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NEKUHKA

Ty6epo3HbIN CKIlepo3:
OCOOGEHHOCTU KJINHUYECKUX NPOABIIEHUN,
ANarHOCTUKM U Tepanuu y geTen

B.U.lWeakoBckuit, B.M.CTyaeHukuH, O.U.MacaoBa

HayuHbi yenTp 3aoposb s AeTest PAMH, Mocksa

B pa6oTe npefactasneHbl COBPEMEHHbIE faHHbIe (IUTepaTypHbIE U HA OCHOBE COBCTBEHHOMO ONbITA) O PACNPOCTPAHEHHOCTU
Ty6EpO3HOro CKNeposa, 3aTPOHYTbl 3TUONATONEHETUHECKNE WU FTEHETUHECKME Ero acnekTbl, ONUCAHbI OCOBEHHOCTU KIIMHNYEC-
KUX NPOSIBNEHWIA 3ab0NeBaHns y AeTel, a TakxKe MeTob! NTEYEHUs U AMarHOCTUKK TyGepo3HOro CKneposa (BKYas MeTonb!
Herposuayanusaumn). ObcyxpaeTcs npobnema NpounakTUHECKOW BakuMHaUMn naumeHTos ¢ TC ¢ ncnosb30BaHNEM BaKLK-
Hbl AKOC.
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Tuberous sclerosis: peculiarities of clinical manifestations,
diagnosis and treatment in children
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The authors present herein the present-day data (both literature-derived and based on own experience) concerning the preva-
lence of tuberous sclerosis, touching upon the aetiopathogenetic and genetic aspects thereof, describing peculiarities of clini-
cal manifestations of the disease in children, as well as methods of treatment and diagnosis of tuberous sclerosis (including
methods of neurovisualization), also discussing the problem related to preventive immunization of patients with TB using the
diphtheria and tetanus toxoids and pertussis vaccine.
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¢ akomaTo3sbl (0T rped. phakos — poAnMoOe NATHO) AB-
NAKTCA reteporeHHo rpynno 3aéonesaHunia, conpo-
BOXJAMOLLMXCH U3MEHEHUAMM LieHTpanbHOW HEPBHOW CUCTe-
Mbl U KOXHbIX MOKPOBOB. BonbwMHCTBO 3TMX 3ab6oneBaHui
CYMTAIOTCA HACNeACTBEHHbIMU, HOCAT CeMeWHblii xapakTep
u, NO-BUAMMOMY, IBRAIOTCA cnegcTtBuem fedekta audde-
peHUMPOBKM NPUMUTUBHON 3KTOAEpMbl. K hakomaTosam oT-
HOCAT: TyY6EepO3HbIA cKNepo3, HelpodubpomaTos, 6onesHb
Crepnx-Yatepa (LUtypre-Bebepa), GonesHb ¢hqH unne-
na-flaHpay, runomenaHos WTo, atakcua-TeneaHruaKTasus
(cuHgpom llyn-Bap), cMHEPOM NMHERHOrO HeByca, a Takxe
incontinentia pigmenti (cuHapom Bloch—Sulzberger) [1]. B ne-
AMaTpu4ecKon npakTMke 0CO60ro BHUMAaHWA 3acnyxuBaet
Ty6€pO3HbIN CKepos.

Ty6epo3Hblil cknepo3 (CMHOHUMBI: anunowsa, 6onesHb Byp-
HeBUNNA-TIpUHINA) — reHeTU4eCKU reTeporeHHoe 3abonesa-
Hue ¢ BapnabeslbHOW IKCNPECCUBHOCTBLIO, XapaKTepuaytoLle-
ecsl pasHoobpasHbiMU NopaXeHUIMW HEPBHOM CUCTEMBI, Op-
raHoB 3peHWs, BHYTPEHHUX OpraHoB, 3HOOKPUHHBIX Xeneas,
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KOXHbIX MOKPOBOB, CIIM3UCTLIX OOOJNIOYEK, a TakXe KOCTHOW
CcUCTEMBI.

Bnepeble Ty6epo3HbiA  cknepo3  6bln onucad  von
F.D.Recklinghausen B 1863 r. D.M.Bourneville (1880) npepcra-
BWN NOOPOBHOE onucaHne HEBPONOrMYECKOM KapTUHbI U NaToNo-
rMYECcKNX U3MEeHEHU B Mo3re y 3 feTen ¢ rnyboKon yMCTBEHHON
oTcTanocTeio [2]. V 1 HOBOPOXAEHHON AEBOYKU UM OblIN OTMe-
YeHbl CYLOPOXHbIE NAPOKCU3MbI C 3aBefeHNeM rMasHbiX A6nok
1 NOPaXEeHWeM KOXW fvua No Tury CNMBHOW Be3ukynonanyn-
NEe3HOW CbINW Ha Hocy, Lekax, nby, KOTOPYIO nccnegoBaTtens Ha-
3Ban «acne rosacea» (yrpu pososble). Bnocneacteun, Mpunr-
nem (1890) 6bin BBEAEH APYron TepMuH «adenoma sebaceum»,
unu aHruocmndpoma. NocmepTHoE wCCnefoBaHne roNnoBHOIrO
mo3ra 60MLHOro Masibyunka ¢ 3TuM 3abdonesaHueM (KOTopoe aB-
TOp Hasean «Ty6epO3HbIN CKNepo3») BbIABUNO CBOeOoBpasHble
U3MEHEHWA B BUAE Y4acTKOB rvnepTpodun rojioBHOro Moasra,
CKNneposupoBaHna 60po3g W y3nNoBaToro BMAa M3BWIMH KU3-3a
MHOXecTBa Kny6HeBuaHbIX, TBepAblx obpasosaHuiA. B nocne-
JytoLme roabl MHOTMe uccnegosaresiv obpallany BHUMaHue Ha
NOMMCUCTEMHOCTbL NMOpaXXeHu Npyu Ty6epo3HOM CKIlepo3e, BHY-
TPWU- U MEXCEMEWNHBIA KITMHWYECKMIA €r0 NONUMOpPMN3M [2].

Mo paHHbIM 3NMAEMUMONOTMHYECKUX MUCCNEefoBaHUi, pacnpo-
CTPaHeHHOCTb Ty6epo3HOro CKnepo3a BapbupPyeT B OTHOCUTENb-
HO LUMPOKMX npepenax. PaHee cuuTanoch, YTO OHa He NpeBbl-
waet 1 cny4as Ha 50 000 HaceneHus, HO, NO NOCNeAHUM OaH-
HbIM, TY6EpPO3HbIM CKNEPO3 BCTPEYAETCA B Pa3MMYHbIX Nonyns-
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umax ot 1 cnyyasn Ha 6000 Hacenenus go 1 — Ha 15 400 (BHe 3a-
BMCMMOCTU OT Bo3pacTa) [2].

OTvonorus v natoreHes Ty6epo3HOro Ckneposa Ha cerog-
HSALLHWIA AeHb OCTAKOTCA MPaKTUHECKN He M3YHEeHHbIMWU, HECMOTPSA
Ha MyMbTUAMCUMNIMHAPHBIA NMOAX04 K HEMY Ha MPOTSDKEHUN MHO-
rMx pecatuneTuit. MI3BecTHO, YTO Npy TYGepO3HOM CKINepo3e Xapak-
TepHble MOopPakeHUs roNOBHOMO MO3ra rnpeacTasneHbl Tybepcamu,
KOTOPbIE PacnonaratTca B U3BMNMHAX LiepedpansHeix remmcdiep,
W NPUCYTCTBYIOT OObIMHO Takxke B CyG3NEHOUMAaNsHOM pervoHe,
rae v nofBepraiTes Kanbummkaumm ¢ nocneayowmMm npoeumpo-
BaHWEM B MMOSOCTb XENYAOHKOB (BUA «TalOWMX cBEYen» ). TyGepchl
B ofnact otBepcTus MOHPO MOryT BbI3bIBATL OGCTPYKLMIO TOKA
CMMHHO-MO3TOBOW XWOKOCTU U rugpouedanvio. Mmctonornyeckn B
HWX BbISIBIAETCA CHUXEHHOE KONMMYECTBO HEMpOHOB, nponudepa-
LMs acTPOLMTOB U MyJIbTUHYKIIEAPHbIE MMIraHTCKue HeMpoHbI [1].

BHUMaHWA 3acnyXvBaloT HEKOTOpblE FeHeTUYEeCKne acrneKTbl
Ty6epo3HOro ckrepo3a. B HacTosLLee BpeMs BbIACHEHO, YTO reH
TY6EpO3HOro CKepo3a, Hacnegyemoro no ayToCOMHO—LOMU-
HaHTHOMY TWMy, PacnofaraeTcs Ha XpoMOCoMax C JIoKycamu
9934,3 (TSC1) n 16p13,3 (TSC2). KaxapI N3 3TMx NMOKYCOB OT-
BeTcTBeHeH 3a 50% cemenHbix cnyyaes [3]. [No-sngmumomy, deHo-
TUNM4ECKas 3KCNPeCccusa 0OOOUX HA3BaHHBIX FTEHETUHECKUX aedex-
TOB fAABNAETCA CXOQHOM Nnbo ngeHtnyHon. MNpumepHo /5 3abone-
BaHWA — ceMeliHble opMbl, a OCTanbHbIe %/; 0BYCMOBNEHbI HOBbI-
MU MyTauuamu [4]. Ha cerogHaAlLHWA feHb yCTaHOBMEHbl 6enku
reHoB Ty6EepO3HOro cknepos3a: ramapTuH U Ty6epuH, NepBbIn U3
KOTOpbIX fiBNAeTcs npogyktom TSC1, a BTopon — TSC2 [2].

