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TYBEPO3HbIN CKAEPO3 KAK MEXXAUCLUMUNAUHAPHASY
NPOBAEMA B HEMPOMEAVNATPUU
(HAYYHbIX OB3OP U AUMHBIE HABAKOAEHUS)

Peszrome. Tybeposublii ckaepo3 — 00HA U3 HOPM MOHOLEHHOI HACAeOCMBEHHOU NAMOA02UU, OMHOCAUeNCS K
HeUPOKONCHbIM cuHOpomam (hakomamoszam). Tpyornocmu OuazHoCMuKU haKkomamo308 C8s3aHbl C biPaANCCHHbIM
KAUHUHECKUM NOAUMOPPUIMOM U 803DACMBABUCUMBIM 0eOI0MOM cCUMNmMoMo8. B cmamoe uznoscena ungopmauus
0 eeHe3e, pacnpocMpaHeHHOCMU U KAUHUYECKUX NPOs6AeHUsX mybepo3Hoeo ckaeposa y demeli. Ilpusedenvi
cobcmeenHble KAuHuYeckue Habao0erus demell ¢ mAdiceabiM meveHuem OaHH020 3a001e8aHusl, 00YCA06AeHHbIM
PAHHUM NOSIBACHUEM HeB8PON0UHEeCKOU CUMNMOMAMUKU, GHYMPUCEPOCUHbIMU PAOOOMUOMAMU U KOICHBIMU

NpoA6ACHUAMU.

Karoueesnle caosa: demu, cydopoeu, mybepo3Hblil cKaAepo3, 0enueMeHmauus Koxcu, paboomMuomsl.

CornacHo Kjaccudukauuu MaibhopMaluil pa3BUTUSI
Kopbl, Ty0epo3Hbiit ckiepo3 (TC) oTHOCUTCST K TpyIine
BPOXIECHHBIX TOPOKOB, BOSHUKAIOIINX BCJICACTBIE HApyIIle-
HUI1 HelipoHaIbHOU nposmdepauny 1 guddepeHIuanin
[36, 39]. B 3—4 Mecsi11a BHYTPpUYTPOOHOTO Pa3BUTHSI TPOKC-
XOIIUT 3aKJIaKa U IPYTUX TKaHel opranuama. CliemoBareib-
HO, BO3JCHCTBUE MATOreHHOro (hakTopa WM pean3aiyst
TeHHOM MyTallMM Ha 3TOM 3Tarle BBI3BIBAET MOBPEXICHUE
HECKOJIbKMX OPTaHOB, YTO MOXET OBITh OIMpeAeCHO P
YIIBTPa3ByKOBOM 00CIeTOBaHNY GepeMeHHoM. [TpeHaTtabHO
3aroI03peHHast MaToJIOTHs [IO3BOJISIET U30PATh ITPABUILHYIO
TaKTUKY BEIEHUSI POIOB, OPraHU30BaTh HAOIIOAEHNE 3a
COCTOSTHUEM pebeHKa ¢ TIEPBBIX THEH ero KU3HU U CBOe-
BpEMEHHO HA3HAYUTH HEOOXOINMYIO TEPAITHIO.

TyGeposHbIit ckIepo3 (CHH.: 3mujIoNs, 6ose3Hb byp-
HeBuss — [lpuHIia, LHEHTpaJbHBIA HEMPOHOMATO3,
HEMPOKOKHBIN CUHIPOM THITa BypHeBMIUIS, CMHIPOM ce-
GOpeHOI aJicHOMBI, CYIOPOT M YMCTBEHHOM OTCTAJIOCTH,
OTHOCSIINICS K Op(HaHHBIM 3a007I€BAHUSIM ) SIBJISIETCS PEJi-
KM T€HETUYECKUM 3a00JieBaHUEM, XapaKTePU3YIOLIIMMCSI
MOJMCUCTEMHOCTBIO MOpaxeHus. PacrmpocTpaHEHHOCTD
TyOepO3HOro cKiepo3a B nomnyJsiuu coctasisiet 1 : 10 000
(v HoBOpOkImeHHBIX — 1 : 6000) [41]. Boe3Hb oTmmyaeTcs
BapbUPYIOIIEH dKCIPEeCCUBHOCTHIO 1 Touth 100% mieHe-
TPaAHTHOCTBIO.

TyGepo3HbIii CKJIepo3 ObLT BITEpBhIe omucaH B 1862 romy
HemelKuM natosioroM @puapuxom poH PeknmHrxayzeHoM,
KOTOPBII OMKCall Cep/ILie YMEPILIEro BCKOPE MOCIIE POXICHUS
MJIaJIeHIIa C HECKOJIbKMMM OITYXOJISIMU M Ha3BaJl UIX MUOMaMHM.
¥ 51010 Xe pedbeHka OblJ1 OTMEUEH KOPTUKAJIbHBIN CKJIEPO3
Mo3ra. 9To 1 ObUIH cepaeuHbIe pabIOMUOMBI M KOPTUKAJIb-
Hble Tyoepchl. B 1880 romy n3BecTHbIM (hpaHIly3CKMil HEBPO-
Jior Jle3npe-Marnyap BypHeBWIITb IeTaTU3UPOBAIT BBISIBIICH-
HbIE MATOJIOTMYECKUE TaHHbIE U BIIEPBbIE MPUMEHWI TEPMUH
«TyOepOo3HbIii cKiepos» [1, 12, 14, 26]. Uccaemys 3aboneBaHme
MOJIOIOTO YeJI0OBeKa, XapaKTePU3YIOLIEeCs SMUTPUTTIATKAMH,
TeMUTIIETUEN, 3aePKKOIl YMCTBEHHOTO pa3BUTHSI, a TAKXKE
HaJIMYMEM TTOYEUHBIX OIyXoJieil, BypHeBWILIb onpeneaui
JTAHHYO TTATOJIOTHIO KaK TyOepO3HBIi CKJIEPO3 LiepeOpabHbIX
BOJIOKOH. Y 3TOro 3Ke TallMeHTa BIepBbic OblIa onucaHa
CBITTb Ha HOCY, IIeKax U JI0Y, MOSBUBIIASICS B TTOJPOCTKOBOM
Bo3pacre (sebaceum) [12, 14].

B pesynbraTe MHOTOJIETHUX MccaenoBaHuii B 1998 roay
CornacuTebHON KOMUCCHEH 10 TyOEpO3HOMY CKJIEpO3y
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ObLIN MPUHSTHI JMATHOCTUYECKUE KPUTEPUU TAHHOTO 3a00-
JieBaHus. 1151 MOCTaHOBKY AMArHO3a HEOOXOAMMO HaJlnuue
3 NpU3HAKOB: MOJUMOP(HBIX MPUMNANKOB, PE3UCTEHTHBIX
K MEIMKAMEHTO3HOM Teparuu, U3MEHEHUIN CO CTOPOHBI
KOXU Y MPOrpecCUupyrollieil 3aaepXKu MCUXopeueMoTop-
HOTO pa3BUTHS.

TyGepo3HBbIil CKIepPO3 — 3TO MYJIBTUCUCTEMHOE, MYJIb-
TUAMCLUUIUIMHAPHOE, TEHETUYECKU AeTePMUHUPOBAHHOE
3abo0JieBaHMEe U3 IPYMHIbl (paKoMaTo30B, OTIMYAIOIIEeCs
IIMPOKUM CHEKTPOM KIMHUYECKUX MPOSBIEHUN U MPO-
TPEeCCUPYIOLIUM TEUEHUEM.

OtMmeyaeTcs ABa BapuaHTa MopakeHMsI reHoB. [1epBblit
BapuvaHT TyOEpO3HOT0 CKJIEpO3a pa3BUBAETCS MPU MyTallu1
reHa, pacroJiokeHHOro B xpomocome 9q34 — B yyacTke
34 AIMHHOTO TJIeya XpOMOCOMBI 9 (TyOepO3HBI CKIIepo3
1-ro Tuna — TSCI, kogupyeT 610K raMapTUH, OTKPHIT B
1987 romy), BTOpoil — B CBSI3U C MyTallMeld APYroro reHa
Ha xpoMocoMme 16pl13 — B yyacTtke 13 KOpOTKOro rmieya
XpOMOCOMBI 16 (TyGepo3HbIit ckiiepos 2-ro Thuna — TSC2,
KoaupyeT 0e10K Ty0epuH, OTKpHIT B 1992 roxy) [2, 12, 18].
Tennr TSC1 u TSC2 B HOpMe SIBISIIOTCS €CTECTBEHHBIMU I'e-
HaMu — CyIpeccopaMu OIyX0JIEBOTO pocTa. beiaKoBble mpo-
nykThl TeHoB TSC1 1 TSC2, ramapTuH U TyOepuH, 00pa3yioT
reTepoarMep, CIrIoCOOHBII MIHTMOMPOBATH OITOCPEIOBAHHbIM
koMmrIuiekcoM mMTORC1 (mammalian Target of Rapamycin
Complex 1) curHajbHbIN Kackaa. MexaHU3M IaToreHesa
TC cocrour B mytauusix B reHax TCS1 u TSC2 ¢ norepeit
nX GYHKUIWU Y CBSI3aHHOM C MyTalMSIMU MAaTOJIOTUYECKOMN
akTuBanueid kuHassl mTOR. B pesynbrate npoucxoaut
aKTHUBaLU ITyTH curHaiabHol nepenaun PI3K/Akt/mTOR.
JlaHHBIA KacKaj SIBJSETCS KJIIOUEBBIM PErYIsITOPOM pocTa
U npoaudepanuu kiaetok. OH aKTUBUPYETCS B OTBET Ha
MOCTYIJIEHUE MUTATEIbHbIX BEIIECTB U (PaKTOPOB pOCTa,
peryaupys psiji KJI€TOYHbIX (PYHKUMEP, TaKMX KaK TpaHC-
N1, TpaHCKpunuus v aytodarus. [unepakrubanus
kackaga mTORCI, Benyiiasi K ycuJIeHUIO KJIETOUHOM Mpo-
nudepauuu, CYMTaeTCs BaXHbBIM 3BEHOM 3JI0KAUeCTBEHHOM
Tpancdopmanuu. B kiretkax ¢ mytarueidt TSC1u TSC2 naH-
HbII CUTHAJIbHBIN TTYTh MOCTOSTHHO «BKJTIOYE€H». DTOT MyTh
CUTHAJIbHOW TPaHCIYKIWU SIBJISIETCS KJIIOUYEBBIM 3BEHOM
natoreHe3a TC. Onna u3z mytauuii TSC1 u TSC2 conepxur-
cs1 BO BCeX KJIeTKax opraHusma. B kiieTke-pooHayanbHu1le
OITyXOJIEBOTO KJIOHA MPOMCXOAUT MHAKTUBALIMSI BTOPOI, HE
3aTPOHYTOI HacJIeACTBeHHOI MyTauueii amienu. M3sect-
HO, YTO MYyTallMsl BbIIIETIEPEYMCIEHHbBIX TEHOB SIBJISIETCS
OCHOBOM [IJ151 pa3BUTUS B MO3I'€ TMIEPIIACTUYECKUX MPO-
11ECCOB B CBSI31 CO CHUXKEHUEM CUHTE3a OeJIKOB ramapThHa U
TyOepuHa, KOTOpbIe B HOPME MOAABJISIOT OMyX0JEBbIN pOCT
B OpraHM3Me 1 HeIOCTaTOYHO BbIpa0aThIBAIOTCS y O0JIbHBIX
¢ TyOepO3HbIM cKJiepo3oM. [lonrmopraHHOCTh TyOepO3HOTO
CKJIepo3a BCTpeyaeTcs Toraa, Koraa yacTh KJIeTOK OpraHU3-
Ma nmauueHTta conepxuT myrauuu B reHax TSC1 unu TSC2.
TTauneHTbl ¢ MO3aMYHBIM TEHOTUIIOM MOTYT UMETh MOJTHbI
CIIEKTP CUMIITOMOB TyOepo3HOro ckiieposa. CyllecTBYIOT
HUCCeI0BAaHUS 110 CPABHEHUIO CMOPAAUYECKUX CIy4yaeB
myTauuu BreHe TSC1 u crmopaanyeckux cyvyaeB MyTalluy B

rede TSC2. B yacTHoCTH, B ITOCIEAHEM CIydae OTMedaach
TeHAEeHIMS K 0ojiee rpyOooMy (DeHOTUITY C BBICOKOM Y4acTo-
TOIl YMCTBEHHOI OTCTaJOCTH U CYIOpPOT, OoJjiee pacrpo-
CTPaHEHHBIM MOpaXeHWeM MoyeK U 00Jiee BbIPAXKEHHbBIMU
aHrnopudpoMamu Ha uiie. C Apyroii CTOpOHbI, HEKOTOPbIE
MucceHc-myTaluu B reHe TSC2 MoryT nepenaBaThbCsl U
ACCOLIMMPOBATBCS C YMEPEHHOM KIMHUYECKOM KapTUHOM
3a00J1eBaHUS.

