHOIO CUH-
ApomMa. XKaxkabl He OTMeYasl, HOYHoe HeaepXXaHne Mo-
4n — C paHHero getctea. Cuctonmndeckoe Al 120 mm
pT. cT., gnactonnyeckoe Afl 70 mm pT. CT. BblAn npo-
BefleHbl TOPMOHasIbHbIE, KINHUKO-UHCTPYMEHTab-
Hble uccnegosaHus. Obpallan Ha cebs BHMMaHme HU3-
KNIA YPOBEHb 3KCKpeuuun ¢ mo4voii 17-OKC u kopTu-
30na B KpoBu (Tabn. 1, HOpPMbI JaHbl Ha Guonorunye-
CKMIA Bo3pacT). Ha 7-ii fAeHb npebbiBaHUA B CTaumo-
Hape Ha (YOHe He3HAUUTENbHbIX KaTapasibHbIX ABJe-
HUI 1 cybgebpunbHON TeMnepaTypbl OKOO 8 4 0TMe-
YyeHbl pe3Kas BAIOCTb, CNabocTb, TOLWHOTA, PBOTA, ro-
JIOBHasA 60/1b, FONMOBOKPYXXeHMe. ['MKeMua cocTaBuna
3,3 mmons/n, A, 120/80 mm pt. cT., nynsc 90 yaapos
B MUHYTY. [locne BHyTpUMbILLEYHOro BBegeHus 30 mr
npefHn30/0Ha U BbIMUTOIO CNaAKoOro 4asg COCTOAHME
ynyywmnocsk. [o3sa npefHn3010Ha 6bla NoBblLLeHa A0
7,5 mr/cyT. OfHako anarHos 6one3Hn AfAnMcoHa Bbl-
3blBasl COMHeHue. [Mpu panbHelwem o6cnefoBaHWU
BbISIB/IEHO OMepeXKeHne KOCTHOro Bo3pacta Ha 4 rofa,
T. €. BUONOrMYECKNIA BO3PaCT MaslbyMKa paBeH 12 ro-
Jam, 4yTO CBWUAETe/bCTBOBANIO 06 orepexxeHun usu-
YecKoro pasBuTus. HacTopakmBasio TakXKe MoBbILLIEH-
Hoe A/l. Kpome TOro, B KIIMHNKY K 3TOMY BPEMEHW TMO-
cTynun mnagwwii 6pat 4., 6,5 net (puc. 1).



Puc. 1. ANJ4. Bpatbs K.: cneBa mnagwwii ., 6,5 net, cnpasa
cTapwwmii O., 8,5 neT, B LEHTPe — 3[0POBbIA NOAPOCTOK 12 neT.

Co cnoB maTepu, y MnajLuero 6pata UMenuch Takme
»Ke 0COBEHHOCTM Pa3BUTUS N UCTOPUN BOME3HU, KaK U
y cTapLiero. PebeHOK — BTOpOi B cembe, OT 2-i1 HOp-
Ma/ibHOli 6epeMeHHOCTH, MpPeXXAeBPEMEHHbIX POLOB B
Cpok 36 Heg ¢ maccoi Tena 3400 r, AnvHoOM Tena 59 cm.
OH Takke poc ¥ pa3BUBA/ICA C OMEepPeXXeHNeM CBEPCT-

