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Tybeposusrii cknepos (TC) (cunoHHUMEL: 3mHMIOIs,
Bypuesunna-Ilpunris Oonesns) mpencrasiser coboif
TETEPOTCHHYIO IPYIITy ayTOCOMHO-IOMHHAHTHEIX 3260-
JIEBaHUi1 C HENOHOI IEHETPAHTHOCTEIO 1 BapBHPYIO-
IEH IKCIIPECCHBHOCTEIO.

IlepBere coobruenus o TC OBUIH CHENaHEI MATOJI0-
roanaromom F. von Recklinghausen B 1862 I., a 3aTeM
B 1880 r. dpamysckuit HeBponor D.-M. Bourneville B
COOTBETCTBHH C XapaKTepOM HaTOMOP(HOIOrHIeCKX
M3MEHEHHI! BBEN HOBBIN TEPMUH «TyOepo3HEIif CKIepos
H3BUIIMH MO3ray. B nocnemyromue romer HEOIHOKPaTHO
00paIanoch BHUMAHHE Ha MOMHCHCTEMHOCTE H3MeHe-
Hui ipa TC, u B 1905 r. G. Perusini COODIHMI 0 YacTOM
COY€TaHHH U3MEHEHHUH CO CTOPOHEI TOJI0OBHOTO MO3ra,
TTO9EK, CepALa U CalbHBIX XKENIe3 MO THITY aaeHOMEL

Homynsauuorsas yactora sa6onesanus 3HAYUTEIILHO
BAPbHPYET B BO3PACTHBIX IPYIIIAX, HO ABIAETCS UICH-
THIHOH B PA3ITHYHBIX TIONMYIALMIX 1 IPONOPIHOHAN-
HO yBEMHIUBAETCA C BO3pacToM 60bHbIX. IIpH 0630pe
MHOTONETHHX HaOMIONeHut, Mo naHHbIM M. Gunter, L.S.
Penrose (1935) u J.P. Osborne (1991), ona cocrasuna
1:30000. ITomynanuonusie HcclnenoBanus B paiione Ok-
copna (CIIA) nokasamu, uto yactora TC cpenu netei
10 5 neT coctaBuna 1:15000; BO3PAcTHOH rpyImme 10
30 nter — 1:20000, a cpexu sy crapiue 65 et — 1:29000
HaceneHus [29]. Cxonusle qadubIe GbUIH MOJLyYEHEI 110

PE3yIIbTaTaM SMHAEMHONOIHIECKIX UCCIIEN0BAHM B
Mlotnannum, roe yacroTa CPEeIH HOBOPOXKAEHHBIX CO-
CTaBHIAa 1:5800—1:10000; B rpynne pgetre# go 10 mer
—1:12000, a obmas pacopoctpaHeHHOCTh —1:27000
[37, 38].

Hacnencreenusrit xapakrep TC Buepsrle oT™MeTHIT
H. Berg (1913), B nanbaeiimem M. Gunter u L.S. Pen-
rose (1935), a taroxe N.C. Nevin u W.G. Pearce (1968)
TIOKa3any NOMHUHAHTHBIN THII HACTENOBAHUS NAHHOMN
IaTOJOrHH.

K nacrostiemy Bpemenn U3y4YeHBI HEKOTOPHIE MOlTe-
KyIISIPHO-TEHETHYECKHE ACIIEKTHI JAHHOIO 3ab01IeBaHA:
kapTuposanel reHsl TBS1 [22, 41], TBS2 [32, 36, 39],
TBS3 [24] u TBS4 [2, 42] THIOB, a Taxke BLIABICHL!
NEPBHYHEIE OHOXUMHYECKHE MEXAHU3ME] [27, 30, 34, 35,
45, 46, 47], upuEEMAaroIe y4actue B pa3Butuu TC.

®opma 3abonepanus, HMeuIas CIeIIeHHe reqa ¢
MapKepaMH IMHHOI'O I1Ie9a XPOMOCOME! 9, B 4aCTHOCTH
C I'€HOM rpynmnel kposu ABO u onkorenom ABL [22,41],
noxyunia Hazsauue TC 1 Tuma, a COOTBETCTBYIOINHA
MyTaHTHBIA reH 0603Hayaetcs kax TSCI u COIEPHCHUT
23 5k30Ha. DTO ONMH U3 HauboNee YacTo BCTPEYAIOL[HX-
Cil B KITMHYECKOH NIPAKTHKE THIIOB GOIE3HH, KOTOPBIH
COCTAaBILIET 0KOmo 40%.