AVNOrHOCTUKA U KAUHMYECKUue
NPosiBA€HNS TY6epPO3HOro CKAEpPOo3a

JuarHocruka 3abojieBaHUs OCHOBBIBAETCS HA COYETA-
HUU KIWHWUYECKUX U BBISIBISIEMBIX TPU JOMOJHUTEIbHOM
JnabopaTopHOM oOcjenoBaHUU cUMIITOMOB. PeHOTUN
nauveHTa ¢ TC 3aBUCUT OT yucia, JIOKAIU3aluU U pa3-
Mepa raMmapToM. Bo3pacT 601bHOT0 TakKe UrpaeT BaskHYIO0
pOJib, TaK KaK pa3Hble CUMIITOMBI 00JI€3HU MPOSIBISIOTCS
B pa3JIMuYHble BO3PACTHbIC MEPUOIbl. boJsbllioe Koau-
4YeCcTBO KJIMHMUYecKuX nmpusHakoB TC, BapuabeabHOCTh
¢deHoTuna, ToT (paxkT, YTO MaHUMeECTALIMS IPU3HAKOB 3a-
BUCHT OT BO3pacTa MallueHTa, 3aTPYAHSIOT TMarHOCTUKY
3a00J1eBaHUS.

Hecomnennniit duaenosz TC ycraHaBIMBaeTCs HA OCHOBA-
HUU HAJTMYKA 2 IEPBUYHBIX TPU3HAKOB WU | IEPBUYHOTO U
2 BTOPUUYHBIX TPU3HAKOB; 603MOMICHbLI OUAeH03 — Ha OCHOBA-
HUU HaM4us | NepBUYHOTO MpU3HaKa, Wi 1 TepBUYHOTO
U 1 BTOpUYHOro IMpu3HaKa, Wi 2 (1 0osiee) BTOPUIHBIX
npusHakoB [41]. [loaTBepkaeHHas IMaTOreHHas MyTallus
TSCI wnmm TSC2 gBnsercs TIaBHEUIIIUM KpUTEpPUEM, J0-
CTAaTOYHBIM ISl MOCTaHOBKM nuarHo3a TC.

Hwuxe npuBeneHbl NepBUYHbBIE U BTOPUYHbBIE TPU3HAKHU
(2012 TSC Clinical Consensus Conference).

Ilepsuunvie (6oavmue) npuznaxu:

— aHruo¢puobpomsl auia (He MeHee 3) uiau Gudpo3Hbie
OJIs11LIKY Ha J10Y;

— TUIONUIMEHTHBIE MITHA (HE MeHee 3 U He MeHee
5 MM B 1UamMeTpe);

— HeTpaBMaTUYE€CKHE OKOJIOHOITeBbIe (hUOPOMBI (HE
MeHee 2);

— YYACTOK «I1IarpeHEeBOM KOXW»;

— MHOXECTBEHHbIE raMapTOMbl CETUATKU;

— KOPKOBbBIE IMCIUIa3uu (He MeHee 3): KOPKOBBIE TyOephbl
U MUTPALIMOHHbIE TPAKThl B OEJIOM BEllIeCTBE TOJIOBHOTO
MO3ra;

— cyOsneHauMabHbIe Y3/bl (He MeHee 2);

— cy0OaneHAMMalIbHAS TMTAHTOKJIETOYHAS aCTPOLIMTOMA;

— pabaoOMMOMBI Cepjlla MHOXECTBEHHbIE WU OJU-
HOYHbIE;

— MUMGbAHTUOIEHOMUOMATO3 JIETKUX;

— MHOXECTBEHHbIE aHTMOMUOJIMIIOMBI MOYEK (He Me-
Hee 2).

Bmopuunvie (maavte) npusnaxu:

— MHOTOYMCJIEHHbIE YIIIyOJIeHUS B AMaIu 3y0OB;

— (uOpPOMEI B TIOJIOCTHU pTa (HE MeHee 2);

— ramMmapToMbl BHYTPEHHUX OPraHOB;

— axpoMaTHYECKHU y9acTOK CeTyaTol 000JI0UKH I71a3a;
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— TIATHA TUIA KOH(METTH Ha KOXE;

— MHOXECTBEHHbBIE KMCTHI MTOYEK.

YacToTa OTAENBbHBIX KIMHUYeCKUX cumntomoB TC B
TTOMYJISALIMY CJIEAYIOIast: TUITOMMTMeHTHBIE TisiTHa — 90 %,
aHrrnouopoMbl Tua — 75 %, OKOJIOHOTTEBbIE (PUOPOMBI —
52 %, ¢oubpo3Hble OIAIIKK, MsITKUe hudbpomer — 30 %,
YUaCTKU «ILIarpeHeBO KOXM» — 45 %, pabaqoMUOMBI Cep/i-
11a — 20—60 %, MHOXXeCTBEHHbIE KUCTBI ITouek — 18—35 %,
AHTMOMMOJIUIIOMBI TToYeK — 28 %, KMCThl 1 aHTUOMMUO-
JIUTIOMBI TToYek — 9—17 %, numdaHTHOIEiOMUOMATO3
Jnerkux — 1 %, raMapToMBbl CeTYaTOil 00OJOUKU U ITHCKA
3puTesibHOTO HepBa — 50 %, ramapToMsbl reueHu — 25 %,
CKeJIET: OCTEeONaTHsI, KUCThI, ouyaru ckieposa — 45 %.

Nopaxxenne LUHC

Ty6epor BcTpevatotest y 95—100 % 6ompHBIX TC. OHM
MPEACTABISIIOT COO0M YUaCTKHM 110 TUITY (hOKAIBHOI KOPKO-
BOIi IMCIIa3UM CO CHIKeHHBIM unciioM TAM Kepruueckux
HEWPOHOB U XapaKTEePU3YIOTC MOTEePeil KIacCU4eCKom
6-CJTOMHOM IMTOAPXUTEKTYPBI KOPbI Mo3ra. TyGephl enu-
HUYHBIE WX MHOXECTBEHHBIE, PA3MEPOM OT HECKOJIBKUX
MWLUIMMETPOB 10 HECKOJbKHX CAaHTMMETPOB, pacriojiara-
I0TCS Hall eMMHUYHBIMU UJIU HECKOJIbKUMU TPUJIETAIOIIUMU
O6oposnamu. B GosbIIMHCTBE CilydyaeB TyOepbl KaJlbLU(u-
upoBaHbl. HanboJbIyo 3Ha4MMOoCTh B BepubUKaIuu Ty-
0epoB MMeeT MarHUTHO-pe3oHaHcHast Tomorpadust (MPT)
[32, 33]. CymectByeT Tomorpaduyeckas CBSI3b MEXIY
HanuneM (okyca Ha DDI u TybepoM, BBISIBICHHBIM MPU
MPT-uccnenoBaHuu. DnuiaenTUYeCKue MPUCTYITbl MOTYT
HCXOINUTD M3 HOPMaJIbHOM KOPBI, OKpY:Katoliieil Tyoep, KOTo-
past SIBJISIETCSI 30HOM MepeBO30YXIEeHHBIX HeiipoHOB. Tybep
MOXKET OBITh SMUJICTITOTEHHBIM U HESTTWJIETITOTCHHBIM.

Cybanendumanvhvie yaave (CHY) BcTpevatotes y 95 %
6osbHBIX TC. OHU MHOXEeCTBeHHBIE, pazMepoM 2—10 MM,
JIOKAJTM3YIOTCSI B CTEHKaX OOKOBBIX XKeJIyTOUKOB, PeKe — B
crenkax [11 u VI xxenynoukoB Mo3ra, 4aCTUYHO WU TIOJTHO-
CTBIO KaJbIU(GUIIMPOBAHEI, 0ecCUMIITOMHEI. CDY BEISIB-
JISIIOTCS MpU KoMmnbloTepHoit Tomorpadun (KT) wau nipu
MPT-uccnenoBanuu rosoBHoro mosra. CyliiecTByer mpsi-
Masi 3aBUCUMOCTb MEXIY TsKecTbhio anuiericuu rpu TC u
YHCIJIOM KOPKOBBIX Ty0epoB 1 COY. KonnuecTBo TyO0epoB 8 u
OoJtee sIBNIsIETCS (DAKTOPOM PHICKA BO3HUKHOBEHUSI STTUJIETI-
cHM B TiepBbIe 2 rofa xku3Hu (cuHapoM Becra). COY moryt
TpaHC(OPMUPOBATHCS B TMTAHTOKJIETOUHYIO aCTPOIIUTOMY,
KoTOopast 00bvHO MaHudecTupyet K 10 ronam xuszHu [41].

CybsneHOumanvhvle eUueaHMOKACMOYHbIE ACIPOUUMOMbL
(CBT'A) Bectpevatotest ¢ yactoroit 10 20 %. COTA — ony-
XoJib y 60osibHBIX TC, pacnonoxkeHHast y oTBepcTust MoHpo,
OoJsiee 5 MM B IMaMETpe, C MOATBEPXKICHHBIM POCTOM, Ha-
KarIMBallasi KOHTPACTHBIN Iperapar v MpeicTaBistorast
c000¥t MeITIEeHHOPACTYIYIO [NIMOHEMPOHATBHYIO OIYXO0Jb,
He CIOCOOHYIO K CITOHTaHHOM perpeccuu. Poct omyxonun
CBSI3aH C PUCKOM pa3BUTUSI OCTPON ruapoiedaniuu, mo-
CJIEJICTBUSI KOTOPOIl MOTYT ObITh (haTaibHBIMU. BaxkHoit
SIBJISIETCSI pAHHSIS, 10 TIOSIBJICHUSI KIIMHUYECKMX CUMITTOMOB
nuarHocTruka COIA, MockoJibKy OHa TTO3BOJISIET BHIMOJTHUTD

MOJTHOE Y/IaJICHWE OITyXOJIH JI0 TTOSIBJIEHUS TPU3HAKOB MOBbI-
ILIEHUsT BHYTPUUEPEITHOTO JIaBJICHUS] U CHU3UTh MHTpaoIIe-
PALIMOHHYIO JIETAJIbHOCTh 1 YacTOTY TMOC/IeoTnepalliOHHbIX
OCJIOXKHEHUI.