HUKOB. [py 3TOM MOCTOAHHO 60Nen pecrnmpaTopHbI-
MV 3a60/1€BaHUSAMU C OBCTPYKTUBHBbIM CUHAPOMOM, B
5 net GblN NOCTaBMEH AMAarHO3 MyKoBucLmao3a (an1ek-
TponuTbl noTa Ya 51 Maks/n, xnopuibl 42,8 M3KB/n).
B Bo3pacTe 6 neT, feToM, y ManbymKa notemMHena Ko-
»a, OH BbIPOC 3a JIETO Ha 8 cM, MoABWUIMCL CnabocTb,
psoTta. C OCeHM MaTb CaMOCTOATe/NIbHO CTana AaBaTtb
pebeHKy 2,5 Mr npegHu3onoHa. Yepes nonroga . no-
CTYNnWiI B KINHUKY YKpanHckoro HUW oxpaHbl 300-
pOBbS feTeil 1 NOAPOCTKOB Ha 06CnefoBaHNe NPaKTu-
yecku 6e3 guarHosa. JaHHble KIMHMYECKOro ocMoTpa
OblIN NAEHTUYHBLI ¢ JaHHbIMU HO. PocT pebeHka co-
ctaBun 134 cm, macca Tena 27 kr, A, 100/60 mm pT. CT.
O6Lne KNMHNYeCKMNe aHan3bl ObIIV B Npefenax Hop-
Mbl, 3M1EKTPO/IUTHbI/I O6MEH He HapyLUeH, X0MecTepuH
M p-NunonpoTenibl B HOPME, 3KCKPeLMs C MOYoi
17-OKC cHwmxeHa BABOe MO CPaBHEHUIO C HOPMOW,
TaKXXe CHWKEH YPOBEHb KOPTU30Ma B KpoBU (CM.
Tabn. 1). AuddepeHumpoBKa cKeneta KUCTU Yy MNaj-
Lero pebeHKa TaKkxXe orepexkasa nacrnopTHbIN BO3pacT
Ha 4 rofa, cnenosaTesibHO, cooTBeTCcTBOBaU1a 10 rogam.
B HeBponornueckom ctatyce y [I. — yMepeHHbIn ro-
PU30HTa/IbHbIA HACTArM, CHUXXEHME MbILLEYHOW CUSbI.
KapuoTtun 46, XY, aHa/IOrMYHbI KapuoTumn u'y ctap-
wero 6pata. Ob6a pebeHKa ObINN BbINUCAHbI U3 KTUHU-
K1 C AMarHo30M: BPOXAeHHaa AMCHYHKLUUA KOPbl Hak-
rnoyevyHMKoB (?), oByc/iOBNIeHHas, BO3MOXHO, Aedu-

Tabnunuya 2
Pe3ynbTaTbl GMOXMMUYECKUX MCCNeA0BaHWIA
BonbHol 4., BonbHoi HO.,
7 net 9 net
BroxuMmdeckiii nokasatens 1 e Hopma
A yepes  YOM yepes
Hble 1 rog Hble 1 rog
AaH- AaH-
Hble Hble
Kanuii nnasmbl, mmons/n - 4,5 4,2 4,3 45 3,4-4,7
Hatpwii nnasmbl, MMonb/n 112 108 132 128 138-146
doctop, MMonb/n 1,14 13 1,22 14 0,65-1,3
Kanuii obwmii, mmons/n - 2,38 25 2,45 2,7 2,25-3.0
O6wwe nunugpl, r/n — 3,6 — 4,2 4-8
XonectepuH, MMOb/N 3,8 6,2 45 45 3,65-6,64
Tpurnuuepngpl, MMonb/n - — 0,7 - 154 0,45-1,86
p-nunonpoTenpl, r/n 4,4 9,6 5,6 6,4 3,5-6,4
Meab KpoBU, MMO/b/N — 156 — 106 11,0-22.0
>Keneso KpoBu, MMO/b/N — 4,6 — 6,0 6,6-26,0
OKCMNPOMH MOYmn, Mr/cyT — 62 — 44 11-44
YPOHOBbIE KMCNOTbI MOYMU,
mr/cyT — 34 — 4.6 3,5-5,5
Kanbunii moun — 2,82 — 3,7 1,0-3,0
TCX:
aMUHOKMCNOTbI KPOBY — Hopma — Hopwma -
aMWUHOKUCNOTbI MO4n — [loBbl- — TloBbI- —
LeHne LeHne
nponnHa nponnHa
yrnesofbl Kposu — Hopma — Hopwma —
yrneBofbl Moun - — —
YpUHONU3uC:
npo6a Cynkosuya — ++ — ++ +
npo6a CenveaHoBa — [ono- — Tlono- Ortpuua-
XKUTENb- XUTeNb- TeNlbHas
Has Has

npoba Ha NPoanH — — — _

MpumevaHue. VccnefoBaHns NpoBefeHbl B GUOXMMMYe-
CKMX nabopartopusax YkpanHckoro HV oxpaHbl 300poBbst AeTeid 1
NoAPOCTKOB 1 XapbKOBCKOrO LIEHTPa KAUHWUYECKOW FEeHEeTUKU K
npeHaTanbHOW AnarHOCTUKM.