CuenneHue MyTaHTHOTO rena (TSC2) ¢ mapxepamu
KOPOTKOro I1e4a XpOMOCOMEI 16 M reHOM MOTMKHCTO-
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3a TI049€eK, PacTIOIMKEHHBIM B obmactu 16p13.3 [36, 32,
39], ABUIOCH OCHOBOIIOJATAIOIIHM (daxTopoM s BHI-
nenenns 2 Tuna TC. I'en TSC2 3apuMaeT okoio 45 k0
regomuoit [THK, ero kogupyromas obnacThb pasfeneHa
na 41 sx30H [34].

[ToBomoM IJIsi OKCKA TPETBEro reHa (TSC3) na xpo-
MocoMe 12 SBHIOCH BEISIBICHHE TPAHCIOKAIWH t [3,12]
(p26.3;923.3), BOSHHKILCH de novo y 0qHOTIO K3 NAlKeH-
1oB ¢ TC [24]. B psine cemeii 05110 oOHapyXKeHO CLem-
JleHue MyTAHTHOTO TeHa ¢ MapKepaMy JIIHHHOTO [UIeHa
XPOMOCOMBI 12 ¥ pacroNoXeHHBIM B TOH e XpOMOCOMe
reHoM (eHUIIKETOHY PUH.

B meckonbkux cempax ¢ TC 65110 0OHAPYKEHO
CIleTUIEHHe MYTaHTHOTO reHa ¢ Mapkepamu JITHHHOIO
meda XpoMocoMsl 11 B 0bnactu 11q14-q23 [25, 42].
Onucanye TpasciokanyH t (1 1q23.3;22q11.1) y peberxa
TPYIHOTO BO3PACTa SBHIOCEH IOBOXOM JULL IIPEATIONo-
JKEHWSI, YTO JOKAIU30BaHHEIH B obnactu 11q23.3 rex
NCAM, KOOUPYIOIKHA MOIEKYITy anre3nt HeHpOHOB,
MOXKET OBITH KAHIHIOATOM YETBEPTOro reHa TSC4. On-
HaKo B JaibHeHIIeM 9Ta THIIOTe3a He Hallia SKCIepu-
MEHTAIBHOI0 TIONTBEPKICHNA.

TpyZHOCTH [EHETHYECKOr0 KapTUPOBAHHA CBASAHEL
¢ TeM, uTo ceMbl ¢ TC JOCTAaTOYHO MAJIBL ¥ PEIKO HME-
1aCh BO3MOKHOCTB TPOCIENUTE bomnee 1-2 uapopMa-
THBHBIX Meito3os [31]. TeM ne meHee, 0O1CBUIHO, 4TO
B GOJIBIINHCTBE CIyJyaeB OONE3Hb pa3BUBACTCS BCICAC-
TBHE HATWYHI MyTaldi B OMHOM U3 IBYX JIOKYyCOB:
TSC1 wmm TSC2, uaeHTHGAIIPOBAHHBIX K HACTOAMIEMY
BpPEMEHH.

TlepesmM 6511 OTKpEIT el TSC2, KOAMPYFOIIHH Oe-
JIOK TyGepHH, HIMEIONIHH paifoH FOMONOTHH IIPOTKCH-
HocTsio B 160 amuuoxucior [34]. [TonobHbIe G-6enku
OTIOCPEIOBAHO IIPUHAMAIOT y4acTHE B KOHTPOIIE KIIC-
TOYHOTO MUKJIa, Iponudepanyy 1 AupHepeHInpoB-
ke. IIponyxrom resa TSC1 ABiseTCs GeNoK raMapTHH
[45], B3aMMOIEHCTBYIOIHUH ¢ TyOEpHHOM. Ou cocTouT
a3 1164 aMHHOKHCIIOT ¥ MMeeT MOJIEKYJIIpHYI0 Maccy
130 /1.

Jlnst TC xapakrepHa BbICOKas JaCTOTa BOSHUKHOBE-
H{A HOBBIX MyTaluii, JOCTATAOMAs 10 PasHbIM OLCH~
xaM 60—65%. CKOpOCTh MyTHPOBAHH B JIOKYCE TC ome-
HuBaercs 2,5:100000 raMer, a TaioKe ONUCAHBI CIIyvan
COMATHYECKOTO ¥ TOHAIHOTO Mo3aniu3ma. Koppemuun
MEXJIy BO3PACTOM POAHTENeH OOIBHOTO 1 4acTOTOH BO3-
HuKHOBenws MyTauui B rege TC He HAOII0ANIOCE.