Cumnmomamuueckas snuiencuss B Te4eHUe XU3HU
Haoonaercst y 92 % 60abHbIX TC. Y 63 % GONIbHBIX 11K~
JICTITUYECKKME MPUCTYTBI TOSIBJISIIOTCSI HA TIEPBOM TOY
ku3Hu. MHGaHTUIIBHBIE CTIa3Mbl PETUCTPUpPYIOTCA Y 48 %
oonbHbIX TC, ¢ mukom aeb6iota B 3—5 mec. DokaabHbIE
MPUCTYIIBI TPEIIIECTBYIOT, COMYTCTBYIOT U/UJN CIEAYIOT
3a MH(MAHTUJIbHBIMU clla3MaMu. B 2Toit cBSI3M ciemyeT
orMmetuTh padboTsl I1. Kypatosno (2004—2008) u C.K. EB-
TymeHko (2006—2012), KoTopble CBSI3aIX CUMIITOMATH-
YeCKMIl aMWIeNITUIeCKUil cuHapoM Becra ¢ TyOepo3HbIM
CKJIEPO30M Yy MilafieHIEeB. [1pu aTOM ObLIa MOmUYEepKHYyTa
poJib TMIMMONMUIMEHTHBIX NaTeH. [IpoBeaeHenHass MPT B
1,5 Tecia 1o3BoJIMJIA BBISIBUTD TYOEphl MEJIKMX pa3MepoOB
B CyO3MEeHIMMAJIbHBIX OTAEIaX U STTUJICNITUISCKUX 30HaX.
HemHoro mosxe, mocje mpoBeAeHUST TOMOJHUTEIbHBIX
oOcenoBaHUM y MJIaJeHIeB ObLIM TUAarHOCTUPOBAHBI
pabaoMuOMBI cepalia. bazucHBIM MTPOTUBOATIUJICTITHYE -
CKMM TIperapaTom Obu1 Burabarput B no3e 30—50 Mr/kr B
COYETAaHUU C JICKCAMETa30HOM.

ONUJIeNTUYECKHUE TPUCTYTBI PE3UCTEHTHBI K aHTUATIH -
snentudyeckoi tepanuu y 1/3 6onbHbix TC. YeM paHblie
neorotupyet TC, 3axBaTbiBasl IEpUOM OT IIEPBBIX MECSIIICB
>KW3HU 110 1,5 roga, TeM rpyoee yMCTBEHHOE HeTOPa3BUTHE.

Hapywenue nosedenus — cuHIpom ayTusma (BO3HUKAET
rocJjie UH(GaHTUIBHBIX CMIa3MOB y 45 % malueHToB), arpec-
cus u/unu ayroarpeccust (y 13 % 6onpHbix TC). Tunepak-
TUBHOCTh xapaktepHa mis 50 % GonpHbix TC. C rogamu
HapacTaeT 9MOLIMOHAJIbHOe 00eIHeHre ¢ Oe3pa3anyruemM
K ponHbIM, hopmanuzmoM. [lepuonnuecku MeHsIeTCsT Ha-
CTPOCHHUE: CHIXKEHHOE HAaCTPOEHUE OOBIYHO COUETAETCS C
HEJIOBOJILCTBOM, arpeCCUBHOCTBIO; 3HAUYUTEILHO PeXe Ha-
osronaercst nucopus C ypallIiBOCThIO, HETOBOJILCTBOM.

Hapywenue cna Bctpevaercst y 60 % 6oabHbIX TC B BUe
WHCOMHMUI, YaCThIX U PAaHHUX MPOOYXKIeHUI, COMHAMOY-
JIM3Ma.

KoXHble HapyLueHus

M Bce Xe OCHOBHBIMU MaHU(PECTHBIMUA CUMIITOMAMU
1151 TC IBASIIOTCS KOXKHBIE U3MEHEHUsI, TIPeCTaBICHHbIE
TUTTOMUTMEHTHBIMY TIITHAMM, aHTHOGHOpOMaMu JIUIIA,
y4acTKaMU «IIarpeHeBON KOXW», OKOJIOHOITEBBIMU (hH-
opomamu, GpUOPO3HBIMU OJISIIIKAMHU, OEJIBIMU MHPSIASIMU
BOJIOC.

Tunonuemenmmuoie nammua SIBISIIOTCS] OMHUM U3 HauboJiee
yacThIX KOXKHBIX ITposiieHnit TC (90 % cityyaeB) v TOKaIM-
3YIOTCS TIPEMMYIIIECTBEHHO Ha ATOAULIAX U TyJIoBuIe. OHU
HepeaKO 00HAPYKUBAIOTCS C POXKICHUS U SIBJISIOTCSI OTHUM
U3 TTepBbIX MAaHMU(ECTHBIX TPU3HAKOB 3a00ieBaHusl. C BO3-
pacTtoM HaOJI0aeTCsI TEHACHIIMS K YBEJIMYCHUIO UX YHCTIa.
XapaKTepHOil 0COOEHHOCTBIO SIBJISIETCSI aCUMMETPUYHOCTh
X pacToyioxeHusl. YacTo BCTpeuyarTCsl MOJUTOHAIbHBIE
MsITHA, HAaTTOMUHAIOIIME OTMEYaToOK OOJIBIIOTO TMajblia

14 Mi?KHapOAHHUH HEBPOOTiYHHHA KypHad,

ISSN 2224-0713 N2 6(76), 2015



NJ)

Opwurinaabii gocaigzxenns /Original Researches/

pyku, pazmepoM 0,5—2 cMm. Hanbosee xapaktepHasi popma
MATeH — OBaJIbHAs, TTOX0XKas Ha JTUCT SICeHSI, pa3MePOM OT
1 no 12 cMm. Pexe BcTpeuaeTcsi MHOXECTBO MEJIKUX IISITEH
pa3Mepom 10 1—3 MM, KOTOpbIe IPYIITUPYIOTCS U IPUHU-
MaloT BUJ pacchimaHHOro koHdertu. Hapsiny ¢ runmomnur-
MeHTHbIMHU TisiTHaMu T1pu TC B 16 % citydyaeB BcTpevaroTcst
MUTMEHTHBIE TMSTHA LBeTa Kode ¢ MOJOKOM. DTH MATHA
O0OBIYHO €TMHUYHbIE, OBATbHBIE WM OKPYTJIbIE, IJIOCKHE,
IIMHOU 1—5 cM.

bBenvie npsdu eonoc, bposeil u pecrhuy (noauosuc), Kak u
TUTIONMTMEHTHBIE TSITHA, SIBJSIIOTCS XapaKTePHbIM MpU-
3HakoM TC [18].

Aneuopubpomsr auya Bcrpedatorcs B 90 % ciaydaeBy ne-
Tel ctapuie 5 et. OHU pa3BUMBAIOTCs, KaK MpaBuio, Iocje
2—5 nnet. BHelIHe OHU TPEACTABIISIIOT COOO0 MaItyJibl 1 —4 MM
B IMaMETPe C INIAIKOI, OyeCTsIel TOBEPXHOCTHIO PO30BOrO
WY KPaCHOTO 1IBeTa, pacroaraloTcsi CUMMETPUYHO C ABYX
CTOPOH JIM1IA HA IEKAX U HOCY 10 TUITY «KPbLUIbEB 0a00UKM»,
Ha nogdoponke [12, 14].

«lllazpenesas koxca» (peau chagrine, B iepeBoe ¢ ppaH-
IIy3CKOIro — «HemybJeHas, rpybasi, )KecTKasl Koxa») mpel-
CTaBJIsIeT CO00ii COeMMHUTETbHOTKAHHBINM HEBYC U SIBIISIETCSI
TakXe obauratHbiM npusHakoMm TC, BcTpedaercsa y 50 %
00JbHBIX. B OOJIBIIMHCTBE cllyyaeB Y4acTKU «IlIarpeHeBOM
KOXMW» MOSIBJISIIOTCS B TTOAPOCTKOBOM U IOHOIIIECKOM BO3-
pacte. OHU pacnonararoTcs MPeMMYIIeCTBEHHO B TTOSICHUY-
HO-KPECTILOBOI 001aCTH, UMEIOT MJIOTHYI0 KOHCUCTEHIINIO,
XKEJTOBATO-KOPUYHEBBIM MM PO30BbIM LIBET, YMEPEHHO
BBICTYTAIOT HaJl TOBEPXHOCTHIO OKPYXKAIOIIEH KOXMU.

QDubposnvle 6aswKYU ABIASIOTCS TIEPBUYHBIM MPU3HA-
koM TC u Bcrpevarorcst y 20—40 % 60s1bHBIX. OHU MMEIOT
OesrlecoBaThIl 1IBET, IIEPOXOBAThIE HA OLIYIb U HECKOJBKO
BBICTYIIAIOT HaJ OKpyXKalolleil Koxeil. MOryT IosIBISIThCS
yXe Ha MepBOM IOy KM3HU U SIBJISIIOTCST OMHUM M3 TIEPBBIX
KJIMHUYECKUX CUMIITOMOB 3a0oieBaHus. Yale Bcero u-
OpO3HbIe OJISIIKM JOKAIM3YIOTCS Ha JIOY, HO MHOTAA OHU
BCTPEYalOTCsl Ha BOJIOCUCTOI YacTHU rojoBbl. Msirkue du-
6pombl (30 % GOJTbHBIX) OBIBAIOT IBYX BUIOB: MHOXKECTBEH-
HbIE WY eNMHUYHbIE 00pa30BaHMs Ha HOXXKaX MeIIOTYaToM
(opMbI ¢ ToKanu3zanreit Ha 1ee, TYJTOBUILE U KOHEYHOCTSIX
WU MHOXECTBEHHbIE, HECKOJILKO TIPUIIOJHSATBIE HA MO-
BEPXHOCTBIO KOXXM MEJIKME 00pa30BaHusI pa3MepOM MEHbIIIE
OyJIaBOYHOI1 TOJIOBKH, pacriojiaratolimecs: Ha TyJOBUIIEe U
111ee ¥ HaITOMUHAIOII1e IYCUHYIO0 KOXY [14].

Okononoemesvie ubpomul, uru onyxosu Kosmena
(J. Koenen onucan ux B 1932 ) Takxe sABASIOTCS 00Mrar-
HbIM nipu3HakoM TC 1 BCcTpeyaloTcsi B OCHOBHOM Y JeTeit
npe- 1 mybepTaTHOro Bo3pacta. OHU MPeACTaB/IsSIOT COO0M
KpacHbIe TamyJibl WJIX Y3JIbl, PACTYIIE OT HOTTEBOTO JIoXkKa
WY BOKPYT HOTTEBO TJIACTMHKU. B O0O/NBIIMHCTBE CilyyaeB
OKOJIOHOTTeBbIE (POPOMBI MOSIBIISIIOTCSI HA BTOPOM J1€CSI-
TuiaeTuu ku3Hu. Yaiie pruOpoMbl BCTpeyaloTCsl Ha HOTrax.
Hanuune okosioHOrTeBBIX (priOpOM Oosiee XapaKTepHO s
KeHInuH. Pazmep ux Bappupyet oT 1 MM 10 1 ¢M B AuameTpe.
OKoJIOHOITeBbIE (PrOPOMBI CKJIOHHBI K TTPOrPeCCUBHOMY
POCTY aKe Mocjie uxX yaajeHusl.