I — Mnopa>keHne HaZNOYeUYHUHOE MHEPTHOW cUcTeMbl, |=| — Hagno4YevHUKoBasi HeOCTaTOUYHOCThIO

— HOCUTENBCTBO MYTaAaHTHOIO reHa

Puc. 2. PogocnoBHas 6patbeB K., 60/1bHbIX A,

W _ napanny; 14 — 3a6onesaHue HepBHOW CUCTEMbI; 114 — KpyMHble NUTMEHTHbIE MATHa Ha kKoxe; 1110, 1111, 1112 — caxapHblii gnabet (CA); 1112, 1119 — runepToHWYeckas
6onesHb (IB); 1115 — runepnurmeHTaums Koxu (“6poH3oBas™), napanuy, onyxonb mosra, 6onesHb AAAUCOHa; 1116 ymep OT MHeBMOHUM; 1117 — runepnurMeHTaums Koxu

("6poH3oBas), 4o 7 neT — MHEBMOHUW, aHemus; 1118 — apTepuanbHas rMNEePTOHUS.

unToMm 1lp-rugpokcmnasbl (rMNepToHMYecKas opma
[3]). Ha3HaueHbl Tepanus npegHU30/0HOM 5 Mr/cyT u
NOBTOPHOE 06CnefoBaHye.

MOBTOPHO AeTW MOCTYNWAN B K/IMHUKY B CEHTAOpe
1998 r. (uepe3 nonroga). CoctosHWe crtapliero HO. y
MaTepy 6ecrnoKOoCTBa He BbI3bIBasIO0, Ma/lbYyMK Bes ce-
65 aKTMBHO, XOPOLUO YUW/CH, UCHE3IMN NPUCTYNbI CNa-
60CTW, TOLLHOTa, PBOTA, HECKOJIbKO MOCBET/IE/IN KOXK-
Hble MOKPOBbI, [03a MpPeAHM30/I0Ha OCTaBasiacb 5 Mmr
yTpOM. [JlaHHble KIMHUKO-FOPMOHaNbHOro 06cnegoBsa-
HuA — 6e3 guHamukuM (cMm. Tabn. 1). Mpu HeBponoru-
YeCKOM 06cneoBaHNN BbiB/IEHbI NPU3HAaKK Nepude-
pUYecKor MonvHeponaTun.