Ipu cemeiinsix popmax TC1 oxono 15% MmyTaumi
6LLIM JTOKATM30BaHEl B 15 oK30He [45]. [lpu copanu-
yeckux (popMax ¢ HEH3BECTHBIM THIIOM 3ab0NeBaHUA
yacTOTa MyTallii B 9TOM 9K30HE CHIDKaIack 0 2,5%.
MyTaruu ripi TC1 BCTpeuaroTCs NpUMEPHO B 3—4 paza
yame B rene TSC2, uem B rene TSCI, u T2 mudpa
Bo3pacTaert elle GOJIbIlE, €CIH paccMaTpHBaTh TOJIBKO
criopafuyeckue ciydan. [Ipn paccMOTpeHHH ceMeiHBIX
crydaes TC COOTHOIIEHHE MEX/TY 4aCTOTaMH MyTaLuA

B regax TSC1 u TSC2 cTaHOBUTCS MPUMEPHO PABHBIM.
Taxum obpasom, MyTanuu B renax TSCL u TSC2 065-
SCHSIEOT TOIABIISIIOIIEe GONBIINHCTBO CEMENHBIX U TTPH-
MEpHO IOJIOBHHY CIOPaINIECKHX CITyJacB TC c npesa-
nupyrommM Bkagom reda TSC2 Bo BTOpOM BapHaHTe.

K IMHKHKO-MHCTPYMEHTAIBHOE 00C/IeI0BaHME Naly-
€HTOB, MMEBIIMX MyTalll{ B TeHE TSC1, nokazaio, 9To B
JAHHOM rpyre 3a6oNeBaHue IpoTeKano B Gonee JIEFKOH
dopme: perxe BCTPEaICh SIMIENTHIECKIS MPUCTYTIB,
GBI MeHee BEIPKEHB! HHTEJUIEKTyalbHbIE HApYILICHHIA
1 KOMCHBIE M3MEHEHH; OTCYTCTBOBAIM raMapTOMBI CeT-
YaTKH; M3MEHEHHs CO CTOPOHEI IT0YEK ¥ NEeUCHH (330051
yMepeHHBIMA. Tedenue GONE3HY y MAKEHTOB, IIE My-
Tanuy GBUTE He BEIIBIIEHBL, TAIOKE UMENO oliee Jerkoe
TeueHHe 10 CPABHEHHIO C HOCHTENIAMU MyTallii B FeHe
TSC2. He ncknrouaeTcs, 9TO HEKOTOPBIE U3 STHX IIa-
[IHEHTOB SBISIMCH COMATHYECKUMH MO32aHKaMH TI0 My-
tamusaM B reHax TSC2, TSC1 unu uMeny MyTaluy B
HempectHbXx TSC-noKycax [21, 23].

YMCTBEHHAs OTCTAOCTh peXke BCTpeUanach Cpeaiu
narmentos ¢ TC1. OmHako KIMHAYECKas AMarHOCTHKA
BYX TeHeTHYIeCKHX (popM 3aboneBanus, o0ycroBneH-
HBIX MyTanusiMu B regax TSCL u TSC2, mpakTHYECKH
HEeBO3MOJKHA, XOT OUYEBUIHO, YTO YMCTBEHHAA OTCTA-
JIOCTE 3HAUMTENBHO Yallle BCTPeYanach y HOCHTeIeH
myTarmii B rede TSC2. OnpeneneHHbIX KOppeAIuH
MEXy THIIOM MYTalHOHHBIX HOBPEXISHUA ¥ KIHHHA-
YeCKUMH CHMIITOMaMH 3a00/eBaHus He HalIeHO [18,
19, 20, 33, 48].

TIpy u3ydernr 27 HEPOACTBEHHBIX IALMEHTOB C TC
¥ [ONMKKMCTO30M MOYeK B 22 CiIydasx ObuId uneHTHdu-
LMPOBAHEI IPOTKEHHBIE JENEIHH, 3aTparuBaroliue Jsd
cocemuyx rega: TSC2 ¥ reH MOMMKMCTO3a IIOHEK (PKD1)
[40]. TTo-BuAMMOMY, COUECTAHHE TC ¢ IOIUKHACTO30M T10-
yeK COMPKEHO CO CTPYKTYPHEIMU PEOPraHH3ar M,
3aTparuBAIOIMMK 002 9THX reHa.