MopaxkeHne cepaLa

HM3MeHeHus1 cepaeuHo-cocyaucTon cucrembl npu TC
MpencTaBieHbl pabdomuomamu, KOTOPbIe HEPEIKO CIIyKaT
MEePBbIM KJIMHUYECKHUM MPU3HAKOM 3a00JIeBaHUS HAPSIILY
C TUTIONTUTMEHTHBIMU TSITHAMU. Yallle BCTpeyaloTcs y JIUILL
MyXcKoro moJjia (cootHomeHue 1 : 2). Hanbosee BbicoKast
yacTtoTa padbmomuom npu TC HabmogaeTcss y HOBOPOXK-
NEHHBIX W AeTeil rpyaHoro Bo3pacta. OHU OTHOCATCS K
ramMapToMaM, OIMyXOJEBUIHBIM Y3JI0BbIM 00pa30BaHUSIM,
MPENCTaBISIONIMM CO00M TKaHEBYIO aHOMAJIMIO PAa3BUTHS,
BO3HUKAIOIIYIO B CBSI3Y C HEMTPaBWJIbHBIM (DOPMUPOBAHUEM
SMOPHOHANBHBIX TKAHEBBIX KOMILIEKCOB. PabnomMuomel
MOTYT OBbITh OKPYIJION WJIN HeIpaBUILHOM (POpMbI, HOXOXKEM
Ha LIBETHYIO KaITyCTy, BU3YaJIbHO BCEraa YeTKO OTAEIeHBI
OT OoKpyXalolux TkaHeit. Ilo pazmepamM pabaoMuOMbI
BapbUPYIOT OT HECKOJbKUX MWIITUMETPOB 10 HECKOIbKHUX
caHTuMeTpoB. Haubonblie pa3mMepsl, Kak abOCOIOTHBIE,
TakK M OTHOCUTEJbHbIE, CBOMCTBEHHBI pabgoMuoMaM B
HeoHaTaJbHOM mepuojae. OMmyxoab He UMeeT KarCyJibl,
YTO B CJIyyae HeOOXOAMMOCTHU 3aTPYAHSET ee Pe3eKInIo.
DTH Heor1a3Mbl HUKOTA He MaJTUTHU3UPYIOTCS M HE Me-
Tactasupylor. [1o KonuuecTBy pabIOMUOMBI MOTYT OBITh
B BUJIe €MMHUYHOTO y371a (PEeIKO) WM MHOXECTBEHHBIMU
(45-92 %). JlJokanm3oBaThCst MOTYT BO BCEX OT/EIAX Cep/lia,
BKJIIOYAsl KJlarmaHHbIi anmnapar. Kak mpaBuio, oHU pacrosia-
raloTcs B XeJTyloukax, yalie B JIEBOM, YeM B TIPABOM, PeKe B
MEXCKETyI0YKOBOM MEPEropoike U MOTYT OOHAPYKUBAThCS
B MaMWUISIPHBIX MbIIIax. boabimHcTBo neteii (50—80 %)
¢ TC u pabgomuoMaMu cepiiia, TOKYMEHTUPOBAaHHBIMU
MPY POXACHUHN, HE UMEIOT KIMHUYECKUX MPOSIBAEHUI CO
cTopoHnsl cepaua [17, 19, 36]. KnuHuyeckre CUMITTOMBI
pPabIOMUOM y IeTeil pa3IMyHbI B 3aBUCUMOCTH OT BO3pacTa
pebeHKa 1 JoKaau3aluu onyxoin. OCHOBHBIMU MPOSIBIIE-
HUSIMU SIBJISIIOTCS CEpJIeUHAast HEIOCTATOYHOCTD, MPeNcep/-
HbIE U XeJTyTOUKOBbIe apUTMUU U OJIOKAIbI Cep/Ilia, IIIyMbl,
JKUJKOCTh B TIepUKapje, KapauoMerauus.

OdTaAbMUYECKMEe NPOSIBACHUS

Tamapmomer cemuamku ipu TC onpenensiorcs: 6ojee
geM y 50 % GonbHBIX. BeTpevaloTest Kak OJHO-, Tak U
JIBYCTOPOHHME ramMapToMbl. busiarepanbHble mopaxkeHust
OTMEYaloTCs MPUMEPHO Y MOJOBUHBI NalMeHToB. OOHa-
PYyXuTh ramMapToMbl y geteil ¢ TC MOXHO yXe B IepBbie
MHY Xu3HU. CyliecTByeT 3 TUIA PeTUHAIbHBIX TaMapTOM:
raMapTombl 1-ro TMma — MOJYNpoO3payHbie, MIOCKHE,
OKpYIJIbIe 00pa30oBaHusI C IJIaAKOM MOBEPXHOCThIO. DTU 00-
pa3oBaHUS SIBSIOTCS] HAMOOJIee pacIpoCTpaHEHHBIM BUIOM
0(TaaTbMOJIOTMYECKMX HAPYIIEHUI: UX OOHAPYXUBAIOT Y
55—70 % GoapHbIx TC ¢ BOBJICUYCHUEM B MATOJOTUYCCKHIA
MpolLlecC I1a3; TaMapTOMBbl 2-To TUIlIa — 0oJjiee KPYITHbIE,
BBICTYMAlOLIKE, OJIECTSIINE MHOTOY3€IKOBbIE 00pa30BaHMsl,
YacTo coAepKaline KalbLWii, IMarHoCTUPYIOT y 46—55 %
MalMeHTOB ¢ U3MeHeHusIMHU 1J1a3 Ha (poHe TC. OHM uMeroT
HECKOJIbKO acCOLIMAaTUBHBIX HA3BaHUIA, HATIPUMED «TyTOBast
srona». Ux nmametp Bapeupyet oT 0,5 10 4 paauycoB 3pu-
TEJIBHOTO HEPBA, BHICOTA MOXET AOCTUTaTh 2,2 MM; B 80 %
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cJTydaeB pacriojiaraloTcsi OKOJIo TMCKa 3pUTeTbHOTO HepBa
(Ha paccTosiHUM MeHee 2 paliyCOB 3pUTEIbBHOTO HepBa) WU
BJIOJIb €70 Kpasi; B TAKUX CydasiX TaMapTOMbl HATTOMUHAIOT
TUTAHTCKME JIPY3bl; KaK MPaBWJIO, raMapTOMbl 2-TO TUMa
MEePEeKPHIBAIOT JieXKall1e Mol HUMU COCY/Ibl CETYaTKH; ra-
MapTOMBI 3-TO TUTA OOBEANHSIOT TPU3HAKKA raMapToM 1-To
U 2-TO TUTIOB U BcTpevarotcst B 14 % ciyvaes. Y 30—35 %
MalMEeHTOB Ha OJTHOM TIJIa3y MOTYT pPa3BUTHCSI HECKOIBKO
raMapToM pa3HOTO TUIIa. Y GOJIbIIMHCTBA OOJbHBIX raMap-
TOMBI CYIIIECTBYIOT OECCUMIITOMHO U HE MpPEeTepIieBamT
M3MEHEHUI B TeYEeHUE XM3HU WU TTOCTEIIEHHO perpec-
CUPYIOT. ¥ TAIMEeHTOB ¢ KPYIMHBIMM TaMapTOMaMU BbI-
SIBJISTIOTCS Ie(DEKTHI MoJiell 3peHnsl. BaXkKHBIM CHMTITOMOM
y JieTell cTapiliero Bo3pacta NMpy HaJTUUYMU JOCTOBEPHOTO
TC moxet OBITH TTaykoMa |18, 41].

NMoparxeHne novyek

INaronorusa nmoyek nipu TC yacTo mporpeccupyromias,
BeleT K (pOpMUpPOBAHUIO XPOHUUECKOI MOYeUHON Hello-
CTaTOYHOCTHU M 3aHMMAET 2-€ MECTO B CMEPTHOCTHU TTOCTIe
MaToJIOTUX HEPBHOM cHUCTeMBbl. TUIMUYHBIM MOpPaXXeHUEeM
MOYeK CIYXaT COJIMIHbIE 00pa30BaHUs — AHTMOMUOJIUIIO-
MBI ¥ KUCTBI TIoueK [12, 26, 41].

Aneuomuonunomsr (AMJI) mouex SIBIASIOTCS HauboJliee
yacToit rnarosnoruei mouek rpu TC, BBISIBISIIOLIEHCS TTPU-
MepHO Y 75 % neteit 1 80 % B3pOCBIX MPU YIBTPA3ByKOBOM
nccienoBanuu. AMIJI TipencTaBisiioT co0oit JoOpoKaue-
CTBEHHBIC OITYXOJIM, OHU PENIKO BBISIBJISIIOTCS TIPU POXKIECHUMN
1 0OBIYHO TUMAarHoCTUpytoTcs B Bo3pacte 5—10 yiet. [Toueu-
Hble AMJI accoltmmpyroTcs ¢ AByMsI TUTTAMU TTIOBPEXKIACHUIA.
[TepBbiit TUTI CBSI3aH C OCTPBIM XKM3HEYTPOXKAKOIIUM COCTO-
STHUEM — PETPOIEPUTOHEATbHBIM KPOBOTEYEHUEM CO BCEMU
NMpu3HaKaMu BHYTpeHHel KpoBorotepu. Kak mpasuiio,
MPOU3BOAUTCS YaCTUYHASI WM TOTaJbHasi He(pPIKTOMUSI.
Puck xpoBoteuenust u3 AMJI cocrasisier 25—50 %, Kop-
penupyeT ¢ IMaMeTpoM OMyXosin 4—5 cMm u Goiee, TIpSIMO
npornopuroHaieH pa3MepaM AMJI u comep:kaHWIO B HAX
MUKPO- U MaKpoaHeBpuU3M. BTopoil Tum moBpexkaeHuit
CBSI3aH C KOHTJIOMepalreit HecKoJbknx AMJI, mHDMIbTpa-
TUBHBIM POCTOM MX B OKPYKAIOIIYIO TKaHb, YTO MPUBOJNT K
GeccuMIITOMHOMY (POPMUPOBAHUIO XPOHUUYECKOI TTOUEYHOM
HEJIOCTaTOYHOCTH, a TaKXKe K HapyIIEHUIO YPOJAUHAMUKU,
K MHGEKIIMU MOYEBOM CUCTEMbl U PelIKO K TPOMOO3y I10-
yeyHoii BeHbl. Kak npasuio, AMJI nopaxaioTt o6e Mmoyku
U UMEIOT TEHJIEHIINIO K POCTY B FOHOIIIECTBE.