Mnagwero 6pata [., 7 neT, Npogo/mKasm 6ecrnoko-
UTb ronoBHaa 60sb, cnabocTb. B utone 1998 r. y Hero
MOsIBU/IOCH MPaBOCTOPOHHEE pacXofsLleecs Kocorna-
31e, YTO TPaKTOBaIOCh KaK HeBPUT OTBOAALLENO HEPBa.
MNpy nocTynieHnn y mManbynmka oTMeyasmcb paccesiH-
HOCTb, 3aTOPMOXXEHHOCTb, Hapocna cnabocTb B pyKax
M Horax, MosIBUMINCL aHU30KOPWSA, AUMJIONUS, YCUWII-
CA HWUCTarM, OTMeyaslocb noluaTbiBaHMe B rose PoMm-
bepra. KnnHuyeckme aHam3bl — 6€3 OCOGEHHOCTEN.
YpoBeHb 3KCKpeuuun ¢ mo4oii 17-OKC CHmKeH —
3,5 MKMO/Ib/N. YpoBeHb KOPTU30/1a NO-MPEXXHEMY CO-
ctaenan 45—50 HMosb/N1. Bo Bpemsi NpUCTYMNOB roJioB-
HbIx 6onein ALl nosbiwasiock Ao 120/80 mm pT. CT.
O6omm MasibuymMkaM 6blIN MPoBeAEeHbI KOMMbIOTepHas
ToMorpadma 1 faepHas MarHUTHO-Pe30HaHCHasd To-
Morpadusi rofioBHOrO MoO3ra W HafrMoYeyHUKOoB. Y
cTapwero HO. BbIIBNEHblI MPU3HAaKX JINKBOPHOW [W-
nepteHsuu, y 1. — andpysHoe nopakeHue 6e1oro Be-
LLecTBa rofI0BHOro Mo3ra, 60nblue 3afHUX OTAENOB,
yTo ObIIO pacLeHeHO Kak nelikoguctpodmsa. B npo-
Lecce fanbHerLero HabnaeHUs cocTosHne [. yxya-
LLIasioch, HapacTasia HEBPO/IOrMYecKas CUMMTOMATUKA,
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NOSIBUNNCL aTakcusl, MPUCTYMbl KPaTKOBPEMeHHOU
MoTepu CO3HaHWA ¥ CyLOpOr, CTaiM yxyfLwarbcs 3pe-
Hue n cnyx. B aHBape 1999 r. nocne nepeHeceHHO
KpacHyxu oTmeyanacb rmrorinkeMmyeckas Koma, ro-
Cne Yyero ocTpoTa 3peHua cHusunacs o 0,3—0,4, Bbl-
AB/IeHa aTpod1A 3pUTENbHBIX HEPBOB. BpemMeHHO [03a
npefHn30n0Ha nosbileHa Ao 10 mr/cyT. Npu nocty-
M/JIEHUN B KIIMHUKY YKpanHckoro HVW oxpaHbl 340-
poBbsi deTeli M NOAPOCTKOB B MapTe 1999 r. (4epes
1 rog) BbIABNEHO MPOrpeccupoBaHne HeBposiornye-
CKOl CMMNTOMATUKN, HapacTaHne AeMeHLMK. B cBsa3n
C HesICHbIM [MAarHo30M [eTu Oblnn HarnpasfeHbl A1
KOHCYNbTaumMn Ha Kadeapy MeAMUNHCKOW FeHETUKM
XapbKOBCKOW MeAULMHCKON akagemun nocneamn-
JIOMHOro o6pa3oBaHus.

Mpy MeOMKO-TEHETUYECKOM KOHCY/IbTUPOBaHUM
CeMbW YCTaHOB/IEHO criegytolee. deHotun .. cmyr-
Nasi Koxa, "rpsi3Hble” JIOKTU U KOJIeHWN, XXECTKNE BOJIO-
Cbl, OXMpEHME, MbIlleyHas TMNOTOHUA, Gpaxuueda-
s, BbICTYNatoLWMiA 106, OTTOMbIPEHHbIE AehOPMUPO-
BaHHbIE YLUHbIe PAKOBWHBbI, ro/ybble CK/epbl, Pacxo-
JAueeca Kocornasve, OJIMHHasA LWesd, KPbU1oBUAHbIE
fionaTtkn, CKO/MO3, TUNepMOOUIbHOCTL CyCTaBOB,
Ba/ibrycHas u cabnesupHas gedopmauuns roneHeii; 8
HEeBPO/IOTMYECKOM CTaTyce — [aHHble B MOMb3y feii-
KoaucTpotumu, nepudepuyeckor nonnHeiponaTumn.

AHaNOTMYHbIE N3MEHEHWNSA BbIAB/EHbI Y CTapLUero
cubea HO.

MpoBeaeHbl BUOXMMUYECKME UCCNefO0BaHWA, pe-
3ynbTaTbl KOTOPbIX MpuUBEAeHbl B Tabn. 2.