HecMOTpA Ha 3Ha4UTENbHbIE [OCTVXEHWUS FeHETUKU, reHeTH-
4YeCKne MeTolbl OWarHoCTUKW Mpu Ty6epO3HOM CKiepo3ae, npu-
MEHSIIOTCSA MOKa BeCbMa OrpaHuYeHHo. %/, cnyvaes Ty6epo3Horo
CKneposa SIBAAIOTCA CropagvyeckrMu, a 3HaduTenbHas 4acTtb
Jaxe Haubonee TsxesbIx cyyaes 60Me3HN MOXET Bbi3bIBATLCA
MO3anLM3MOM W MPOMYCKaTLCS NPU CKPUHUPOBAHWW NIENKOLUTOB
[52]. K coxanenwto, onsa npeHartanbHoN ANarHoCTUKN Ty6epo3Ho-
ro cKneposa pyTUHHOE reHeTUHeCcKoe TeCTUpoBaHMUe noka Lmpo-
KO He NMPUMEHAETCS HN B OQHOW cTpaHe mupa [53].

KnvHuyeckne nposasneHns. CUMNTOMbI Ty6epO3HOro ckne-
po3a 3Ha4UTeNlbHO BapbUpyoT B 3aBUCMMOCTM OT Bo3pacTa na-
LUueHTa K febtoTy 3aboneeaHus, TAXECTU 1 TEMMOB ero Nporpec-
cupoBaHums [1, 2]. TlockonbKy No Mepe pas3euTUa GoNesHn Ha-
6nopaeTca AMHAMUYECKoe U3MeHeHWe KIMHWYeCKOW CUMMTO-
MaTuKi, MHOTMe uccnenoBaTteniv cHATaloT LenecogbpasHbIM
BblOENATb Kak OCHOBHbIE MPU3HaKW 60Me3HW, NO3BONALLME O0-
CTOBEPHO YCTaHOBUTb OMArHo3 Ty6EepO3HOro CKIepo3a, Tak w
BTOPOCTEMNEHHbIE CUMMTOMEI, BCTPEHAKOLLMECH W NMPU HEKOTOPbIX
Apyrux 3adonesaHusax. B HacTosiLee Bpems BblgensioT 4 OCHOB-
HbIX KIIMHU4ECKMX CUMMTOMa Ty6epOo3HOro ckneposa: 1) cyno-
POXHble NapoOKCU3MBbl; 2) NopaxeHue KOXHbIX MOKPOBOB; 3) Ha-
pyLLUeHUA MHTennekTa; 4) HanM4ue onyxonesBngHbIX o6pasoBa-
HWA B pasnunyHbIX opraHax; BKoYas rofioBHOM Moar [2].

Hapsgy ¢ 3TMMW OCHOBHBIMW KIIMHUYECKUMW CUMMITOMamM,
AnA Ty6epo3HOro cKNeposa xapakTepHbl U Apyrue natonormye-
CKWe MpU3HAKK: 1) MUrMEHTHbIE NATHA UBETa «kode C MOso-
KOM»; 2) yHaCTKW Tak Ha3blBAEMOW «LLIArPEHEBOM KOXM»; 3) MsIr-
kue hnBpoMbl Ha LLIee; TYNOBULLIE, KOHEYHOCTAX, 4) raMapToMbl
ceT4aTkM n 3puTenbHOro Hepea; 5) adenoma sebaceum Bek;
6) MUrMeHTHbie U3MEHEHWA PeCcHUL; 7) reTepoXpoMUs U Tuno-
NMUrMeHTHbIE NATHA pagy>XHOW 060MoYKK MMasa; 8) pndpoMbI Je-
ceH; 9) numdoaHrnomaTtod nerknx; 10) KNCTbl KOCTEN N NOYEK;

11) ramapTomMaTto3Hble NoMuMbl NPAMON KULWKW. CYUTaeTCs, YTo
4acToTa STUX CUMNTOMOB NpK TYGEePO3HOM CKepo3se Konesnet-
ca oT 5-10 go 50-60% [5-10]. Takne CUMNTOMBbI Kak runonur-
MEHTHbIe NATHA, KanbLUNPUKaTLI B FOTIOBHOM MO3re, a TakxXe UH-
haHTUNbHbIE CNa3Mbl, He Bcerga sBAsOTCA NaTOrHOMOHUYHBIM
ana Ty6epo3HOro ckneposa n HabnaalTes npu apyrmux 3aéo-
NeBaHNAX rEHEeTUYECKON N HEreHeTU4eCKon Npupodbl [11].

HapyLieHns co CTOPOHbI HEPBHOW CUCTEMbI OOMUHUPYIOT B
KNMMHUYECKON KapTuHe Ty6epo3HOro ckneposa. Haubonee vac-
Thle W XapakTepHble CUMNTOMbI: 1) CyAOPOXHble MPUCTYMbI;
2) YMCTBEHHas OTCTanocTb; 3) HapyLueHus nosedeHus; 4) name-
HEHWA B UMKNe «coH—6oapcTBOBaHve» [2, 6-8].

CynopoxHbie NpucTynbi B 6ONbLUMHCTBE ClyYaeB ABMNATCA
MaHUMECTHbIMU cUMITOMamu 3a6oneBaHna M HablJalTea y
80-92% 60nbHbIX [12]. B TO Xe Bpems, aMepukKaHckue ncecnepo-
BaTenn OTMeYaroT, YTO Cydoporn Habno[aloTesa y BCeX AETen ¢
Ty6epO3HbIM CKIIEPO30M M YMCTBEHHOW OTCTaNOCTbIO B pa3Hble
BO3pacTHble nepmodbl [2]. CynopoxXHble MapoKCU3Mebl Hatle Bee-
ro NPOABMSATCA B BUAE MHMAHTUIBbHBIX CNa3MoB, napumasibHbIX
MOTOPHbIX U FEeHepanM30BaHHbIX TOHUKO—KNOHUYECKUX MPUCTY-
no.. Je6roT anunencuu rnpm Ty6epo3HOM CKITepo3e Yallie npuxo-
JUTCA Ha NepBbIiA rof XMU3HW (0COBEHHO Ha NepBble MecsLbl), SB-
NASICb OCHOBHOWM NpUYMHON oBpatueHuii k spady [13, 14]. Hanbo-
nee pacrnpocTpaHeHHbIM BapuaHTOM CYAOPOXHbIX MapoOKCU3MOB
Ha MepBOM oAy XWU3HW ABMATCA MHMDAHTUMBHbIE CNasMmel, Yac-
TOTa KOTOPbIX Y NAUMEHTOB € TY6epO3HbIM CK1Eepo30M KonebneT-
cs1 oT 68 [0 88% [15]. OcHOBHOM MUK KX AebloTa MPUXOONUTCA Ha
BO3pacT oT 3 4o 9 Mec, HO BO3MOXHO 1 6onee paHHee (8o 3 mec)
NosIBNEHWE CYOOPOXHbIX NMPUCTynoB. OpHako B OONbLUMHCTBE
cny4aeB ge6ioT MHAHTUbHBIX CNA3MOB NPU TYGEPO3HOM CKIle-
po3e coBrnagaeT C BpeMeHeM MaHWeCcTUPOBAaHUA WHMDAHTWIIb-
HbIX CMa3MOB [pPYroW 3TMONOTMK W BapbUpyeT B nepuog oT 3 o
5 mec [6]. MNpwn sToM HabnogaTCa 3 OCHOBHbIX TUNA MHAHTUb-
HbIX CNa3moB: 1) heKCopHbIE; 2) 3KCTEH30pHbIE U 3) dNeKCopHO-
3KCTEH30PHbIE (CMeLanHeie) [15]. Tun cnaamoB 3aBUCKT OT TOrO.
Kakas MyckynaTtypa 3afaeicTBoBaHa B MpUcTyne: crubartesbHas,
pasrnéarensHas Unn OOHOBPEMEHHO BOBMIEHEHbI U Ta W Opyras.
WHbaHTUALHbIE CNasmbl, Kak NpaBuao, acCUMMEeTpU4HbI N Kaca-
KOTCS OAHOM MONOBKWHEI Tena. MNapunanbHbIi UX KOMMOHEHT NPosiB-
NAETCA PUTMUHECKUM NOLEpPrMBaHWeM rMasHbiX A6510K, aesnaum-
ey rnas, ronoBbl, HACUMBECTBEHHON YNLIOKOW Ha nuue, KOTopble
HabnogaloTea BO BpeMs cnasma v npefLectsyoT emy [14].