Kucmeor nouex ipn TC pa3BuBaroTcs B TI000M MX OTIENIE,
OBbIBAIOT KaK €IMHUYHBIMU, TAK U MHOXECTBEHHBIMU. Y
OOJIBILIMHCTBA TIALIMEHTOB KUCThl HEBEJIMKH 10 pa3Mepy 1
JUTUTEJIbHO He TIPEACTAaBJSIOT 3HAYMTEbHOTO pUCKa ISt
310poBbst. OnHAaKo B 2—5 % ciiydaeB y OOJIBLHBIX UMEIOT
MECTO U3BMEHEHMUSsI, aHAIOTMYHBIE TAKOBBIM TIPU ayTOCOM-
HO-JIOMWHAHTHOM MOJMKUCTO3HOU Oosie3Hu. [1pu saTom
MaToJIOTHSI TTIOYEK MPOosIBIIsIeT ceds1 B 60J1ee paHHEM BO3pac-
Te, MOXET ObITh AMArHOCTUPOBAHA MpeHaTaabHo Tipu Y3U
TU10/1a ¥ TIpOTEKaeT 00Jiee TSKEJI0, YeM ITPU ayTOCOMHO-J10-
MUWHAHTHOM MOJIMKUCTO3HO# 6071e3HU. KMCThI MHTEHCHBHO

pacTyT, gocTuras 5 ¢cM u OoJsiee B AuaMeTpe, MPUBOJIS K
apTepuabHOI TUIEPTECH3UU U XPOHUYECKON MOYCUHOM
HEJ0CTAaTOYHOCTHU YXe K MOIPOCTKOBOMY BO3PACTY.

NMopaXkeHns poTOBOM NOAOCTHU,
XEeAYAKQ, KULLEYHUKA U NeYeHun

Hzmenenus 6 opeanax jceny0ouHO-KUmeUH020 MpaKma
nipu TC pazHOOOpa3HbI U MPOSIBIISIIOTCS ITaTOJIOTHUENH POTO-
BOI TIOJIOCTH, TICUEHU, CEJIe3€HKU, TTOKETYIOTHOM JKeJIe3bl
U IIpsiMoii Kutiky. Hanbosree THMTMYHBIMU HApYIIEHUSIMU,
BBISIBJISIEMBIMH TIPW UCCIEAOBAHUM POTOBOI IMOJIOCTH,
SIBJISIIOTCSI Y3JTOBBIE OITYXOJIH, (DMOPOMBI MJTU TTATTAJITIOMBI:
OHMU JIOKAJIN3YIOTCS Ha TepeaHeM Kpae JeceH, Ha rybax,
CIM3UCTON 000JI0UKe IIEK, CITMHKE SI3bIKa 1 Hebe.

Meghekmbt amanu 3606 0OTMEUAIOTCSI TPAKTUUECKHU Y BCEX
601bHBIX TC. Hanbosiee THTMYHBIM HapYIIIEHUEM SIBIISICTCS
nedexT aManu 3y0oB B BUIE YITYOJEHU, UMCIIO KOTOPBIX
BapbupyeT ot 1 1o 11 Ha Kaxmgom 3yOe, B cpeHeM T1o 3
YITyOJIeHHS Ha KaxK bl 3y0. TUITMYHBIM TTPOSIBIICHUEM TTPU
TC saBnsieTcst IOSIBJIEHUE «UEPHBIX MATEH» MEXIy 3y0aMH,
TMOXO0KHMX Ha 3aCTPSIBLIYIO CKOPJIYITY OT ceMeuek [6, 7].

Hzmenenus 6 kumeuruxe ipu TC TIPOSIBISIOTCS TIIABHBIM
00pa3oM peKTaJIbHBIMU TTOJIMTIAMU, KOTOPhIE BCTPEUAIOT-
ca B 75 % cnydaeB. Kak mpaBHITO, peKTaJbHbIE TTOJHITHI
BBISIBJISIIOTCS Y OosbHBIX cTapiie 20 jet. [Toaunsl yarie
MHOTOYMCIIEHHBIE, PO30BOTO 1IBETa, pa3MepoM 2—4 MM.
Jlokanu3yioTcst B IpsIMO KUIIIKe, TTPEUMYIIECTBEHHO Y
AHOPEKTAIBbHOTO coequHeHusT. KinmHuyeckn oHn Geccum-
MITOMHBI, ¥ JIMIIb B OTACIBHBIX CIy4asX BO3MOXHbBI OO
npu gedekannu. B GOIbIIMHCTBE ClydyaeB peKTajlbHbIE
TTOJTMITBI BBISIBIISIIOTCS TIPY TTAJTbLIEBOM MCCIIEIOBAHMM TIPS~
MOM KUIIKW U C TTOMOIIbI0 MHCTPYMEHTAIbHBIX METOJOB
Mccaea0oBaHUs (PEKTOPOMAHOCKOTINS, KOJTOHOCKOMUS,
KOHTpACTHAasT peHTreHorpadus MpsiMoii KUIIKK). [Toaumbr
ripy TC 0OBIYHO MTPOTHOCTUYECKH OJIATONPUSTHBI.

[Tpu TC y 25 % GOABLHBIX B IIEYEHU MOSIBISTIOTCS OAMHOY -
HbIE VT MHOKECTBEHHbIE AaHTMOMUOIUIIOMBI Y JIMTIOMEI. B
MTOIKETYIOYHOM KeJie3e aHTMOMUOJIUIIOMBI BBISIBJISIIOTCST
pexe.

MNopaxeHne 3HAOKPUHHOU CUCTEMBI

BcnencrBue pocra onyxoneit ipu TC Bo3HUMKaeT duc-
yHkuus xcenes enympennel cekpeyuu. Hanbonee yacto npu
TC obHapyXuBaeTCs MaTOJIOTUsT HAAITOYEUHUKOB, TIPOSIB-
JIIOIIIAsICST Yallle Bcero aHrmomuonumnoMamu (y 25 % 6071b-
HBIX). Pexxe BcTpevyaroTcst OMMHOYHbBIE WJIM MHOXKECTBEHHEBIE
aIEHOMBI KOPBI HAIITOUEYHUKOB, YTO TTPUBOANT K CUHIPOMY
HaJIIMMOYEYHUKOBOI HEIOCTATOYHOCTH (00JIe3Hb AJIMCOHA,
MTObEM apTepUAaTbHOTO JaBIICHMS ).

MaroAorus KOCTHOM cCUCTEMBI

Betpeuaercsty 50 % 60mbHBIX TC M MPOSIBISIETCS yIacT-
KaMU CcKJiepo3a KocTell cBojia uepera, yaiile B JOOHO! Wi
TeMeHHOI KocTsiX. OHM MPeACTaBIISIIOT CO00i 00pa3oBaHUs
OKpyIJI0ii hopMbI pazMepoM 0,2—2 cM, MOTYT BBISIBIISITHCST
B TeJlaX MO3BOHKOB 1 Ta30BBIX KOCTSIX C TEHIEHIIME K pac-
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MOJIOKEHUIO Y KPECTIIOBO-TIOAB3I0IIHOTO COWICHEHMSI.
YyacTku ckiepo3sa, pacnoyiokeHHbIe i dy3HO 10 Tiepu-
(depnu Ta30BBIX KOCTEM, UMEIOT IUIOXO OYepUYeHHBIE TPaHU-
IbI, BCICACTBHAE YETO MOTYT OBITh OITMOOYHO ITPUHSITHI 3a
MeTacTa3bl octeobmactombl. [Tatoornyeckre oopa3oBaHusl,
cBsa3aHHble ¢ TC, B KOCTSIX KOHEYHOCTE OTIMYAIOTCS OT
00pa30BaHUI1 B IPYTUX YACTIX CKeJIeTa 1 MaHU(ECTUPYIOT
ydyacTKaMM KHUCTO3HOTO Pa3peXkeHHUsl, YaCTO COUETalTCs C
MepUOCTAIbHOM (HAIKOCTHUYHAS) TOTIOJTHUTEIbHOM HOBOI
KocTblo. KicTo3Hbie 00pa3oBaHMsI B KOCTH BCTPEUYAIOTCS
Ha pyKaX M BBISABJISIOTCS Ha (pajiaHTax IajbleB B paHHEM
neTcKoM Bo3pacTe. HaobopoT, rnepurocraabHble TOMOTHU-
TeJIbHBIE KOCTH ITOSIBIISTIOTCS B 3pEJIOM BO3pacTe M BCTpeda-
FOTCSI Yallle Ha IUTFOCHEBBIX, YeM Ha MSICTHBIX KocTsaX. OHMn
IUIOTHEIE, COJIMIHBIC M MMEIOT XapaKTePHBI BOJTHUCTHIN
KoHTYp. [TopaxeHne pedep M IIMHHBIX TPyOUaTHIX KOCTEM
s TC He XapaKTepHO.

NMopa)keHne Aerkux

TC aumppaneuoneiiomuomamos (JIAM) nerkux y 60JbHBIX
oOHapykuBaioT B 25 % ciydaeB. BecTpevaetcst mpenmyiie-
CTBEHHO Y XEHIIIUH PEMPOAYKTUBHOTO BO3pacTa, HO OIHca-
HBI emMHNYHBIE ciaydan JIAM, accounmpoBanHoro ¢ TC, y
MY>KUMH 1 fieTeid. JIAM siBisieTcst TpeTbeii MpUUIMHOM CMepTH
npu TC mocie U3MEHEHU MoYeK U OIMyXOoJeil TOJIOBHOTO
Mo3ra. B 3aBUCHMOCTH OT CTeTIeHU BBIPaKEHHOCTH U pac-
MPOCTpaHeHUs 3a001€BaHKSI MAKPOCKOITUYECKH M3MEHEHMUSI
BapbUPYIOT OT EAMHUIHBIX KUCT A0 TG OY3HBIX KUCTO3HBIX
M3MEHEHUI ¢ 00eMX CTOPOH OT BEPXYIIEK J0 OCHOBAHMIA
serkux. JIAM mpostBIIsieTCs TPOrpecCUpyIoieit OabIIIKOI,
TMMOBTOPHBIMU ITHEBMOTOpAKCAMU, TIEBPUTOM U 3ITU30/1a-
MM KpOBOXapKaHbsi. Ha peHTreHorpaMMe TpyIHOM KIETKU
BBISIBJISIIOTCSI YCUJTEHHBIN JIETOYHOM PUCYHOK M CUMIITOM
«COTOBBIX» JIETKHUX.

Taxkum o6pazom, manudectHbie hopMbl TC oTMyaroT-
¢sI BBIpAaXKeHHBIM TTOJIMMOP(MOU3MOM U BO3PACT3aBUCUMBIM
ne6ToM. ENMHBIM THUCTOJIOTUYECKUM CyOCTpaToOM BCeX
HoBooOpa3oBaHuii ipu TC gBsioTCcsT raMapToMbl. BaskHO
OTMETHUTD, YTO MpHu Tomo3peHnn Ha TC mamumeHT J0KeH
OBITH OOCITEZIOBAH Y CIEIUATUCTOB PA3IMYHOTO PO
JUTST UICKITIOYEHWST MW TIOATBEPXKICHUS MaTOJOTUHN BHY-
TpeHHUX opraHoB. Takast MyJTTUANCLIMILIMHAPHAS KOMaHIa
JOJIKHA COCTOSITh B TIPEHATAIbHOM TMepuojie U3 TeHeTHKa,
aKyliepa-THHEKOJIora U KapauoJiora; B Bo3pacte ot 0 1o 1
roja — M3 JI€TCKOTO HEBPOJIOTa U IEpMAaTOJIoTa; B BO3pacTe
1—5 neT — pomnoaHATbCS 0(PTaTbMOJIOrOM; B Bo3pacte 5—18
JIET IOJKHBI TIPUBJIEKaThCsl HepoJior 1 ypoJior; mocie 18
JIET — TYJbMOHOJIOT.