KpuTepyy KIMHHYECKOH TUarHoCTHKA TC BuepBEIE
6outa paspadorans H. Vogt (1908) 1 BKJIIOYAIH TPHA-
[y CHMIITOMOB: aJIEHOMY CalbHBIX JKele3, Cyl0port i
YMCTBEHHYIO OTCTal0CTh. JanpHeiimye HaOMIONCHHAA
[10KA3aJM, YTO HEKOTOPHIE NMPU3HAKH TPHAIBI HOABIII-
[OTCSL yKe B TIEpHOJ Pa3BEPHy TOH KIMHUYIECKOH CHMII-
TOMATHKH ¥ HEe UMEIOT JMArHOCTUYECKOro 3HaUCHUA Ha
MOMEHT NIEPBUYHOTO YCTAHOBIIEHHAS HAarHo3a. B Hacro-
Amee BpeMs B KIMHHUECKOH MPaKTHKE HCIONL3YIOTCA
JMATHOCTHYECKHE KPUTEPUH, ONPE/CTICHHBIE Cornacu-
remsHoi xomuccreit to TC (CLIA, 1998), BKiItodarone
TIepBUYHEIE ¥ BTOPHYHBIE IPU3HAKH.

K mepBHYHEIM NpU3HAKAM OTHOCATCA anrno¢huopo-
MBI JIWIA WK uOpPO3HBIE OILIIIKY HA 10y; HeTpaBMa-
THUECKHE OKONOHOrTeBble PUOPOMBI; 60IIee 3 THIIOTHI-
MEHTHBIX TISTEH; YUACTKH KIIATPEHEBOH KOXH»; MHO-
JKECTBEHHBIE TAMAPTOMbI CETUATKH; KOPKOBBIH Tybepc;
CyGONeHTMMapHBIE Y3JIbL; THTAHTOKIETOIHAA aCTPOLH-
ToMa; MHOXKECTBEHHBIE UITH EIUHATHEIC pabIOMHOMBI

58 MEIUIJUHCKUH AKATEMHI YECKHH XYPHAJL. TOM 9. Ne 2. 2009




KTHHHYECKAS METHLIHHA

cepaua; TMM(paHTHOMHOMATO3 JETKHX; MHOXXECTBEHHBIE
AHTHOMHOJIMITOMBI TTI0YEK.

BropuuHbie MPU3HAKK BKIIIOUAIOT U3MEHEHH dMa-
11 3y00B; TaMapTO3HbIE PEKTATIBHEIE [TOJHUIIBL; KOCTHBIE
KHCTBI; MUTPALlHOHHEIE TPaKThl; GUOPOMEI IECeH; ra-
MapTOMBI BHYTPEHHHUX OPTaHOB; aXpOMaTHYECKHH yyac-
TOK CeTyaToil 000I0UKY ITa3a; MATHA «KOHGETTH» Ha
KOJKE; MHO)KECTBEHHBIE KUCTHI II0YEK.

Hecomuennsiii fuarso3 TC ycTaHaBIMBaeTCs B CIIy-
yae BBIABIEHU IBYX HEPBUYHBIX UM OJHOIO IIEpPBUY-
HOT'O ¥ IBYX BTOPHYHBIX IIPU3HAKOB. ,

Bosmoxuslit auargos TC npennonaraeT Halugue
OIIHOTO MEPBUYHOTO ¥ ONHOTO BTOPUYHOIO IPH3HAKOB.

[penmonoxurensHbIN quarto3 TC BKIOYAET ONMH
IIEPBUUHBIH HUITH [Ba 1 OOJiee BTOPUYHBIX IIPU3HAKA.

Mz gabmronanu 69 nanuentos ¢ TC u3 52 cemeit, U3
Hnx 11,5% cocTaBmiy ceMeiHble ciIyday, B TOM YHCle
1 ceMbs UMeNla MOHO3UTOTHEIX Onu3HenoB. CpenHuH
BO3pacT yCTAHOBIEHHUS QUArHo3a cocTaBHl 3,5 roza.
Bonee mo3aHsas AMarHOCTHKA OTMEYANIach B €IMHUIHBIX
ClTy4astx, Korna 3a00eBaHe IpoTeKao ¢ IpenMyIec-
TBEHHBIM IIOPAXKEHUEM IIOYEK WM [TO3NHUMHU IPOsBIe-
HIUIMH HEBPOJIOTHYECKOM CUMITTOMATHKH.