MpY KNMHUKO-TeHeaorMyecKom nccrefoBaHnm rno-
JlyYeHbl [aHHble, CBUAETENbCTBYIOWME 06 X-CueneH-
HOM, PeLIeCCMBHOM HacnefoBaHWUW nartosioruu (puc. 2).

Ha ocHOoBaHMM [daHHbIX aHamHesa (nopakeHue
Ha[MoYe4yHNKOB, TMpeALlecTBOBaBLUee  MOPaXKEHWNIO



HEPBHOI CUCTEMbI Y 060MX CUOBCOB), KIMHUYECKOWA
KapTuHbl (Nerikoguctpodus, nepudgeprnyeckas nosu-
HeiiponaTusi, CUMNTOMbI aAAWUCOHU3MA), MpOorpeau-
E€HTHOro TeYeHUs MaTosiIornn, KINHUKO-reHeanormnye-
CKOro nccnefoBaHns, aHHbIX GUOXUMNYECKUX U TOP-
MOHa/IbHbIX MCCNef0BaHWA, SAEPHON MarHUTHO-Pe30-
HaHCHOI Tomorpagun 6bin NOCTaBAEH AWAarHo3: ne-
pokcucomHas 6one3Hb — AJ1[, ¢ X-cuenseHHbIM pe-
LLleCCUBHbIM TUMOM Hac/nefoBaHWUA. Y Miajllero cmbca
6blna ycTaHoBMeHa LepebpanbHaa opma natosoruu,
y cTapllero 3aboseBaHve npotekasio B Buge AMHI.

OCO06eHHOCTBIO A@HHOr0 Cnyvas ABWIMCb MOpaXxKe-
HUe BPOHXONErOYHOM N MMMYHHOW CUCTEMbI Y 060MX
CM6COB, npefLlecTBOBaBLUEe MOSABEHNIO OCHOBHbIX
NPU3HaKoB 3ab0/1eBaHNs, BTOPUYHbIV AedeKT TpaHc-
nopTa 3N1eKTPO/IUTOB B 3HAOKPUHHbIX XXenesax; orne-
pe>keHne (hr3MYeCcKOro v noaoBOro pasBUTUS; Nocnes-
Hee, BO3MOXXHO, 06YC/I0B/IEHO BOB/IEYEHMEM B NATO/IO-
rMYECKUii nNpouecc rmnoTaiamo-runousapHoi cuc-
TeMbl. 3aCMy>XMBAKOT BHMMaHUA OCOOGEHHOCTU POfLo-
CMOBHOW: (DEHOTUNUYECKNE MPU3HAKM HOCUTENbCTBA
MYTaHTHOrO reHa y 6abku rno MaTepuHCKOM NMNHWUA U1 'y
ee CeCTpbl, a TakkKe W30/IMpOBaHHas HaAnoyeyHUKOo-
BasA HeLOCTaTOYHOCTb y GpaTa MaTtepw.

[ns cBoeBpemeHHOro pacnosHasaHusa AJ1 Bo Bcex
CNy4asix BbISIBIEHHOIO Y Ma/lb4MKOB MMMNOKOPTULM3MA
LenecoobpasHo MpoBeAeHVe AeTalbHOr0 COMaToreHe-
TMYECKOr0 1 KJIMHUKO-TeHeasIormyeckoro nuccrnefosa-
HUWSA, KOMMbIOTEPHOM MarHMTHO-PE30HaHCHOW TOMO-
rpaun ronoBHOroO Mo3ra M HaAno4YeyHUKOB, ornpeje-

JIeHVe YPOBHS O/IMHHOLEMOYEYHbIX YXUPHbIX KUCOT.
YuutblBasa MHKypabenbHOCTb AJ1[], OrpoMHOe 3Haue-
HWe npuobpeTaeT NpaBu/ibHas OLIEHKA reHeTUYEeCKoro
pucka ana cnmbceos, T. e. MPOrHo3 notomctsa [8]. Kap-
TUPOBaHMe MYTaHTHOrO reHa MO3BONSAET HAfEeATbCA B
OyayLlemM Ha YTOYHeHWe fuarHosa 1 nposefeHue npe-
HaTa/IbHOM ANArHOCTUKM C MOMOLLLIO MOMEKYNSPHO-
reHeTUYeCKNX MeTOA0B UCCNef0BaHs, a TakXke Ha Mno-
ABneHne ahPEKTUBHBLIX METOAOB JIeYeHUs 3TOro 3ab0o-
NeBaHus.
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T. M. MuwyHuHa, B. A. KoHoHeHKO