B 60nbLUMHCTBE ChyvaeB WHMDaHTUMbHbIE Cnasmbl Mpy TyGe-
PO3HOM CKJIEPO3€E TPAHCHOPMUPYIOTCH B CUMITOMATUHECKWe nap-
LmanbHbIe NapoKCU3MBbl, NPOCTbIE WM CO BTOPUYHOW reHepanuaa-
umen [6], B oTOenbHBIX ciyvasx nocnegHue Habmo[alTes B HeOo-
HaTanbLHOM Nepyvoae Vnu B NepBble OHW XU3HW pebeHKa, a Takke
MOryT NpenLLecTBOBAaTb, COMETATLCA UMK TPAHCHOPMUPOBATLCS B
WHGhaHTUbHBIE CMasmbl. MapumanbHele CyAOPOXHbLIE MPUCTYMbI
NPOTeKaroT NPenMyLLIECTBEHHO 6e3 MoTepn CO3HaHWA M XapakTe-
pU3YIOTCA yHUNaTeparbHbIM TOHMHECKUM HanpshXeHnem unn Kno-
HUYECKUMW MOAEPrMBaHMAMU B KOHEYHOCTAX. Kpome Toro, oHu
MOTYT MPOABMATLCS TPYAHO YNOBUMBIMW CYOOpOramn ¢ npusHaka-
MW natepann3auum (OTKIOHEHWA MMa3HbIX A610K, NOBOPOT rooBbI
WK OOQHOCTOPOHHEE rpuMacHuyaHbe) [8]. 3Tn cydoporn BeTpeya-
IOTCA 4ACTO, HO He Bcerpa thvKCHMpYIOTCA U pacrno3HalTes poauTe-
NIAMW, BNOTb 40 NOSIBAEHUA MHDAHTUNBHBIX CMAa3MOB.

Ocobbi U pedko BCTpevarMica BUA 3NUNENTUHECKUX
NpyucTynoB Npu Ty6epo3HOM CKnepo3e — napuuanbHble pota-
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TOPHbIE MAapokcuambl. OHWM XxapakTepuayloTcs NOBOPOTOM
60NMbLHBIX BOKPYr CBOEW OCWU NO UNU NPOTUB YaCOBOW CTPENKM,
yalle KOHTpanarepasnbHO MO OTHOLIEHMWIO K 3MUNENTUYECKOMY
ovary. O6bI4HO NPUCTYN COCTOUT U3 2—5 POTATOPHLIX LUKIIOB U
MOXET COMPOBOXAATbCA BTOPUYHOW reHepanuaauunei 1 noss-
NeHneM TOHMKO-KNOHWYEeCKNx cyaopor. OTnnd4nTensHon oco-
6€HHOCTLIO NOACOHbLIX NPUCTYNOB ABNAETCA UX CUMNTOMaTUYe-
CKUIA Xapaktep 1 cBA3b ¢ MOPAONOrMYeCK1UM NaToNorM4eckmm
o4arom B rofloBHOM moare [16].

[Mpn Ty6epo3HOM cknepose, Kak U Npu Apyrvx BUAax CUMMTO-
MaTu4eCKOM INUNENcumn, CyaoOpPOKHbIE NAPOKCU3Mbl HEPELKO pe-
3UCTEHTHbI K aHTUKOHBYNbCAHTHOM Tepanuu [15, 17]. Cpeoun dak-
TOPOB, [OETEPMUHMPYIOWIMX 3TY PE3UCTEHTHOCTh, HawbonblLuee
3HaqeHune umetoT: 1) gebloT 3abonesaHna B Bo3pacTe Ao 1 roaa;
2) BbiCcOKas YacToTa NPUCTYNOB; 3) HanM4Me HECKOMNbKUX TUMOB Cy-
aopor; 4) napumaneHbie NPUCTYNbI, CEAYIOWME 32 TOHUHECKUMM.
WmetoTes u onpegeneHHble hakTopbl 61aronpusaTHOrO NporHosa
CYOopor, K KoTopbIM oTHocATes: 1) pe6roT cynopor nocne 2 neT;
2) HM3Kaa YacToTa NpUCTynoB; 3) OAWMH TWUM cydopor; 4) CUMMET-
PU4HbIE M30IMPOBaHHbIE MHpaHTUBHBIE CNAa3Mbl; 5) xopoLuas pe-
aKuua Ha Tepanuto [18]. K HacTosiLLeMy BpEMEHW MPWUYMHBI Pa3Bu-
TUA CYOOPOXHbBIX NAPOKCM3MOB NPW TYBEPO3HOM CKIepo3e (Kak u
COOTBETCTBYIOLMIA eH) OKOHYATENbHO HE onpeaenerbl. 10 MHe-
HU0 Gomez, et al. (1982), paxe Npu OTCYTCTBUW cneLmnHecKux
N3MeHeHUIA B Moare, npy Ty6epO3HOM CKIlepo3e MpuUCyTCTByeT
3MNUNENTOreHHbIN HaKTop, KOTOPLIA OBYCNOBNIVMBAET PaHHWA Oe-
60T CYIOPOr 1 B CBOK O4epefe HapyLlaeT HopMasibHOoe passutue
LieHTpanbHOW HepBHol cucTembl [19]. B To xe Bpems, A.A.Anuxa-
HOB (1998) yKa3blBaeT, 4TO TAXKECTb M YacToTa MHAHTUIBHBIX
CMa3MOB, & Takxe CTeneHb 3a0epPXXKN MCUXOMOTOPHOrO PasBuTUS
3aBUCHAT OT KONMYECTBA KOPTUKANbHLIX TY6epcoB, HO He OT MecTa
UX MPEUMYLLECTBEHHON fIOKanM3auum B ronoBHOM moare [20].
WccnepoBarens cyMTaeT, HTo Npu Ty6epo3HOM CKI1epose TAXeCTb
SMNUNENCHN U BbIDAXEHHOCTL NCUXOMOTOPHOM 3aEePXKWN Y fETEN ¢
WHaHTUIIBHLIMW CNa3Mamm NPakTUHECKA He 3aBUCUT OT KOonude-
CTBa 1 fIoKanmsaunm cy6aneHgMMarnsHbIX y3nos.

Hapyuwienusi nHTennekTa n nosegeHus. Jta rpynna cumn-
TOMOB AB/THETCH BTOPOMW MO KIMHUHECKON 3HAYMMOCTU. YpOBeEHb
MHTENNeKTyansHoro gecduumta y 60MbHLIX Npy TyO6EpO3HOM
CKnepose Konebnerca B LUMPOKUX Npefenax: OT Nerkon nHten-
NeKTyanbHON HeQoCTaTo4HOCTU A0 Ny6OKOW YMCTBEHHOW OT-
cTanocTy. fIUib B HEKOTOPLIX CAYYaaX UHTENNEKT OCTaeTes Co-
XpaHHbIM. 3afepXka YMCTBEHHOrO pasBuUTUS HabnwogaeTcs y
48-56% 60rMbHbIX. XapaKTepHo, Y4TO Y BCEX NAUMEHTOB C TAXe-
NOW CTEeMNeHbIo YMCTBEHHOW OTCTaNOCTN OTMeYancs paHHuiA ge-
60T 3MNNENTUYECKUX NPUCTYNOB (MPEUMYLLLECTBEHHO B BUAE WH-
haHTUNbHLIX cna3moBs). Boobule, cuutaeTcs, YTO YyMCTBEHHAs
OTCTanOCTh XapakTtepHa AnsA 60MbHLIX C MHPaHTUMLHBIMW cnas-
mamm [21]. Cpeam peTel ¢ cypoporamn, Ha4aBLUMMKCS B BOS3-
pacte 0o 1 roaa, nuwb y 8% OTMeYancs HOpManbHbLIW UHTEN-
nekt. Cpegn YMCTBEHHO OTCTasNbIX OETEW TONLKO 15% nauueH-
TOB pa3BMBanUCh (MCUXMHYECKM) HOpPMAsBHO 80 3 neT, a nepsble
NPU3HaKN MHTENNeKTyanbHOro pacnaga y HUX MNOSIBMSINCH B
BospacTe o1 8 go 14 net [22]. [To MHeHuo A.Borberg, st npo-
ABNEHUA MOTNIN BbiTb CReAcTBUEM MO0 YacTbIX HEKOHTPONUPY-
eMbIX CYAopor, MMG0 pasBUTUS NOBLILLEHHOTO BHYTPUYEPENHOTO
[aBneHua BCneacTeme o6¢Tpykunmn oteepctua MoHpo.

OnpefeneHHbii MHTEpeC NpeacTaBnAloT TAK Ha3biBaeMble
«ppycT»-hopMbl TYGEPO3HOIO CKNepo3a, Npu KOTOPLIX, Hapaay

C TUMUYHBIMW HENPOPAAMONOTrMYECKUMA MPOABNEHUAMU U Xa-
pPaKTepHbIMU KOXHBIMWA M3MEHEHUAMW, MOTYT OTCYTCTBOBATL CY-
LOPOXHble NapoKCU3Mbl, UHTENNEKTYANbHbIA AePULUNT 1 Hapy-
LeHua nosefexHus [23, 24].