Knunuueckue mposiaeHus TC cknanplBaroOTCs B
3aBUCHMOCTH OT IIPEUMYIIECTBEHHOTO IOPaXEHHUs ro-
JIOBHOTO MO3Ta, KOXKHEIX ITOKPOBOB HMIIH BHYTPEHHHX
opranoB. OnHaKo ciemyeT 00paTUTh BHUMAaHUE Ha TOT
¢axt, 4yTo 3a00NeBaHNE XapaKTepU3yeTCs HENPEPEIBHO
MIPOTPECCUPYIOMINAM TEUECHHUEM.

Knaccryeckas popma TC xapakrepusyeTcs TpHanon
CHUMIITOMOB: ’

a) KOXKHBIE H3MEHEHWS NPOSBILIIOTCSA COYeTaHUEM ydac-
TKOB JEMUTMEHTAIIHH 1 MUTMEHTHBIX IATeH B 00-
JIACTH TYJIOBHILA U KOHEYHOCTeH. XapaKkTepHHI aje-
HOMATO3HEIE Pa3pacTaHus CalbHEIX XKelle3 B BUIE
«adenoma sebaceum» Ha CIIMHKE HOCA U Ha ILEKax
[0 THITY «06ab04Kuy», BO3MOXHO IIPOSABICHHE QHO-
PO3HOTO aHIMOMAaTO3a B 00JIaCTH KPBUIBEB HOCA U
non6opozaka. THITHYHE aXPOMIYHEIE TUCTOBHIHBIE
ILITHA, OKOJIOHOTTEBEIE (HHOpOMEL. KoXKHEIE IPOSIB-
JICHHS, TI0 HAIIKUM HaOIIONEeHHAM, IPHUCY TCTBOBAIIH
MPaKTHUECKH y BceX OONBHBIX, mpudeM y 18,2% u3
HIX OTMEYalliCh H30IMPOBAHHEIE H3MEHEHHUS B 00-
JIACTH JIUIIA 110 TUITY «0aboukny, y 39,4% BEIIBIEHEI
IpeNMYIIeCTBEHHO AeMUTMEHTHPOBaHHEIE [IITHA Ha
Tynosuuie Uy 42,4% NaIfyeHToB JUaTHOCTUPOBAHBL
COYETaHHEIEe MOPaXEHHUs JIUIA U TYJIOBHILA;

0) CyIOpO>XKHBIE NpHUIIafKH, KaK IPaBHUIIO, ABIAIOTCS
nepBeIME ITpu3Hakamu TC y nereil panHero Bo3pac-
Ta. B AMHAMHKE OHM HApacTAarOT, CTAHOBSTCS [TOIH-
MOP(GHBIME H PE3UCTEHTHBIMH K IIPOTHBOCYIOPOXK-
HOM Tepanuu. TsDKeCTh COCTOSHHUSI ONPEeNeNsIeTCs
BOBJIEYEHHEM B MPOLIECC FOJIOBHOIO Mo3ra. Pesynb-
TaThl HAIIMX HAOJIIONEeHWH CBHUAETEILCTBOBAJIM O Ha-
JIMYUH CYTOPOIKHOTO KOMIIOHeHTa y 83,9% marueH-

TOB. [JpyruM HJOMUHHMPYIOIUM IPU3HAKOM SIBHIICS
THIepPTEH3UOHHBIN CHHIPOM, IPOSBUBILMHCS Y 96%
TAIUEHTOB;