CMEUNDPUNUYECKOE CBA3bIBAHUE TAMK B HAAMOYEUYHUKAX N COAEPXXAHWE
KOPTUKOCTEPOWUIOB B KPOBW MNPV CTPECCE ¥ MHTAKTHbIX KPbIC U KPbIC
C NBMEHEHHOW ®YHKUMOHAIBHON AKTUBHOCTbLIO
rMMMOTAJIAMO-IT'MMNOPUNIAPHO-HAAMOUYEUYHNKOBOW CUCTEMbI

JNab6opatopus Helipoxumun (pykoBoauTens — npod). B. A. KOHOHeHKO) VIHCTUTyTa aHAOKPUHOMOrMK 1 06MeHa
Bewects um. B. . KomuccapeHko AMH YkpaviHbl, Kues

MnasaHue KpbIC B TeueHne 30 MUH NPUBOANIO K CHUMKEHMIO YPOBHSA
cneuuguyeckoro ceasbiBaHns TAMK nnasmaTuyeckumm MeMopaHa-
MV HaZiNMOYEYHNKOB MHTaKTHbIX KPbIC, HO HE KPbIC, KOTOPbIM MHO-
rOKpaTHO BBOAMAM TUAPOKOPTU3O0H C LENbio TOPMOXKeHUs 6a3asib-
HOM aKTMBHOCTU CUCTEMbI TMNoTanamyc—runous—ikopa Hagno-
YEYHWUKOB U Y KOTOPbIX YPOBEHb PELENTUPOBAHNS aMUHOKUCNOTbI
ObIN 3HAUNTENBHO BbiLe KOHTPONA. [pefpapstoLiee CTPecC Beefe-
Hve 6GaknotheHa U ramma-b-amMMHOBY TUPUNTaypuHa He W3MEeHSN0o
cneumnduyeckoe cessbiBaHne MTAMK, HeCMOTPS Ha BAUsHWE mpena-
paTOB Ha KOHLEHTpaLnio KOPTUKOCTEPONIO0B B KPOBU YKMBOTHbIX.

Cpean  aKCTpaHelpoHaslbHbIX (OYHKUUIA ramma-
amuHomacnsHo kucnotel (FTAMK) B nocnegHee
BpeMs Bce 060Jibllee BHUMaHWe YAeNseTcs BbIACHe-
HUKO BO3MOXHOW ee ponnv HEenocpeacTBEHHO B 3H-
OOKPUHHBIX XXenesax. Tak, WCCneayroTcs  posb
TAMK-peLenTopoB B perynaumm ceKpeumn UHCyu-

Thirty-minutes swimming of rats led to a decrease of spe-
cific GABA binding by adrenal plasmatic membranes in in-
tact rats but not in rats with increased level of amino acid
reception repeatedly injected with hydrocortisone for inhi-
bition of basal hypothalamic-pituitary-adrenal activity. In-
jections of baclophene and gamma-L-aminobutyril-taurine
before stress did not modify the specific GABA binding, al-
though the drugs changed the corticosteroid concentrations
in the blood.

Ha, comatocTaTMHa W [/Il0KaroHa nomkenyLo4HO
»xenesbl [15], yyactne TAMK B CUHTE3e TUPEOUHbIX
rOPMOHOB B LUMTOBUAHON >xenese [14], BoBneyeHue
MeamaTopa B MexaHn3Mbl, PErynnpytoLine cekpeLmio
ropmMoHOB B nnaueHTe [18], HagnoyeuHukax [4, 5,
n].

33