B HacTosllee BpeMs B NuTepatype MMeeTCs HemMano coob-
LLIEHWIA O NPAMON 3aBUCUMOCTU YMCTBEHHOM OTCTaNoCTU OT Ha-
MYMs KOPKOBbIX Ty6epcoB. B BOSHWKHOBEHMM MEHTasnbHbIX U
NOBEAEHYECKMX HapyLleHWA UrpailoT ponb Kak Tonorpaduye-
cKkne ocobeHHoCTH Ty6epCoB, Tak K UX KonM4ecTBo. HekoTopble
KOTHUTUBHbIE HapyLLIEHWA TECHO CBAI3aHbl C TOMWMYECKUM pacro-
NOXEHWEM KOPKOBbIX Ty6epcoB. Tak, Mpu pacronoXeHun ux B
BMCOHHON OBNAcTU OTMEYAOTCS peyeBble HapyLueHws, npu no-
Kanusauuu B NoBHOM fone — Ncuxo3bl, B TEMEHHO-3aTbINIO4YHON
o6nacTn — 3puTenbHble paccTponcTaa [25].

P.F.Bolton u P.D.Griffiths (1997) Bbickasanu npeanonoxeHne
O B3aMMOCBA3WM MeXAy ayTM3MOM U KOPKOBbIMKU TyBepcamu,
pPacnonoXeHHbIMKU B BWCOYHBbIX ponisx [26]. 310 HabnopeHwe
npeacTaBnseT 3Ha4YMTeNbHbI MHTEPEC, TaK Kak HapyLUeHue vH-
TennekTa npu Ty6epo3HOM CK1epo3e HEPEAKO coveTaeTes y ae-
Tel C U3MeHeHUAMU NoBeaeHUs B BULE ayTuaMa (MepBa3uBHOIo
HapyLeHUs passBuTKs), MNepakTUBHOCTU UM arpecCUBHOCTH,
FBAOLWMMUCA YacTbIMM CUMMNTOMaMK 3abonesaHns. 3Tu Mncu-
Xuyeckue paccTponcTea HabnwparoTes y 56% 6onbHbIx [27].

Tak, cpeay NauveHToB ¢ Ty6epo3HbIM CKNEPO30M, Habnopae-
Mbix B CLLA (YHueepcuteT KanucopHun), y 28,5% 6binv KnnHnde-
CKue NposBrieHns aytmama, ay 14,2% — CUMNTOMbI NepBasnBHOroO
HapylueHus paseuTua [28]. Mo gpyrum gaHHbIM, pacrpocTpaHen-
HOCTb ayTuama bbina 3HauMTenbHo Bhille [29]. OH Yalle BO3HWKA-
€T B paHHeM JETCKOM BO3pacTe U ABNAETCH OQHOW M3 CaMbIX Cepb-
€3HbIX NpobreM Ty6epo3HOro ckieposa. Tem He MeHee rnepeble
NPU3HaKK ayTnama peaxo OUKCHUPYIOTCS Bpadamu, NOCKObKY BO3-
HUKaIOT Ha hoHe 3afepXKW HepBHO-NMcuxnyeckoro passutus. Op-
HUM 13 Hambonee paHHWX CUMMTOMOB ayTh3Ma y AeTei nepsoro
roja XwWsHu ABnseTcA «6e3pasnuyHoe OTHOLUEHWE K COCTOAHWIO
komdhopTa». Haxofsck B COCTOAHUM €CTECTBEHHOTO KOMADOpTa, pe-
6€eHOK paBHOAYLLEH K poauTensM, BANO pearupyeT Ha rofoc mare-
pyY, KOpMIeHWe rpyabto, anatuyeH, He ynsibaetcs, He npossnsaeT
WHTepeca K UrpyLUKam, He pearmpyeT Ha 06paLLeHHYIo K Hemy pedb
[27]. Hannume ayTuama y pebeHka npeaonpenenseT CNoXxHble B3a-
MMOOTHOLLIEHWA B CeMbe. B HEKOTOPLIX CnyYasx poguTeni, pasoda-
poBaHHbIE 3MOLMOHANLHOM BANOCTLIO pebeHKa, caMu npekpaila-
0T aKTUBHYIO POAUTENBCKYIO OMEKY U MEPECTaroT C HAM OBLLATLCA.

BeaywmMu cumnToMamm aytuama y fetev bonee crapluero
BO3pacTa ABMAIOTCA KOMMYHWKaUMOHHbIE HAPYLUEHUS U noBe-
JeH4eckas purnaHocTb [26]. Y MHOMMX 13 HUX oTMeYaeTcs 3a-
Lep>XKa pe4eBoro passuTus, Banas, arpaMmaTtnyHasn peds. Hac-
TbIM NPOSIBIEHWUEM PEYEBbIX HapYLUEHUA ABNAETCA 3Xonanua —
NOBTOPEHME CNOB WU NPenoXeHnn (HENOCPeaCTBEHHO Nocne
WX MPON3HECEHWNA UNW Yepes HEKOTOPOoe BPeMms).

Tak HasblBaeMas «pUringHoOCTL NOBEAEHUs» — BECbMa Xapak-
TEpHbIA NPU3HAK ayTama, OHa NPOABNSETCHA B BUAE NaTonoru-
YeCKOW huKcaumm Ha KakoM-NMHo (OAHOM) BUAE AEATENBHOCTN.
Y 9TUX NAUMEHTOB HAGNIOAAETCH HABA3HYMBOE CTpeMneHune Ge-
ceaoBaTb Ha OfHY TeMmy, CrefoBatb Kakomy-nmbo opHoMy
MapLIpyTy, 3a4acTylo nosefeHue BoobLle sBnseTcs Gecuesb-
HbIM. [1na ayTUHHBIX JeTen XapakTepHsl HaBA34YMBbLIE OENCTBUA,
OAHOCTOPOHHME MHTEPECHI, KOTOPbIE UMW MOCTOSAHHO 06CyXaa-
toTCA. OTW BOSbHbLIE U36eraT CMOTPeTb B Masa, Y HUX 4acto
HabnaaTCcs cBoeobpasHble «CenekTUBHble» cTpaxu [6]. [po-
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SIBfIeHUA ayTu3ma M rmnepkMHEeTUYECKOro NoOBEeHUs y eTen ¢
BbIpaXEHHOW YMCTBEHHOW OTCTANOCTBIO NPU TYOEPO3HOM CKne-
poO3e TPaauLMOHHO CBA3bIBAKOT C Hannyuem Ty6epcoB B NOGHbLIX
W 3afHUX oTaenax moara [14].

Hapywerus cHa. Mo ganHeim A.Hunt 1 J.Dennis (1987), oHK
BbISIBNAOTCA y /5 6onbHbIX Monoxe 15 net. Yawe 3to npobne-
Mbl, CBSI3@HHbIE C 3aCbiNaHNEM, paHHUM NpoByXaeHWeM, a Tak-
Xe cHoxXoXAeHuem [27].

KoxHbie nposiBnerusi. K 3Ha4MMbIM CUMITOMaM Ty6epo3HOro
CKNepo3a OTHOCATCA U3MEHEHUS KOXHBLIX MOKPOBOB B BUAE MMMo-
MAMEHTHBIX U MUIMEHTHBIX MATEH, MOPO3HbIX OrsiLuek, Genbix
npsgen BONoC, AenNUrMeHTUPOBaHHbIX BpOBEN, PECHWUL, aHrMoue-
POM NNLA, YHACTKOB «LLIarpEHEBON KOXW», 8 TaKXXE OKOSIOHOTTEBbIX
hnbpom. NenurmeHTUPOBaHHbIE HEBYChI, HAMOMWHAIOLLIME BUTUIIN-
ro, BCTpevaroTcsa Hanbonee 4acTo (y 90% 6onbHbIX) [30]. BHeLHWiA
BMA, pa3Mep U KOMMYECTBO MATEH MOTYT BapbUPOBATb B LLUMPOKMX
npegenax. OHW MOryT 6bITb OKPYrIOW hopMbl WM B BUAe OBarnb-
HbIX O4aroB C HEPOBHBIMW KPASMK, HANOMWMHAIOLLMMWU «Menesb-
Hble» WK «KMNeHOBbIe» NUCTBA. VX KONMMHecTBO Konebnetcs ot
3-4-x go 100 v 6onee. Hepedko HabnOAATCS MHOXECTBEHHbIE
MenKue NATHA Mo TUMY «PacCbINaHHOrO KOHMETTU». [MNONUIMEHT-
Hble NATHa YaLle pacnonaratoTcs aCMMMETPUHYHO Ha TYIOBMLLE, KO-
HEYHOCTAX W OHYEHb PEAKO — Ha NULE. VX MOXHO 3aMETUTBL YXKe Npu
poXxaeHUn pebeHka, a 6onee Yem y nonoBuHbI NALMEHTOB OHM CTa-
HOBATCA BUAHLI B BO3pacTe 2—3 51eT xwu3nn [31, 32]. AenurmeTrpo-
BaHHbIE HEBYCbI OTIMHAKOTCH OT BUTUIIMIO TEM, YTO NP BUTUAWIO
OTCYTCTBYIOT MENTAHOLMTBI, @ NPU TY6EpoO3HOM CKIIepo3e B Aenur-
MEHTUPOBAHHbIX NATHAX METAHOLMTLI OCTAIOTCH HOPMASbHBIMM, HO
NPy 3TOM CHUXXEHO YMCIIO MENAHOCOM U COfepXaHue MeriaHuHa.
Y4acTKN CO CHUXXEHHBIM COfIEPXaHWEeM MeNaHWHa Nnpy OCBeLLEHNM
YNbTPaUONeToBLIM CBETOM SPKO CBETSTCS MO CPABHEHWIO C TYCK-
101 300p0oBOI KOXei. C 3TOM Lienbio NnpuMeHseTces namna Byga (co
CHWXEHHbIM KO3(hMUMEHTOM MOrMOLLEHNA CBETA, [NTMHA BOSHbI —
360 HM). AMEpUKaHCKUE HEBPOOTN PEKOMEHIYIOT UCCnefoBaTs C
namnoi Byaa Bcex 60nbHbIX C CYA0pOraMu U yMCTBEHHOM oTcTano-
CTbl0. KpOME rMnonmurMeHTHbIX MATEH Ha KOXe, BaXHBIM KITMHUYe-
CKUM CUMINTOMOM 3a60MeBaHUA ABMSIOTCA NPAAN CedbIX U 6enbiX
BOMOC, a TaKkxe JenurMeHTUpoOBaHHbIe 6pQBK U pecHULUbl. OHU He-
penKo NpefLeCcTBYOT NOABMEHWUIO TUNOMUIMEHTHBIX MATEH, a crne-
J0BaTensLHO, ABNAIOTCSA CAMbIM PAHHUM KITMHUYECKUM CUMITTOMOM
3abonesanvs. Cnepyet NOMHUTL, YTO FMMNOMUIMEHTHbIE NATHA OT-
meyatotest y 0,8%, a genurMeHTUpoBaHHbIe BOSIOCHI, 6POBU U pec-
HUUBI — Y 0,3% 300p0OBbIX HOBOPOXAEHHBIX [33]. ¥