B) SIMIENTHYECKHUE PACCTPOMCTBA CIIOCOOCTBYIOT Je-
CTPYKLIMH MO3ra C [IOCIEMYOLIEH Aerpagauel Iud-
HOCTH, U 10 70% GONBHBIX YKe B IETCKOM BO3pac-
TE€ WMEIOT Ty HIIH UHYIO CTEIICHb CHIKEHHUS HHTEJI-
nexra. [To ganaeiM M.R. Gomez (1988), ymcTBeH-
Hasi 0TCTaloCTh BcTpedanack B 48% cnydaes. I1o
HAIIIMM JaHHBIM, PAHO BO3HUKIIHE U3MEHEHUS FOJI0-
BHOT'O MO3Ta ¥ 3HAYHTEILHbIE PaCCTPOHCTBA IICUXH-
4eCKOro 30POBBs OBLIH BBIABICHE! y 88,6% Gob-
ueix TC. Tonpko 4 mamuenta (11,4%) umenu no-
CTaTOYHO COXPAHHBIH HHTEINEKT; B 42,3% ciryyaes
ObLTa OTMEUEHA 3a1EPIKKA IICHXIMUECKOTO Pa3BUTHS;
14,3% GONBHEIX UMENIH PACCTPOMCTBA IO THILY -
6unpHOCTH; ¥ 23% marueHToB Haboganach onu-
rodppenus, y 8,6% — unuortusa. Hapymenue uuTen-
nexta npu TC coyeTaeTcs ¢ H3MEHEHHAMHU IIOBee-
HEsI B BUZIC ayTH3Ma, THIIEPAaKTUBHOCTH, arpeCCHH,
B TOM YHCJIE ayTOArPECCHU. AYTH3M SBIIETCS Of-
HHUM HX crieruduueckux npusHakoB TC, u, no Ha-
MM HaOIIOOeHHUSM, OH IPUCYTCTBOBaN ¥ 1/3 00-
CIIEIOBAHHBIX, XOTS IUTEPaTyPHEIE JaHHEIE CBUIE-
TENILCTBYIOT O TOM, YTO ay THYHbIE UePTHl HMEIOT JI0
50% GompHEIX [9]. AyTH3M Mpenonpenenser CIoX-
HBIE B3AaHMOOTHOIIEHHS C OKPYXAIOIIUMH, B TOM
YHCJIE U C PONUTENIMHU, B IETCKOM BO3DacTe, a TaK-
)K€ PUTMIHOCTE IOBENEHHs U HapyIIeHHe KOMMY-
HUKAIIWH B JanbHeHmeM. 113 rpynnsl HabnronaeMbIxX
Ham¥ 60NBHBIX 17,9% HaXOMHUIKCH B yUPEHKAECHUIX
COLIMANILHOro obecmeueHus, bonee 65% marueHToB
OBLIH HE CITOCOOHEL K 00yUeHHIO.
HeBponornueckue H ICHXWUEeCKUEe HapyIIeHHs sB-

JISTIOTCSI Pe3yJIETaTOM raMapTOMHEIX TyOepo3HEIX obpa-
30BaHMH 110 XOLY MO3TOBBIX 000JI0YEK, U3BHIHH KOPEI
rOJIOBHOTO Mo3ra. Yarie OHU MOSBIAIOTCS B 00NACTH
0a3aIbHBIX FAHIINEB, CTEHOK JKeTyI0YKOB MO3Ta, PeXe
— B 00J1aCTH MOKEUKA, [IPOIOITOBATOr0 MO3ra.

B Hacrosiiee BpeMs OTHIM U3 Hanbonee neperex-
THBHEIX MeToqoB auarHoctukd TC sBiigercs mydesas
muarnoctuka [13, 16, 17]. Ha MPT-u300pa)keHUIX OII-
PeIeNsIoTCs CyOaneHIMMabHEIE Y3IIBl, XapaKTePH3YF0-
IIHECS H30UHTEHCUBHBIM CHUIHAJIOM OTHOCHTENBHO Oe-
10ro BemecTsa. MTHTEHCHBHOCTE CHTHANA y3J1a 3aBUCHT
OT CTeleHy Kanbludukaun. KopTHKanbHbIE Y316l IPH
TC pacmonararoTcsi B KOpe U B IPHJIEXaluX OTAeIax
0es10ro BEIIECTBA U CUMYIHPYIOT KapTHHY aXUTHPUH.
B 15% cnyuaes npu TC BeisiBIsSeTCA CyOaTIeHAUMAbHAS
TMCAHTOKJIETOUHAS aCTPOLIUTOMA B IIOJOCTH HOKOBOIO
KeJTyI0YKa TOJIOBHOIO MO3ra. Yike CITyCTs HEZIENo I10C-
ne poxnenns y 6onsrpix ¢ TC npu MPT MoxeT 6BITH
BBIAIBIIEHA BHyTpUYepennas kansnuduxamus [44]. ITo
HalKM JaHHBIM, B 100% ciayyaeB ObLIO BBIIBIEHO Ha-
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JIFYHE TATONIOTHUECKHX 09aroB, YTO MOCITYXHIIO OCHO-
BaHpeM K Hadally aJleKBaTHOTO JIEYeHHU.