AATOPUTM AEUCTBUN
npuv nopAo3peHun Ha TC

JIMarHoCTUYECKHE TECThI, KOTOPBIE PEKOMEHIYETCS TTPO-
BOJUTD JIJIsI MOATBepXaeHusT auarHosa TC u onpeaeneHust
€ro TSKECTU:

1. IMonHBIN ¥ THIATETBHBI OCMOTP KOXHBIX TTOKPO-
BOB — HEOOXOIMM JIJIsi BBISBJICHUS KOXHBIX IMPU3HAKOB

3a00JIeBaHUS U JAJIbHEHIIIET0 TMHAMUYECKOTO HAOTIOACHUS
3a HUMU. [MTIONMUTMEHTHBIE MSATHA, KaK MPaBUIO, XOPOIIIO
BUJHBI HEBOOPYXXEHHBIM TJ1a30M. OIHAKO B OTAEIbHBIX
cJIydasix 3aMeTUTh UX HeBO3MOXHO. [Tpu mopo3pernnn Ha TC
TSI BU3YaJIM3alMY TUTIOTTMTMEHTHBIX TISITEH PEKOMEH/TyETCST
MpUMeHeHue JJaMibl Byna, Kotopast uziydaeT ImydyoK cBeTa
C JUTMHOM BOJTHBI 360 HM, CEJIEKTUBHO aOCOPOUPYIOIIErocs
MeJTaHMHOBBIMM KJIETKaMU KOXKU. [1of cBETOM 3TOi JIaMITbI
3M0pPOBAst KOXKa BBITJISIANUT TYCKJIOM, a y4aCTKU KOXHU, UMe-
fo1me 1eUIMT MeJJaHuHa, SIPKO CBETSITCS.

2. MPT rosoBHOTo Mo3ra — MO3BOJISIET BBISIBUTH TYOEPHI,
COTIA, CBY u HapyueHusT B 0€JIOM BEIIECTBE TOJIOBHOTO
moara. [1pu mogo3peHun Ha KabLMOUKAIIIO TYOSpOB ITPo-
BoauTcst KT roioBHOro Mosra (Jij1s1 UCKJTIOUeHUsT TOXOXKe
KapTHHBI TIpu 6osie3Hn Papa).

3. O8I — 00s3aTeNbHO TIPOBOAUTCS TIPU HAIUYUU
CyJIOpOT Y MalueHTa WK TpY TIPeHaTaTbHOM BBISIBICHUN
pabIoOMMOMBI cepjilia Y HOBOPOXKIEHHBIX, YTOOBI He Mpo-
MyCTUTb TMATTEPH, XapaKTepHBIi 1sl cuHapoma Becra, —
runcaputMuio. [1pu nediote snuiaencum B BO3pacTe 10
1 roma pekomeHayeTcst MpoBoAuTE BOM.

4. OKI u DxoKI' — nmist oGHapykeHUs1 pabJOMUOM
CepAlla U HapylIeHUI pUuTMa cepaua, 0OyCIOBIEHHBIX X
HaJIMYKMEM.

5. Y3 opraHoB OpIOIIHOI MOJOCTUA W MOYEeK — JJIst
nckmodeHuss AMJI 1 momKKUCTO3a IoYeK, a TakKKe raMap-
TOM TI€YEHHU U TTOIKETYJ0YHOM Keye3bl. B COMHUTENBHBIX
ciiydasx BoeinojHsieTcss MPT mouek.

6. [eHeTMYECKOE TECTUPOBAHUE TTO3BOJISIET OMIPEAETUTh
KOHKPETHYI0 MYTallMlo, KOTopasi puBesia K pa3BUTUIO
6osie3nu. JIHK-uccnenoBanue nonreepxnaetr nuario3 TC
y MalMeHTa ¥ ero poauTesIeit v MOo3BOJISIET ONPEACTIUTD CITO-
paguvecKuit Uy HaCJIeACTBEHHbBIN XapakTep 3a00JieBaHNs.
OrnipesiesieHHasI MaTojoruvyeckasi MyTauusi iACHTUGULIMPY-
ercsy 80 % naunenTos. K coxanenuto, B 20 % Bcex ciydyaeB
XapakTepHbIe MyTallUM MOTYT HE BBISBJISITHCS Jaxe MpU
HecoMHeHHOM nuarHose TC.

7. lNpenaranbHast nuarHoctuka TC: HeMHBa3WBHAs
MpoBOAUTCS ¢ Nomolblo Y3U miona B onpeaeieHHbIC
CKpUHUHTOBbIE cpoku (Ha 10—12, 22—-24, 32—34-i1 He-
nesix 6epemeHHocTr), OXoKI cepaia rmioga u oOHapy-
KeHHe pabJOMUOM MOTYT YTOUHUTH MOpakeHue rioja.
[MpenaranbHast nuarHoctuka TC MpoBOAUTCS B Clydasix
BBISIBJICHUSI OOJILHBIX (MJIM O0€CCUMITTOMHBIX/MaJIOCUM-
IITOMHBIX HOCUTEJICH IMaTOJIOrMYeCKOro reHa) poauTeseid.
Hnst aToit tenu Boiaeasor JJHK u3 detanbHbIX KIIETOK,
MOJIYYEHHBIX C TOMOIIbIO aMHUOILIEHTe3a 00OBIYHO Ha 15—
18-1ii HemesIX recTallMu, UK KJIETOK XOpuoHa (chorionic
villus sampling — CV'S, aHry1.), nojaydeHHbIX Ha 10—12-ii
HEJAeISIX TecTallui. DTO MO3BOJISIET JIOKAJIM30BaTh MyTa-
nuio reHa TSC y miona.

A\eyeHune anMAenTMYecKoro CUHAPOMA
npnTC

HDI/I CYOAOPOXKHBIX ITAPOKCU3MAX ITPUMEHAIOTCS ITPOTU -
BOCYIOPOXKHBIC ITperiapaTbl C UHAWBUYaJIbHbIM HOZ[GODOM
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AHTUKOHBYJILCAHTOB, 3aBUCSIIIMM OT BUIA STTUIIETITUYECKUX
MPUCTYIIOB.

TTpu cyTopOXHBIX MPUCTYIIAX, MPOTEKAIOIIUX MO TUITY
MHOAHTUWIBHBIX CIIa3MOB, TIpenapaToM BbIOOpa SIBISIETCS
Burabarpun (cadbpuin) [40, 43]. BurabaTrpun — 310 ce-
JIEKTUBHBIN 1 HEOOPAaTUMBIi MHIMOUTOP TpaHCAMUHA3bI
TAMK-depMmeHTa, obecnieunBatoniero metadoausm TAMK.
Ero tepanestuueckast no3a coctasisiet 40—100 mr/kr/cyT, a
TepareBTUYecKas KOHLIEHTpalus B razme — 10—60 mr/i.
BurabaTpuH BbICOKOA(h(hEKTUBEH IJIsI AeTeil B IepBbie 3
rojia KU3HU U crnocoocTByeT pemuccun y 50—100 % 6oib-
HbIX. OTMEHa MpernapaTa MPOU3BOINTCS MOCTENEHHO: 103a
CHIDXaeTcs B TeueHMe 2—3 HelleJIb BO M30exkaHue yJallleHus
MpUCTYIOB. Bo3aMoXXHbBIe HeXeNlaTeIbHbIe SIBICHUS MPU
npueMe BUrabaTprHa BO3HUKAWOT ¥ 13 % meteit. OOBIMHO
OHU UMEIOT JIETKYIO CTeTIeHb BBIPAaXKEHHOCTH U MOCTETIEHHO
ucyesaroT B TeueHue 1 Hea. becrokoiicTBo, BO30yXkeHue
1 OeCCOHHMIIA BO3HMKAIOT B Hayajie IpreMa BuradbaTpuHa
y 5—10 % mauueHTOB U MPUBOIAT K OTMEHE Ipernapara
tonbko y 0,1 % nereit. KpaiiHe peIko BCTpeYatoTCsl JIETKUi
TpeMOp KOHEUHOCTEH, MOBBIIIIEHHAs] COHJIMBOCTb U OoJiee
MPOAOKUTENbHBIN COH, JIeTKash 3aTOPMOXKEHHOCTD, 3a-
TPYIHEHUE [JIOTaHUS U 3aropbl. [1pu nosiBlIeHUN Hexena-
TEJbHBIX SIBJICHUN PEKOMEHIYETCS] CHUXKEeHUE HavyaabHOI
03Bl BUrabaTprHa C MOCAEAYIOIMM 0ojiee MeIJIEHHBIM ee
TUTPOBAHUEM.

IIpu neyeHun MHGAHTUIBHBIX CIIa3MOB TaKXe HC-
MOJIB3YIOT IPOM3BOIHBIE BAJILITPOEBOI KUCIOTHI (I€MaKuH,
BaJILITPOKOM), Ha3HAaYaeMblii TPY OTCYTCTBUM BUTAOATpUHA
netsaM B go3e 20—30 Mr/Kr/cyT ¢ ImoCTereHHbIM MOBbI-
1eHueM (exXeHeaeabHO) M0 NOCTMKEHUS KIMHUYECKOro
apdekra.

IMpu aTUNUYHBIX MHGAHTUIBHBIX clladMax M UX CO-
YeTaHUU C IPYTMMU BUAAMU TIPUCTYTIOB — MaplyaTbHbIM
KOMIMOHEHTOM, JlaTepaju3aliueil mTpuMeHsieTcss KoMOu-
Halusl BaTbIIPOATOB C MpernapaTaMu KapdaMa3ermmHOBOTO
psna (bunnencuH, KapbamasenuH U UX petapa-GQopMbl) B
no3e 15—40 mr/kr/cyt. [Ins neyeHust napluuaibHbIX, a TaK-
K€ TeHepaJIM30BaHHBIX ()OPM MWIETICUM Y JeTell cTapiie
2 JIeT BO3MOXHO MpHUMEHEHNe KOMOMHAILIMM TIpernapaToB
BaJILIIPOEBOI KUCIOTHI C JIAMUKTAIOM (JJAMOTPUIXKMHOM)
B o3¢ 0,2—5 Mr/Kr/cyr.

B neyenuu nHpaHTUIBHBIX ciadMoB npu TC Goblast
pPOJIb IPUHAUIEKUT TOPMOHATBHBIM MpernapaTaMm — Kop-
TuKocTtepounaMm. ONTUMAIbHBIM MPENnapaToM CUMTAeTCs
CHHaKTeH Aeno. KopTUKOCTepOu bl ClieyeT C OCTOPOXKHO-
CTBIO MPUMEHSITD y JeTeil ¢ pabooMMOMaMM cep/la U3-3a
BO3MOXHOCTHU pOCTa 3TUX omyxoJei [37].