Cpeau apyrux 0CoO6eHHOCTEN KOXHBIX MPOABAEHUI Npu Ty-
6epo3HOM CKNepo3e B pasfMyHbIX MecTax Tena, BKoyas Ty-
JIOBVLLE, AEeCHbl U OKOMOHOrTEBbIE Y4YaCTKW, BCTPEdYalnTCs
nnockue ubpombl [30]. Y HeKoTOpbIX AeTed nepeoro roga
XU3HWN hrMBpoMbl 0BHapPYXMBAIOTCA BLOSb IMHUKM POCTa BOSIOC
wnu 6posei. MMNepnUrMeHTUpPOBaHHbIe NATHA LBeTa «kode
C MOJIOKOM» UMEIOT OBaNbHYO NN OKPYrnylo hOpMy, UX pas-
Mepbl konebnotes B npeaenax 1-5 ¢cMm (06bIMHO YMCNO NATEH
He npeBblwaeT 5). YkasaHHble naTHa otMmedawTes y 7-16%
60NbHbIX, YTO He NPEBbILAET YaCTOTY TAKOBbLIX B MOMNYNAUMM.
Nx un3zonupoeaHHoe NosiBNEHWE He sBNAeTCA AoKA3aTenbCT-
BOM fuarHosa HevpodubpomarTosa.

AHrMONOBPOMBI — XapakTepHOE NOPaXeHUe KOXHbIX NMOKPO-
BOB NMpu Ty6epO3HOM CKNepo3e (YacToTa BCTpe4aeMocTm ot 50
[0 90%). AHrMohMOpPOMBI (aAEHOMbI canbHbIX Xenes) npeg-
CTaBAT COO0N BO3BbLILIAIOWMECH HAA NMOBEPXHOCTHIO KOXMU

ramMapToMbl B BUAe KpacCHbIX MATEH WU y3ENKOB C IMafKkon
6necTswen nosepxHocTbio [33]. NantobneHHbIM MECTOM noka-
nnM3aumn aHrMonbpoM ABFISIOTCA LeHTpanbHble OTAENbI UL,
yalle — B 061aCTU HOCOry6HbIX CKManoK, KpblibeB HOCA, Liek
w/vnn nogbopoaka. MaTorHOMOHWYHBLIM SBMAETCS UX BunaTte-
panbHO—CUMMETPUYHOE pacnonoXeHWe, YTO MO3BOSISET CpaB-
HUTb aHrMONOPOMbI Ha NULE C «KPbIbIMU 6a604KK>». OBbI4-
HO afileHOMbI carnbHbIX Xenea nosABnATCS B BO3pacTe 1-5 ner.
Mo onbiTy G.Pampiglione n E.J.Moynahan (1976), y 12% 6o0nb-
HbIX 3TU KOXHble U3MEHEHUS Pa3BMBaNNCL K KOHLY MepBOro
roga *usHu, a y 40% — k 3-netHemy BogpacTty [31].

Y4acTKu «LIarpeHeBON KOXWU», Kak U aHrMohmbpomMel nvua, —
obnuratHeln npusHak TybeposHoro ckneposa [34]. Yacrora
BCTPEYAEMOCTN 3TOr0 cMMNTOMa konebnetcs oT 21 Ao 80%,
Nnpu4eM B GONBbLLUMHCTBE CIYHaEB YYaCTKM «LUArpeEHEBON KOXWU»
NOSIBMAOTCA NINLLb HA BTOPOM OECATUNETUM XU3HW. «LLlarpere-
Bas KOXa» OObIYHO XEeNTO-KOPUYHEBOrO UMM PO30BOro LBETa,
MMOTHOW KOHCUCTEHLMKM, HAnNOMMHAET KOXY MOPOCEHKA Wn
LIKYPKY anenbCuHa, pacronoXeHbl aCUMMETPUYHBLIMU yHacTka-
MW Ha JopcanbHOM MOBEPXHOCTU TYMoBWLUA, Yalle BCero — B
nomMbocakpasnbHbiX oTAenax. McTonornyeckum cybcTpaTom
«LlIarpeHeBbIX» NATEH ABNAIOTCA TakxXe raMapToMbl 2 TUMOB: 3TO
raMapToMarto3Has WHduneTpaumsa 1) Bcex crnoeB OepMbl UK
2) TONBKO CpegHUX 1 rMyH6OoKUX NpU HOPMAanbHOW CTPYKType no-
BEPXHOCTHbIX CJIOEB.

UN3merenust opraHoB 3peHHst BbISBNAOTCA NPUMEPHO y 50%
60MbHLIX C TY6EPO3HLIM CKIIEPO3OM B BUAE raMapToM CeT4aTKu
n 3puTenpHoro Hepea [32]. PeTuHanbHble ramMapToMbl noapas-
AensaoT Ha 2 60MnbluMe rpynnbl: HeKaNbLUMHUPOBAHHbIE U Karlb-
LMHUPOBaHHbIE. TepBble U3 HUX (Yalle HabnoaaemMbie) opaHxe-
BO—PO30BOro LBeTa, Nonynpo3padyHble, OKPYriion UK 0BansHOM
HOPMbI, UMEIOT HEXHYH), OTHOCUTESIBHO MIOCKYIO U MMaaKyHo no-
BEPXHOCTb. OHN NOKaNU3ylTCA NPEUMYLLIECTBEHHO B NOBEPXHO-
CTHbIX CNOSAX CETHATKN, B 06nacTU 3a4HEro nontca uin B Heno-
cpefcTBeHHOM 6nM30CTU K HeMy. KanbunHupoBaHHbIe ramapTo-
Mbl UMEIOT y3noBaThIil BU, HaNOMWHAOT TYTOBYHO Aroay, pacno-
narasicb BO3Ne WM No Kpak gucka 3puTenbHoro Hepea. KinmHu-
Yeckue HapyleHusi NMpW Hanu4Mu ramapToM HabnaarTes
KpanHe pegko. OCHOBHbLIM CUMMTOMOM SIBAISIETCS NPOrpeccmpy-
IOLLlee CHWXEHWE OCTPOThI 3peHust [34].

N3meHeHus1 BHYTPEHHUX OPraHOB MHOTOYUCIIEHHbI U
BK/1IO4AIOT pa3Hoo6pasHble HapylweHust B cepaeyHO-Cocyau-
CTON, NULLEBapUTENbHOW, MOYEMONIOBON, SHOOKPUHHOW U Apy-
rmx cuctemax [1, 2, 6].