Ha KT-u300pakeHUAX B CTEHKAX JKEIYJ0IKOB BH3Y-
QIM3HPYIOTCS KalbLM(PUKATEI, IPEACTABILIIOMINS cobott
neTpUGUIMPOBAHHYO 9aCTh CyO3IeHMMABHOTO y3/Ia.
B 15% ciryuaes npu TC BBITBISETCS CyOaIeHIMMATBHAL
[UTAHTOKJIETOYHAs acTpoIuTOMa. BeHTpHKynoMeraus
yare JECTUIACTIYeckas b0 BTOpHYHas 13-3a 00CTPyK-
1K 0TBepCTHs MOHPO THTaHTOKIETOYHOH aCTPOLMTO-
Mol [13, 16, 17].

HecMoTpst Ha TO, YTO PEHTIEHOIOTHYECKOE HCCIe-
JIOBaHHE Yeperna B HacTOsIIEe BPeMs IIPOBOAUTCS PEIko,
JIMATHOCTHYECKAs 3HAYMMOCTB €ro He Hemodaercs. Ha
KpaHHOTpaMMaXx OIpPEIeILTIOTCA KaJIbIF(HUKATEL, PAcIIo-
JATAIO[HECS IPEMMYTIECTBEHHO TePHUBEHTPUKYIAPHO
¥ B BellecTBe Mo3ra. [0 HamIMM JaHHBIM, 0OBI3BECT-
BIICHHMS B BEIECTBE MO3ra OB 0OHAPY)KEHBI B 33,3%
CITy4aeB.

Kak M5l otMedanu paree, TC OTHOCHTCS K IDyIIIe
[ONMCHCTEMHBIX 3a00/IeBaHIHA ¥ KpOME OCHOBHEIX IIC-
PEUYHCIIEHHBIX CHMITOMOB IPOSBILAETCS:

— NOpaXeHHEM OpraHOB 3PEHUA B BHIE 3aCTOMHBIX
COCKOB HJIM aTpO(QUy 3pUTEIbHBIX HEPBOB; CIIEIH-
drraremM cumnToMom TC sBIseTcs paspacTanne Ha
[Ia3HOM JHE B 00IIACTH OHCKa 3PUTEIBHOTO HEPBa
[0 THITy «TyTOBO#M sirome» [6, 7, 10];

— HM3MEHEHWIMH BHYTPEHHMX OpPIraHOB, BKIIFOHaIOIIH-
MH TIOpaYKEHUs CEPIeUHO-COCYIUCTOH, MOYETIONO-
BO¥i CHCTEM, OPraHOB MHLIEBaPeHus U T.A. [2, 4, 8,
9,15];

— SHOKPYHHBIMHU HAPYIICHISAMHE IO THILY JUCHYHK-
[TMH JKeNe3 BHYyTpeHHEH ceKpeluH, BOSHUKArOIIAMHU
IpEeHMYIIeCTBEHHO Ha (POHE POCTa OIyXONeH [15];

— pasnWYHBIe OIyXONH Y MAlWEeHTOB MIIaJeH1eCKo-
ro BO3pacTa, KaK paBuyIo, NPEAIIECTBYIOT MOSBIC-
guro THmAuHsX cumnromos TC. CrienunQuIHBIMA
it TC sSBIAIOTCA KapAUalbHBIE U [Ia3HEIE raMap-
TOMBI, @ TAKXKe IIOBBIIIEHa BCTPEYaeMOCTh SIEH 1~
MOM ¥ acTpomnutoM (2, 4, 8, 9, 15]. BeisBisiemble
npu TC oImyxony BHYTPEHHHX OpraHOB obrnagaioT
BBICOKOM CKIIOHHOCTBIO K MallUTHH3ALHH.

Takum 06pa3oM, paHHAA NUATHOCTHKA TXKEIOTO
HACIENICTBEHHOTO 3a00IeBaHMs, KAKOBBIM ABIAETCA
TC, criocoO6CTByET CBOEBPEMEHHOMY Havdaly JNE€YCHHUS,
IPOBEJIEHHUIO PeabUINTAIMOHHBIX ¥ IPOGHUIAKTHYEC-
KHX MEpOIPUSATHIL B CEMbE C UCIIONB30BaHHEM METOOB
[IpeHaTaNbHOM UarHOCTHKH.
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