B GonbmuHcTBe ciydyaeB smuierncuil npu TC, pe3u-
CTEHTHBIX K MPOTHUBOCYIOPOXKHOM Teparnuu, BbISBIIETCS
HECKOJIbKO OYaroB 3MUJIENTUYECKON aKTUBHOCTH, B OC-
HOBE KOTOPBIX JIEXUT SIMUJIENTOreHHbII Tyoep. biaromapst
COBpPEMEHHBIM METOJaM AMAarHOCTUKU (37IeKTpodHIeda-
norpacdus, MPT, I19T) cTano BO3MOXHBIM BBISIBISATH 10-
MUHUPYIOLIUNA STUMIENTUYECKUIA o4Yar U OTBETCTBEHHbIM
3a HEero Tyoep (WIn 30HY KOPKOBOI AMCIUIA31U), KOTOPBIA

MOAJIEXXUT HEHPOXUPYPTUUECKOMY YAAJICHHUIO, YTO IPUBOAUT
K ypexeHuto npuctynos [30, 31].

[Mocne ynaneHuss TOMUHUPYIOLIETO SMUJIEIITOTeHHOTO
TyOepa MPUCTYIbl OTCYTCTBYIOT WM UX YACTOTA CHUXKAETCS
6osee yem Ha 50 % y 2/3 6onbHbIx TC. Bce manueHTHI ¢
PE3UCTEHTHOM K MEIMKAMEHTO3HOM Tepanuu SMUICIICUEA
npu TC MoryT paccMaTpuBaTbCs KaK MOTEHLIMAIbHBIE KaH-
NAIATHI 1J11 HEHPOXUPYPTUUYECKOTO JieueHUsl (YPOBEHb J0-
kazareabHocTu 11a). [1pu oTcyTcTBMUM MOKa3aHMit K HEHpPO-
XUPYPruyeckoMy JICUEHUIO 11eJ1eCO00Pa3HO PELIUTh BOITPOC
0 BO3MOXHOCTHU MPUMEHEHUST CTUMYJISILAM OTYXKIAI01LETro
HepBa (ypoBeHb mokazarenbHocTu 11Ib) mim keroreHHOM
nueThl (ypoBeHb qokazaTeabHocTu 11b) [34, 38].

AVYHbIe HOOGAIOAEHUS

B nameit knmauke B nepuon ¢ 1994 o 2014 roa HabJ110-
Jaock 56 aeteit B Bo3pacTte oT 2,5 mecsiia 1o 18 et (13 Hux
20 geBoueKk M 36 MaJbYMKOB) C TMATHO30M <«TyOEepO3HBIM
CKJIepo3». JIMarHo3 Bo BCeX Cayyasix MOATBEPXKAEH Mocye
nposeneHust MPT-uccinenoBanusi, u3 Hux 10 moarsepauau
TeHEeTUKH.

[IpuBoIMM COOCTBEHHOE KIMHUYECKOE HAOIIOACHUE.

lMpumep 1

Pebdenox I, 3 mecsiiieB, Haxoauaach Ha CTallMOHAPHOM
JICYEHUU B HEBPOJOTUYECKOM OTAEJIECHUU, OTACIEHUU pea-
HuMaluu, 6okcupoBaHHoM otaeseHun OJIKb ¢ nuarnozom:
TyOEpO3HbIi CKIIEpO3, CUMIITOMATUYECKas SMUJIEICHUS,
cuHapoM Becra, yacTbie MH(paHTUIbHBIE IPUCTYIIBI. MHO-
JKeCTBeHHbIe pabmoMuoMbl cepaia. HemapokcuamanbHast
HemnpepbIBHO-peuuauBupyloiasg taxukapausa. XCH 2a.
S-o0pa3Hast U3BUTOCTb IKCTpaKpaHUAIbHOTO OTAela 00e-
nx BCA. Tumomeranus 1-ii cT. AHeMUSsI JIETKOU CTENEeHU.
OPBMU. Kannuno3 cim3ucToit 000J10YKM MOJIOCTH pTa.

[Ipu mocTyruieHUM Xajao0bl Ha ydyallleHWe TTPUCTYIIOB
cynopor (Ha (poHe ITpreMa IenakHa) B BUIe TOHUYECKOro
HAIpsKeHUsT KOHEUHOCTEN, 3alPOKUIbIBAHNS TOJOBBI.
YacToTa NpUCTYNOB 10 5 pa3 B CYTKU.

AHaMHe3 XXU3HU U 00JIe3HU: peOeHOK 00JIeeT C poXKIe-
HUs (BO BpeMsl ITpoBeieHUsI MpeHaTaibHoro Y3 Ha cpoke
32 Heneslu BBISIBJIEHBI U3MEHEHMS B Cep/lie, 3alloa03peH
TC). PazBuBanach ¢ 3aIep>KKOil CTAaTOMOTOPHOI'O pa3BU-
tus. [locne poxxaeHus npu OxoKIm odHapyKeHbl MHOXe-
CTBeHHbIe pabaomMuoMbl. B Bo3pacte 2 Hefe/lb MOSIBUINCH
MPUCTYNbI TOHMYECKUX CYIOPOT, BHavaje 1—2 pa3a B IeHb,
C yyallleHueM J10 8 pa3 B CyTKM, MEPUOJUYECKH MOCIIe MTPU-
CTyIla ciaydyajiach pBoTa. B cBs3u ¢ 3TuM Oblja BIEpBbIE
roCIUTaIU3UpOBaHa B HeBpojoruueckoe otneaeHue OAKb
B SIHBape C AMarHo30M: TyOepO3HbIil CKJIepo3, CUMIITOMA-
TUYeCcKas dnujiencus (B pamkax cuHapoma Becra), yacTteie
uHGpaHTUIbHbIE cria3Mbl. Pabmomuomsl cepaua. [omnyyana
nenakuH. BelmucaHa ¢ ynydiieHueM — NpucTynsl 1—2 pasza
B cyTKU. [TocTynuiia B KIMHUKY MOBTOPHO 7151 KOPPEKIIMU
MPOTUBOCYIOPOXHOW Tepanuu (yyalleHUue MPUCTYIOB J0
5—8 B cyTkm). M3 cemeliHOro aHamHe3a: Asasl MO JUHUU
MaTepu CTPAJAET SIUIIETICUEIA.

18 Mi?KHapOAHHUH HEBPOOTiYHHHA KypHad,
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OOBEKTUBHO: COCTOSIHME pebeHKa Mo 3a00JIeBaHUIO
TsDKenoe (TSKeCTh 00yCJIOBIeHA CYTOPOXHBIM CUHIPO-
MoM). BbIpaxkeHbl Mpu3HaKKU TUIIEPKOPTUIIM3Ma. [010BY
He yIepKUBaeT, 3a UTPYLIKON CIeINT, pearupyeT Ha ToJIoC
maTtepu. Ha koxke ruieua ciieBa, Ha JIeBOM OOKY W JIEBOM
Oenpe IsSITHA OENMUIMEHTAallMU HelpaBUJIbHON (DOPMBI,
0,5—1,0 cm. B mapaymOurKaabHO 00J1aCTH IBa 2JIEMEHTA,
BO3BBIIIAIOIINECS HAJl TOBEPXHOCTHIO KOXKU, SIPKO-PO30BbIE
¢ OsecTsieit TOBepPXHOCTDIO.

B xnuHuke pedeHok obciaenoBaH: MPT rososHoro
Mo3ra — B JIOOHBIX U TEMEHHBIX 00J1aCTsX C IBYX CTOPOH,
KOPTUKAJIBHO, CYOKOPTUKAJILHO U B IPOEKIIMY 0a3aabHbIX
sIIeP BUBYATTM3UPYIOTCSI MHOXKECTBEHHbBIE 30HbBI Pa3IMYHOMN
GdopMbI 6€3 yeTKuX KOHTYpoB oT 0,5 10 1,5 cM ¢ oBbIIIeH-
HbIM MP-curnanom B T1-, T2-B/MN u FLAIR. Takxe Bu3ya-
JIM3UPYIOTCSI MHOXKECTBEHHbBIE CYOaTIeHAMMATbHbIE OYTOpPKU
B 00J1aCTH TIEPETHUX POTOB U Te OOKOBBIX XKEJTYI0UYKOB OT
0,4 1o 0,6 cM ¢ moBbIIEHHBIM curHaioMm B T1-, T2-B/U u
FLAIR. B 106H0iI1 06y1acTu cripaBa BU3yaJIM3UPYeTCsl 30Ha
pasMmepamu 2,5 x 2,2 cM, pacIpoCTpaHsIONIasCsl OT KOPTH-
KaJIbHBIX 10 TIEPUBEHTPUKYJISIPHBIX OTAEIOB C MOHMXKEH-
HbIM MP-curnanom B T2-B/U1 u FLAIR, noBbIllIEeHHBIM B
T1-B/WN. CpeauHHbBIE CTPYKTYpPhI HE paCIIUPEHBI. 3aKIroue-
HMe: MHOXKECTBEHHBIE ITOJIMMOP(MHBIE 04aroBbie U3MEHEHHUSI
B TOJIOBHOM MO3Te 00YCJIOBJI€HbI OCHOBHBIM 3a00JI€BaHU -
eM — TyOepOo3HbIM cKiepo3oM. DXxoKI: MHOXeCTBeHHbIe
o0pa3oBaHusg B obmacTu Bepxymiku cepama 0,6—0,7 cM,
B MPaBOM KeJyA04yKe, B 0071aCT CpeaHel TPETH MexxKe-
JnynoukoBoii eperopoaku 0,4 x 0,42 cm u 0,43 x 0,45 cm,
0e3 00CTPYKIIMKU KaMep cep/ilia U cOCynoB (paOaoMUOMBI).
000 — 0,3 cM. DI Ha (hoHE MeITIEHHOBOJIHOBOM aKTHUB-
HOCTH PEeTUCTPUPYETCsS MapoKCHU3MalibHasl aKTUBHOCTH
B BUJI€ Pa3psiioB CMaiik-BOJH C MAaKCUMYyMOM B TTPaBbIX
BUCOYHO-TEMEHHBIX OTBEIEHMSIX.

B otnenenuu nojyvana jgedyeHue: nenakuH (M3-3a OT-
CYTCTBUS BUroOaTpuHa), ypoceMu 1, KopaapoH, nakapo,
acriapkamM, HUKOTMHOBas KucioTa. [1o HacTosTHUIO poauTe-
Jieil BeinucaHa Ha 15-e cyTku — nipuctynbl 0—1 pa3 B CyTKH.

IloBTOpHAs roctiMTanM3aLus yepe3 4 Mecsiia — yJalie-
Hue npuctynos a0 10 pa3 B CyTKU.

IIpu noctyrieHnn — rpy0das 3aaepkKa BCeX BUIOB pa3-
BUTHSI: B3IJISI1 HE (PUKCUPYET, TOJIOBY HE IEPKUT, HE TYJIUT,
nepeBopauuBaercsl uzpeaka. OrpaHuyeHbl IBUXKEHUS B
JIeBOI pyKe, KUCTh cxkaTa B KyJdakK. Omopbl Ha HOTH HeET.
Boinpsmuistioniux pegiekcos HeT. Bo Bpemst ocMoTpa cepust
MH(bAHTUIBHBIX CITAa3MOB. YCTaHOBKA IrOJIOBBI BIIPABO.