B u4acTHocTM, xapakTepHbiM U 4acTbiM MNPOSIBNIEHUEM
TyB6EPKYNe3HOro CKepo3a B CEpAEYHO-COCYAMCTON CUCTEME ABIIS-
HoTCH pabpomMmomel cepaua. Hepeako oHu, Hapsaay C MTMNONUrMeHT-
HbIMW MATHAMM, OKa3bIBAKOTCH NEPBLIMU KITMHUYECKUMM NPU3HaKa-
Mu 3a6oneBanun [35]. Pabaommnoma SiBNsSeTcs caMoi 4acTo BCTPe-
HaEMOW OMyXOmnbi0 Cepfua Y HOBOPOXAEHHLIX W AETEN paHHEro
Bo3pacTa (Habnogaetcs y 60% naumeHToB), Npu4eM B 2 pasa 4a-
LLie OHa BCTpeyaeTes Yy ManbymkoB. B 50% cnyqaes oHa pacnona-
raeTca MHTPaMypansHo 1 MOXET NponabupoBatb B NONOCTL cepl-
ua. KnuHuieckve cuMNTOMBI: HapyLUeHWs CepaeqHoro putMa v
NPOBOAMMOCTM (Taxvkapausl, MUrpaumst BoOUTENs putMa, 6roka-
Obl, cuHapom Bonbda—TlapkuHcona—YanTta, ouopunisums xeny-
JIOHKOB U T.4.), COKPaTUTENbHON hyHKLMM MUokapaa (npu MHTpa-
MypanbHOM PacrofOXeHWM OMyXon) U cepaevHan HepocTarod-
HOCTb (BCNEACTBUE OOCTPYKLMU Kamep cepaua onyxonbio) [36, 37].
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Pa6noMuombl, nponabupytoLLime B NOOCTM Cepaua, HacTo SBNSHOT-
CAl OCHOBHOW NPUYWMHOW pasBUTUS TSXKENOW cepdeyHon HedocTa-
TOYHOCTW U JIETaNbHOMO UCX04a Y HOBOPOXKAEHHBIX B NEPBLIE CYTKN
XU3HW. Kak Npaemno, OHW 6bICTPO pacTyT BO BTOPOW nonoeuHe Ge-
PEMEHHOCTU N AOCTUratoT MaKCUMASbHBIX pPasMepoB K MOMEHTY
poxneHus pebeHka. B nocnegyrowieM OHW NOCTENEHHO yMeHbLLA-
I0TCA U Y BOMbLUMHCTBA B6OMbHBLIX UcHesatoT GeccneaHo [30].

MopaxeHune cocynos npu Ty6epO3HOM CKIIEPO3E BCTpeYaeTcs
KpaviHe pegko, UMEeKTCs NALLb eAUHUYHBIE COOBLLEHUS O KOapK-
TaumMu U aHeBpuame aopTbl [36)]. MNpuynHOA passuTUA aHeBpPU3-
Mbl CHUTAIOT M3MEHEHNSA COCYOMCTOM CTEHKW, CXOOHbLIe C TaKoBbi-
MU Npu cvHapome Mapdana n Anepca-Hdannoca, a UMEHHO 06-
LIMPHYI0 fereHepaumio CpefHUX CNOeB apTepuaribHOM CTEHKM.

Maronornyeckue HapyieHus B CUCTEME OPraHoB AbIXaHus
Takxe KpanHe pefiku 1 HabNIOOATCA NPeMMYLLIECTBEHHO Y ae-
Bo4Yek. JImdhoaHrnoMmomaTos nerkux sBnfeTca BO3pacT3aBu-
CUMbLIM CUMMTOMOM M noABNsAeTcsa o6bl4HO Ha 3-4-U gekage
Xu3HK (y 6onee cTapunx pegko). KnuHu4ecknumn ero npossne-
HUAMW ABMAIOTCA CNOHTaHHbIA MHEBMOTOPAKC W TsxXenas Ablxa-
TeNbHaaA HefoCTaTOMHOCTb, KOTOpbIE 06biHHO BLICTPO Nporpec-
CUPYIOT U NPUBOAAT K NeTanbHoMy mncxogy [32].

MopaxeHve nuieBapuTeNbHOW CUCTEMbI BCTpeYaeTes y
25% 601bHbIX B BUAE NaTONOrMK POTOBOW NOMOCTU, MEeYeEHN U
NPAMON KUWKK [1]. TUNUYHBIMK ANA POTOBOW NOMIOCTU SBAAKOTCA

* nedekTbl amManu 3y60B, runepnnasuvs geceH, huépoMsl Unu na-

nunnoMbl. B nevenn HabnoganTca OQMHOYHBIE UM MHOXECT-
BEHHbIE raMapToMbl U aHTMOMWONIOMbB!, B KMLLEYHUKE — PEK-
TanbHbIe MOMUMbI, KOTOPble Yaule BbIABMAAIOTCA Y MauUMeHTOB
cTapwue 20 net. KnnuHu4ecku nocnegHue npakTMHecku 6eccumn-
TOMHbI M 06bI4HO NPOrHOCTUYECKU 6NaronpUATHBI.

Mpu Ty6epo3HOM cknepo3e BLIABNAGTCA AUCHYHKUNA
Xene3 BHYTpPeHHe# cekpeuumy nNnopurnaHoynapHoro xa-
pakTepa [2]. Hanbonee 4acTo 370 — NATOMNOMM1A HAAMOYEHHU-
KOB B BUAE aHrMOMUOSIMNOM, KOTOPbie MOryT ObiTb OOMHOM-
HbIMW UJTN MHOXECTBEHHbIMU, NOKANU30BaTLCA YHU- UMK BU-
narepancHo. Y getei ¢ Ty6epo3HbLIM CKNEepoO30M MHoraa Ha-
6nogalT ansHuedansHbii CUHOPOM, NpeXAeBpeMeHHOe No-
noBoe cos3peBaHue, HecaxapHelt guabeT, runoTUPeoUan3m
UNU rMNepTUpeonanam, a Takxe runepnapaTMpeonansm.

M3meHeHuMAa B NoYkax — 4acToe U XapakTepHoe NposiBfieHUe
Ty6epo3Horo ckneposa (HabnwogawTtcs y 50-80% 6OnbHbIX)
[34]. Hauwe HabnogawTcA MHOXECTBEHHble aHrMOMWONUMO-
Mbl, KUCTbI, 3HAUNTENBHO peXe — 3noKaYecTBeHHble MoueuHo-
KNeTo4YHbIe KapuuHOMbI. Takue HapyLleHusi BCTpeYaroTcs npe-
MMYLLIECTBEHHO Y AE€BOYEK U MaHUMEeCTUPYIOT Ha 2—-3-i feka-
A€ XU3HU. AHrMOMMONUMNOMbBI — OBGMMraTHbI NpU3HaK 3TOro
3aboneBaHua. OTANYUTENBHAA OCOBEHHOCTD 3TUX ONYyXOnen —
UX MHOXECTBEHHbIW, BunaTepanbHbIv XapakTep n gobpokade-
CTBEHHOe TedeHue 6e3 TeHAEHUUW K ManurHu3auuu.

MonunkucTosHoe nopaxeHue NOYeK MOXeT AUTENLHO NpoTe-
KaTb 6€CCMMNTOMHO. KNUHUHECKMMU NPU3HAKAMW BbID2XXEHHOTO
MOMMKNCTO3a NOoYeK ABNAIOTCA apTepuanbHas rmnepTeH3ns, yme-
peHHan asoTeMus U passuTve NoYevHon HegocTatoqHocTW. Cy-
LLIECTBYET MHeHWe, 4TO Yy 60MbHbLIX Ty6EepO3HbIM CKNEPO30M Mo-
BbILLIEH PUCK BO3HUKHOBEHMUS KapLiMHOMbI nodex. OgHako aHanma
107 cnyvaes, npoeefeHHbi R.Tello, et al. (1998), nokasan, 4To
4acToTa 3MOKaYeCTBEHHbIX ONyXOMei y Takux GOnbLHbIX He npe-
BbILLIZET COOTBETCTBYIOLMX Nokasartenen B nonynsaumn [9].

3a nepviog ¢ 1995 no 2002 rr. B NICUXOHEBPONOrMYECKOM W

KOHCYNbTaTUBHOM OTAeneHmnax M B KoHcyneTaTUBHO—ANarHo-
CTUYeCcKOM LeHTpe Hay4Horo ueHTpa 3gopoBbs aeten PAMH
HamMu Habnoganvuce v obcnegosanucek 35 geTen B BO3pacTe
0T 8 MeC go 14 net ¢ Ty6epo3HbIM CKNEepo30oM (23 Manb4ymka
n 12 gesBoyek). CuMnTomMaTuka Ty6epo3HOro CKneposa y Ha-
WX NaLWeHTOB MOMHOCTBIO COOTBETCTBOBASIA U3MOXEHHbLIM
BbilLe KIIMHUYECKUM NpOSBMEHWAM 3a60neBaHns U UX BO3-
pacTHbIM OCOBEHHOCTAM.

Auarnoctuka. B uenom gnar+Ho3 Ty6epo3HOro ckneposa oc-
HOBLIBAETCH NPEUMYLLECTBEHHO Ha XapaKTepHbIX NOPaXeHWUsX
KOXW, HaNM4Mm CyAOPOXHbLIX NApPOKCU3MOB U BeheKToB uHTen-
nekta. OnarHoCTUHeCKUMM KpUTEPUAMIU Y MNaaeHUeB ABNAOT-
€Al codeTaHue AenurMeHTUPOBAHHbBIX Y4ACTKOB KOXW C UHMaH-
TUNbHBLIMK CNIa3MaMm u oTCTaBaHMEM B NCUXOMOTOPHOM pa3Bu-
TUU. He3aBMUCMMO OT CamMO4yBCTBUA U NPOSBIIEHUIA 60S1e3HN Nna-
LUMEHTbI OOMKHbI PerynspHo HabniogatbCa HeBponartosiorom.
Mpy HEOBXOOMMOCTU Y HUX AOMKHBI BbITb NPUMEHEHbI Herlpopa-
BWONOrn4ecKne MeTOabl UCCNefOoBaHMs: KOMMNbIOTepHas TOMO-
rpacoma (KT), MarHuTHo—pesoHaHcHas Tomorpacus (MPT),
3MeKTpo3HUedhanorpadms (330N, a Takxe I3 -BUOEOMOHUTO-
puHr, 33 -kapTMpoBaHWe, yNLTPa3BYyKOBOE WCCleQoBaHUe
(Y3W) cepaua (axokapauorpadms), Y3 opraHoB 6ptoLLHOM No-
N0CTH, NO3BONAIOLLME BOBPEMS BbISBAATL W OTCNEXWBATL OU-
HAMWKY pPa3BUTUA ramapTom [18, 38].

Pone HeipoBuayanusaumm, no wmMHeHuio P.D.Griffiths n
T.R.Martland (1997), 3aknio4aeTcs B NOATBEPXASHUN KIVHUYe-
CKOro AMarHo3a, B OLEHKe BbIPaXXEHHOCT UMEIOLLIMXCA HapyLLe-
HWN, B TMOUCKE KITMHUYECKN He OOHApY)XXeHHbIX accoLunMpoBaH-
HbIX aHOMarnuK, a Takxe B 0OLEKTUBHOM HabNO4eHun 3a npo-
LECCOM MporpeccupoBaHunsa 6onesHun [39].

[na noaTeepxAeHns aMarHo3a Ty6epo3Horo ckneposa Hambo-
nee BaxHbl KT v MPT, nossonstoLme 06HapyXuTb MHOXECTBEH-
Hble paccesHHble KanbU1bmMKaTbl PasnMyHON BeMYMHbI, NToKanm-
30BaHHbIE NPEUMYLLIECTBEHHO BONMU3N CTEHOK OOKOBbLIX U TpeTbe-
ro >Xenygo4koB Boane oTBepctua MoHpo. [lo  AaHHbIM
D.P.E.Kingsley, et al. (1986), TonbKo Y 5% 60/bHbIX € KIIMHUYECKU-
MW Npu3Hakamu Ty6epo3HOro CKNepo3a He OTMEYeHO N3MEHEeHWN
npu KT-uccneposarHum [32]. B To xXe Bpemsi ykasbiBaeTcs, HTo Npn
KT mMoryT BusyanuamposaTbes LepebpanbHasn Kopkosas atpodus,
pacLLvperve Xenygo4KkoB U KanbLnuumpoBaHHble Macchl B rpe-
Jenax Kopbl 1 6e10ro BeLLEeCTBa, HO He BbISBNAIOTCH KOPKOBbLIE Ty-
6epchl, €Cnv OHU He KanbumbuumpoBaHbl. Xota MPT MeHee uH-
chopmaTtueHa, No cpaeHeHuto ¢ KT-ckaHUMpoeaHvem s BbisBle-
HWS KanbLMMUMPOBaHHbIX y4acTKOB, OHa 6oree NpegnodTuTesb-
Ha 4ns BU3yanuaaumy KOPKOBLIX Ty6epcoB, pasiinyHbiX Mopaxe-
HWA 6es10ro BeLLeCTBa, a TakXke 04aros reTepoTornMmn U ramapTom.
Ha MPT Takxe 4eTKO AEeMOHCTPUPYIOTCA OCTPOBKKM abHOpMarb-
HbIX reTEPOTUNUHECKUX TUraHTCKUX KNETOK, KOTOPble pacnpocTpa-
HAIOTCA paimanbHO OT 3MeHOWMBl K Kope, U Hanbonee TUNNYHbI
Ans no6HbIX fonen v Mo3xeuka [40, 41]. KopkoBbie Ty6epchl (06-
HapyxvBaoTcs y 95~100% 60sbHbIX) BLIMAAAT Kak yTONLeHue
KOpbl, MMNEpUHTEHCUBHOE Ha TZ2-B3BeLLIeHHbIX NU306PaXKEHUsX, C
pa3mMbITon AndbchepeHLMpOoBKOI Ha cepoe 1 6enoe BeLlecTso. AnA
BLISIBNEHWUA ManeHbKUX Ty6epcoB NPUMEHSIIOTCA NCCNefoBaHvs B
pexume FLAIR (fluid attenuated inversion recovery — XuoKOCTHO-
aTTeHyWpOBaHHOE BOCCTAHOBIIEHME WHBEPCUM) C MoJaBneHuem
curHana oT CMWHHO-MO3roBOW XupkocTtu. Cy6sneHaumanbHble
Y3€J1KM TUMOUHTEHCVBHBI Ha T1-B3BeLLeHHbIX M306paxeHusax. OHm
BUOHbI NPUMEPHO Y 95% BO0SbHLIX TY6EpO3HBIM CKITepo30M, Npu-
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4YeM 06beM KasbLUMOMKATOBR YBENUHMBAETCA BO3PACTOM MaLMeEH-
TOB. AudhdeperHumansHas aMarHocTvka mexgy cy6aneHammanb-
HOM TUraHTOKNETOYHOW acTPOLMTOMON M [06POKAYECTBEHHBLIM
cy6oneHanManbHbIM Y3eSIKOM OCYLLECTBIIAETCS C UCMOMNb30BaHU-
eM rafonuHui-ycuneHHon MPT [40, 42]. Takum obpasom, KT n
MPT Heobxooumbl Anst MOMHOM OLEHKU COCTOSIHUST GONLHOMO pe-
6eHKa, 0CO6EHHO, AN OBHapy>XeHus reTepoTonuid. MocneaHue, no
MHenuio J.H.Menkes, H.B.Sarnat (2000), asnaioTca oqaramu anu-
NENTUYECKON aKTUBHOCTU U MPUHUHON CYROPOXHBIX NapOKCU3MOB
[2]. MpeamMeToM De6aToB NPOACIMKAET OCTaBATLCA BONPOC O Nepu-
0N4HOCTUN NPOBEAEHNS HEMPOBU3Yann3aLmmn 418 06HAPYXEHUs Y
NauueHToB C Ty6EePO3HBIM CKIIePO30M Cy6aneHaUMarnbHbIX rraH-
TOKMETO4HbIX acTpouutoM. Mo MHenuto P.Curatolo (1995), npwu
HepopagMonorM4eckoM onpeaeneHn go 5 Ty6epcoB HeGOMbLLO-
ro pasmepa TOMbKO B 3aTbI/IOYHON 06MacTu, NPorHo3 3adoneea-
HWSI CHMTAETCH CPaBHWTENBHO 6MaronpuATHBLIM, Hanu4ue xe 6o-
nee 10 60nbLUMX TY6EPCOB B NapacarnTTanbHON 1 1o6Hon obnac-
TAX — HebGnaronpuaTHbIM [18].

3nekTposHuedpanorpacus obnagaet CpPaBHUTENIbHO He-
60MbLIOA ANarHOCTUYECKOW 3Ha4YMMocTbio [2]. MpumepHo y
/s peTe oTMedaeTcs rUnNcapuTMus, KotTopas MOXeT nepcu-
CTUpOBaTb B MU3BMEHEHHOW hOpMe [0 8-neTHEro BospacTa unm
onpefenalTca o4aroBble U MynbTUOYaroBble NApoKcU3marb-
Hbie pa3psagbl [31, 43]. MeoneHHOBONHOBLIE HApYLLEHUS 3a4a-
CTYK0 YKasbiBalT Ha HanMuue KpynHbiX BHYTPUMO3rOBbIX
KanbUunpurkaToB UM macc.

B CNMHHO-MO3roBOW XWOKOCTU TakUX 60SbHLIX cheumdude-
CKUX U3MEHEHWI He BLISBNAETCA. TeM He MeHee copepXXaHue
6enka MoxeT 6bITb NOBbILWEHHbLIM, OCO6EHHO Y 6OMNbHbIX C Kpyn-
HbIMW BHY TPUXXENYLOYKOBLIMU y3EMKaMu, KOTOPbIE NPENATCTBY-
0T LIMPKYNSAUMK CMIMHHO-MO3MOBOW XWUOKOCTU.

Y MHOrnx 60nkHbIX TY6EpO3HbIM CKEPO30OM He HabnogaeTcs
MofHOrO Habopa TUMUHHBIX KIIMHUHECKUX CUMMTOMOB. [MarHos B
3TUX CIy4asx NOATBEPXAAETCA FreHETUHECKUMM UCCIe0OBaHUAMM.

Jleqwerue. B HacTosLLee BpeMs CreLUUHECKON Tepanum Ty-
6epO3HOro CKNeposa He CyLLEeCTBYET, UCMONb3YIOTCH MpenMy-
LLIeCTBEHHO CUMMNTOMATUYECKNe CPeacTBa.

Tak, npu cygopoXHbIX NapOKCU3Max NMpPUMEHSOTCH NPOTUBOCY-
JopoxHble npenapaTbl C MHOMBWMAYasbHbIM MOQOOPOM aHTUKOH-
BYNIECAHTOR, 3aBUCSLLMM OT B0 SMUNENTUYECKUX MPUCTYNOB [44].

Mpyu CcyOoopOXHbIX MPUCTYNax, NpOTEeKaLWMX Mo Tuny MHdaH-
TUNbHbBIX CMAasMoB, MpenapaToM Bbibopa ABMsSETCA cabpun (Bura-
6aTpuH) [30, 43]. BurabaTpuH — 3TO CENEKTURHLIN U HAOGPATUMbIN
MHMMbuTOop TpaHcamuHasel FAMK-thbepmeHTa, obecneumBaroero
metabonmam TAMK. Ero TepaneBTudeckas [o3a cocTaBnsieT
40-100 mr/kr/cyT, a TepaneBTUHECKAs KOHUEHTpauus B niasme
1060 mr/n. Bura6aTpuH BbICOKO3(DMEKTUBEH Y OETEN B NEPBbie
3 roga xm3Hu u cnocobeTeyeT pemuccn y 50—100% 6onbHbix [45].
OTMeHa npenapara NpoM3BOAUTCA NOCTENEHHO: [03a CHUKAETCSH B
TedeHne 2-3 Hep BO usbexaHue y4alleHus npunagkos. B 10 xe
Bpems BUrabaTpuH MOXET BbI3bIBATb y4alleHWE W ycuneHune aé-
CaHCOB WU MUOKIOHWYECKUX NpUcTynoB. B koHue 1990-x rogos no-
FIBANNCb COOBLLEHMA 00 USMEHEHUW (CYXXEHUW) NONen 3peHus y
60rbHbIX, NPUHUMAKOLWMX BUradaTpuH. Heobpatumoe BbinageHue
nepuepuHeCKUX Nomnemn 3peHns PErMcTpUPOBEIIOCs MPEUMYLLIECT-
BEHHO Y B3POCHbIX 60SIbHbIX, U MPOTEKANO Cy6beKTUBHO 6eccuMn-
TOMHO B 60nbLUMHCTBE cryvaes [46]. MoaTomy Npu npueme Burada-
TpWHa 0653aTenbHO TECTUPOBAHWME MONer 3peHus 6onbHbIX [47].
Cnopel 0 LienecoobpasHoCTV Ha3Ha4eHWA BUrabaTpyuHa LeTAM Npo-

pomxarotes [48]. B Poccuiickon depepaummn npenapart 3aperucT-
pvpoBaH B 1998 r., HO B HaCTosALLEE BPeMA OH He NPOAaEeTCs.

Mpn nevyeHUn WHAHTUIbHBIX CMA3MOB TaKXe WMCMOMb3YIT
NPOW3BOAHbIE BaNbNPOSBOW KACNOThI (IENakWH U Ap.), Ha3Ha4a-
eMble AeTAM B Ha4anbHown fo3e 20—30 MI/Kr/cyT € NOCTENeHHbIM
ee MOBbILEHNEM (eXXeHeeNbHO) A0 JOCTUXEHUA KITMHUYECKOrO
appexTa, NMM6O [0 NOABMEHUSA BbIPAKEHHBIX NOBOYHLIX peak-
umii. MakcumanbHaa [o3a npenapaToB BanbNpoOeBON KUCNOThI
pocturaet 200 Mr/kr/cyT, 0OHaKo, MO MHEHUIO HEKOTOPLIX aBTo-
poB OHa MOXeT ObITb U BbILLE [17].

Mpy aTUNUYHBIX MHEYAHTUIIBHBIX CnasmMax npy Ux CoYeTaHum
C OpyrMMmM TMNamm NpucTynoB — C NapumanbHbIM KOMMOHEHTOM,
natepanusauven 1 ap., NPUMEHAeTCA KOMBUHaUMS Banbnpoa-
TOB C NpenapaTtamv kapb6amasenuHoBoro paaa (PUHNENcuH, Te-
rPETON, TUMOHUA U UX peTapA—topMbl) B fo3e 15-40 mr/kr/cyT.
Ona neveHuns napumanbHbiX, @ TakXe reHepanM3oBaHHbIX hopMm
3NUMENCUK y OeTeW cTapLlle 2 neT BO3MOXHO NPUMEHEHNE KOM-
6uHauMM nNpenapaToB BanbMPOEBOW KUCIOTbl C JIAMUKTANIOM
(namoTpuoxmHom) B gose 0,2-5 mr/kr/cyT [30].

[Mpy PE3UCTEHTHBIX K JIEHEHUIO hopmax SNMnencum y 60nb-
HbIX TY6EPO3HLIM CKNIEPO3OM 3HAYUTENBHOE YPEXEHWNE MNPUCTY-
NOB MOXeT 6biTb AOCTUIHYTO MOCPEACTBOM HEMpOXUpyprude-
CKOro BMeLlaTenbcTBa (Pe3eKkums KOpTUKalbHOro 3nunento-
reEHHOro KNy6HA CTePeOoTaKCUHYECKMM METOAOM UIN OTKPbLITOW
KpaHuoTomumn) [49].

BO3MOXHOCTE pasBUTMA CrleLndUHecKnx OMyXONeBULHbIX
06pa30BaHUA U UCTUHHLIX ONyxonew B LeHTpanbHON HEepBHOW
CUCTEME M OpPYrUxX opraHax CTaBuUT B K&KOOM KOHKPETHOM Criy-
4yae BOMpocC O LenecoobpasHOCTM XUPYPrv4eckoro BMeLLaTeNb-
CTBa U1 NpoBefeHus pagMaumoHHON Tepanum. PelleHne 3Toro
BOMpPOCA 3aBUCUT OT THXXECTU U CTEMNEHWN BbIPAXEHHOCTU (PYHK-
UMOHAmNbHBIX HapyWweHWA y naumeHTa. Mpu Hann4um BEHTPUKY-
NAPHON OBCTPYKUMM MPOBOOUTCA Pe3eKUMS BHYTPUXENYROUKO-
BbIX onyxonew [2].

Mpo6nema Koppekymu YMCTBEHHOH OTCTaNOCTH y OeTel C
Ty6epo3HbIM CKNEPO30OM Hpe3BblHaWHO akTyanbHa. MpumeHe-
HWEe CTUMYNUPYIOLLENA Tepanuu WU HOOTPOMHbIX MPenapartoB y
60nbLUMHCTBA 6OMbHBLIX NPOTUBOMOKA3aHO U3-3a CYOOPOXHbIX
NpUCTYnoB. Mo3TOMY B OCHOBHOM YCUMINA MeQUKOB HarpaBsJieHbl
Ha ageKBaTHYH0 HEMPONCUMXONOrnyeckyo peabunuraumio [1].

lpo6nema npochunakrTuyeckos BakymHaymm. [Jo HacToqA-
LLEro BpeMEHUN He yTUXatoT CNopbl O TOM, MPOBOLMPYIOT N Npo-
(hMNAKTU4ECKME MPUBUBKM MPOTMB KOKIOLWIA Ha4ano WHdaH-
TWUIBHBIX CNasmoB Yy 6OMNbHbIX TY6EpO3HbIM CKNEepo30oM, nped-
pacrnonoXeHHbIX K Takum npuctynam [50]. MNpoBefeHHble nccne-
JOBaHusA, a Takxe HabnoaeHns M.R.Gomez (1988) npogoemMoH-
CTPMPOBaNU, 4TO MMMYHM3AUWSA MPOTMB KOKMLWA (BaKLUHOM
AKIC) pocToBepHO 4acTo npepluecTByeT Hadany MHpaHTub-
HbIX CNa3MOB Y MnafeHUeB C Ty6epo3HbIM CKIEpO30M (Bpems
MeXOy BakuuHaLUWen v NosiBeHMeM npunagka — MeHee 24 4).
Mo 3ToM NpUuKMHE NPoNIaKTUYECKYIO BaKUMHAUMIO NPOTUB KO-
KTIOLE TakK1Um JEeTAM Ny4Lle He NpoBoaunTs [8].

Becbma 4acTo y naumMeHToB MOryT HabnogaTeCs NULLbL Takue
U30NMPOBAHHbIE KIMHUYECKME CUMMNTOMbI, Kak adenoma
sebaceum, peTuHanbHble ramapTomsl, adenoma sebaceum c¢
BHYTpU4EpenHbIMK Onyxonamun (Ho 6e3 cygopor Unn UHTensex-
TyanbHOW HeJoCTaTOHHOCTH), a TaKXe ONyXOonu BHYTPEHHUX Op-
raHoe 6e3 BoBne4eHus ronosHoro mosra [43]. Mpn MPT-ckpu-
HUPOBaH1W 300POBLIX poauTeNnen AeTen ¢ Ty6epo3HbIM CKNepo-
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30M, nuub y 0,8% 13 HUX oTMeYanuck TunudHble MPT-nameHe-
HWS, MPKU 3TOM OTCYTCTBOBANN Kakne-nnbo OTKNOHEHUS NpU hu-
3uKanbHom ocmoTpe [51]. o 3ToM NpuHKnHe TwaTtenbHbIR huUsm-
KarnbHbIN OCMOTP poauTenen He MEeHee BaXKeH M 06XoauTCs 3Ha-
YATENLHO AeLleBne, HeM MeToAbl HEMPOBM3yanuaauuu.
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