Tepanusi: 6GM0BEeH-MOHO 7 MJI/KT/CyT B/B KaneJlibHO No 5
yepes IeHb, cabput 50 MIr/Kr/cyT B Ba mpueMa, aeKcame-
Ta30H (5 MI/Kr/cyT mo mpeaHU30JI0HY) C MepexoaoM Ha
CUHaKTeH-Aemno, aeruaparauus. Ha ¢oHe nmpoBeneHHOM
Tepanuu COCTOSTHUE pebeHKa yJy4IIUuaoCh, MPUCTYIIbI
KyNUpoBaHbl. PEKOMEHIOBAHO COXpaHEHUE JUIMTETbHOTO
BBEJEHUSI KOPTUKOCTEPOUIOB B BUIE CUHAKTEHA-IETO IO
0,5 M1 B/M, IJIUTENIbHOCTh BBeJACHUS 110 rojaa. B ciyuae
BO300OHOBJIEHHUSI TIPUCTYMOB B TEPAMUIO BBECTH KETIPY B
no3e 60 Mr/Kr/cyT.

lpumep 2

Pe6enok T., 6 JieT, Haxoouaach Ha CTALIMOHAPHOM Jieue-
HUM B HeBposiornueckom otaeiaeHun OJAKb ¢ nuarnozom:
TyOepo3HbIi cKJIepo3 (0ose3Hb bypHeBUILIsI), cuMIITOMA-
TUYECKasl SMWIEIICHUs, YacTble MoJuMopdHbIe (hapMaKo-
pPe3UCTEeHTHBIE MPUCTYNHI (cuHApoM BecTa, cynopokHbie
aJBepCUBHBIE), ¢ (hOpMUPOBAHUEM PAOIOMMOM, MHOXKE-
CTBEHHBIM OYaroBbIM MOpa)KeHWEM BelleCTBa TOJIOBHOTO
Mo3ra (raMapTOMBbI), pe3KOil 3aAepKKOU ICUXOPEeUueBOro
DPa3BUTHSL.

[Tpu mocTyrieHUu xKaao0bl Ha IPUCTYIIBL B BUIE CEPUit
nponyiabeuit (10 50 «KUBKOB» B ceputo, 1o 10 cepuii B cyT-
KW), CyTOPOKHbIE TIPUCTYITBI BO BPeMsI CHA C aIBEPCUBHBIM
KOMIOHEHTOM — KaXJyl0 HOYb 5—7 3MU30[0B 3a HOYb,
pe3Kas 3aepXkKa MCUXOopeueBOro pa3BUTHS: HE TOBOPMUT,
WHCTPYKIIMM HE BBIMOJHSIET. XOAUT CAMOCTOSATENbHO Ha
OJIM3KUE PACCTOSIHUST — TI0 KBApTUPE.

AHaMHe3 XM3HU U 00Je3HU: OT 1-il GepeMeHHOCTH,
1-x cpouHbIX ponoB. boiyeeT ¢ 3-MecsiuHOTO BO3pacTa,
KOrna BIepBble ObLIM 3apEeTUCTPUPOBAHBI MPUCTYIIHI B
BUJE TIPOMyJibcuii. HeBpoaoroM mo MecTy KUTEeIbCTBA
OBbLT BBICTaBJIEH nuarHo3: cuHapoMm Becra. IIpuHumana
AHTUKOHBYJbCAHTHl — (DeHOoOapOuTaa, AenakuH, TOma-
Makc. Hacrosiasi rocnutanusalus cBsizaHa ¢ Pe3KUM
yuailieHueM npuctynoB. [Ipu ocMoTpe — Ha Koxe Juiia
aZeHOMBI CaJbHBIX XXeJie3, Ha KOoXe J10a — MHOXECTBO
¢akocoB 6arpoBoro OTTeHKa, Ha KOXe CIMHBbI U HOT —
JNeNMMTMEeHTUPOBaHHBIE ovyaru. BeipaxeHHas 3amepxkKa
TICUXOPEUYEBOTO Pa3BUTHSI.

B xnunHuke pebeHok oocienoBat: OxoKI' — B obaactu
BEPXYIIKM MPABOTO XeTyIoukKa U MEXIPEACepaHOi nepe-
TOPOJIKM JIBa 9XOT€HHbIX 00pa3zoBaHus pazMepoM 10 1 13 mm
(pabnomuomel). KOBI' — Ha MpoTsSXKeHUU 3allucu peru-
CTpUpYeTCsl TapOKCU3MallbHasi aKTUBHOCTD B BUIE YACThIX,
1o 1—2 ¢, pa3psiioB cnaiik-BOJIH C 04aroM B 3aJHEBUCOYHBIX
Y TEeMEHHO-3aTbUIOYHBIX OTBEACHUSIX 00OUX TMOJYIIAPUId,
OoJibllIe CeBa, ¢ TeHAeHIIMel K reHepanuzanuu. MPT
roJIoBHOro Mo3ra — MP-npusHaku Ty0epo3HOro ckiaeposa
(ramMapToOMBbl) C HATMYMEM MHOXKECTBA CyO3MeHIMMaIbHbBIX
1 MO3TOBBIX KOPTUKAJIbHBIX KPOBOU3IUSIHUI. Paciimpenue
JKeTyI0YKOB MO3Ta.

B oTnenenuun monyyana jgeyeHue: cabpuia (Bura-
O6atpuH) B mo3e 500 Mr B nBa mpuema, AelakKuH XpPOHO
mo 500 mr B ABa mpuema, JeKcaMeTa30H, aclapkam,
dypocemua. BeimucaHa ¢ yaydlieHueM: 3HAYUTEIbHO
yMEHbIINIaCch yacToTa NpuctynoB — 0—1 pa3 B CyTKH
B BUAe aOOpPTUBHBIX Iponyabcuii. Houbo nmpuctymnon
He oTMe4YeHo. PeKoMeHI0BaHO COXpaHEeHUE IJIUTENb-
HOTO BBEIEHUSI KOPTUKOCTEPOUIOB (IeKcaMeTa30H) C
MepexonoM Ha CMHAKTeH nemno. B mocienymoomiem npu
yyallleHUU MPUCTYIMOB BEPHYTHCS K MEPECMOTPY 103
AHTUKOHBYJIbCAHTOB JIMOO paccMaTpUBaTh BOIPOC O
BBEIEHUU MMMYHOCYNPECCUBHOTO mpemnapara (co-
IJ1aCHO MEXIYHapOIHOMY MPOTOKOJIY — 3BEPOJUMYC)
B YCJOBUSIX CIeLMaIU3UpPOBaHHOTO LleHTpa. [Ipemapar
«3armaca» — Kernrpa, JeBULUTaM.
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MaroreHeTMyeckasa Tepanus
npu Ty6epo3HOM CKAepo3e

o 2012 . neyeHre TyOSPO3HOTO CKIIEPO3a HOCUJIO CHM-
nTomMatrdeckuii xapakrep. B 2012 1. 6bu1 3aperucTpupoBaH
MPOTUBOOITYXOJIEBbI TIpernapar 3BepouMyc (TOProBoe
Ha3BaHUe aUHUTOP WMJIU CEPTUKAH), KOTOPbI BIUSET
Ha OCHOBHOE 3BeHO maTtoreHe3a npu TC (SIBJISIETCS UHTU-
ouTopoMm curHambHOTO Iyt MTOR) u ymeHbIIaeT pocT
omnyxoiaei B IHC u moukax (ypoBeHb moKazateapHOCTH 1)
[33]. I[Ipemapar a3Bepoaumyc B hopMe TabIETOK BKIIIOUCH B
«[lepeyeHb XU3HEHHO HEOOXOIMMbBIX U BAXKHEUIITNX JIeKap-
CTBEHHBIX CPEJICTB».

DBEPOIMMYC SIBJISIETCSI aKTUBHBIM UHTUOMTOPOM POCTa U
nposndepaly OmyXoJeBbIX KIeTOK, S9HIOTEeTMATbHBIX KJIe-
TOK, (h1OP00IACTOB U TTIAAKOMBILIEYHBIX KJIETOK KPOBEHOC-
HBIX cocynoB. OH yMeHbIIaeT 00beM COIA mapajuienbHo ¢
YMEHbIIEHUEeM 00beMa aHTMOMUOJIUTIOM ITOYeK 1 aHTMO(hU-
opoM una. AGUHUTOP (9BEPOIMMYC) B HACTOSIIIEE BPeMsI
BBIITyCcKaeTcs B (popMme TabyeTok 1o 2,5, 5 u 10 M1, a Takke
MUCTIEPTUPYEMBbIX Ta01eTOK. AGUHUTOD ClienyeT Ha3HayaTh
BHYTpPb | pa3 B CYyTKU B OJTHO U TO K€ BPEMsI Ka Kbl IEHb
Moo ¢ e, 11moo 6e3 Hee. TabeTky abMHUTOpPA CIeayeT
3aMKBaTh CTAKAHOM BOJIbI, X HE CJIEAYET Pa3KeBbIBATh MJIN
pasnaMbiBaTh. Eciv manieHTsl He B COCTOSTHUM TTPOTJIOTUTh
TabaeTKN apUHUTOPA, IUCTIEPTUPYEMYIO TAOJETKY CIeIyeT
MOJIHOCThIO PACTBOPUTH B CTaKaHe BOJBI (copepXkaliem
npubamu3uTeabHo 30 M), OCTOPOXKHO IIepeMelInBasi, 1
cpasy ke MocJie 3TOTO BBIMUTh. 3aTeM CTaKaH HeOOXOIUMO
HAIOJHUTh TAKUM XK€ 00beMOM BOJIbI, BHOBb pa3MmeliaTh
U BBITIUTH COAEPKUMOE, YTO TTO3BOJIUT TrapaHTUPOBAHHO
TMPUHSTH HYXXHYIO 103y LIEJIMKOM.

ITockonbky OTHUM U3 HauOOJIee YaCThIX HEXeJlaTelb-
HBIX SIBJIEHUI Ha (DOHE Teparuu 3BepOTUMYCOM SIBJISIIOTCS
CTOMATHUTHI, YPE3BbIYANTHO BasKHBI MEPHI IO PO UTAKTUKE
JMAHHOTO OCJIOKHEHUSI: PETYISIPHO OCMATPUBATh IMOJOCTh
pTa Ha MpeIMET TMOSIBJICHUS KaKUX-T100 U3MEHEHUI: Tpe-
IIWH, $13B, MPUITYXJIOCTEH; TIPU MOSIBJICHUN KaKUX-JT100
U3MEHEHUH HEOOXOIMMO HEMEUIEHHO COOOIINUTH 00 3TOM
Bpauy; HE TPUHUMATD TFOPSIUYIO M XOJIOAHYIO MUl (MuIa
JOJIKHA OBITh TETUION M MEXaHUYECKH IIAISIIIeH ) ; n30eraTh
TPaBMUPOBaHUs IeCEH 3yOHOIi 111eTKOIi; He YIOoTpeOIsITh
CBEeXME (PPYKTHI, OBOIIM U COKH, €CJIU OHU KUCIIbIe U CO-
JIepKaT ropevyn; He UCTIONb30BaTh ISl TTIOJ0CKAHUS TI0JI0-
CTU pTa HACTOU W OTBAPhI BSIKYIIIMUX TPAB, a TAKXKE JIIOObIe
OT10JIACKUBATEIM, COIePXKAIIIUE CITUPT WU TIEPEKUCH BOJIO-
pojia; KaTeropruyeCcKy 3arpeiiaeTcs UCTojib30BaTh ISl O~
JIOCKaHUsI pTa pacTBOP MEPEKMCU BOIOPO/IA; TOCTE KaXKI0TO
npuemMa MUIA HeOOXOIUMO TTOJIOCKATh POT BOJOM, MOXHO
¢1ab0COJICHO, NI OYeHB CJTa0BIM HacToeM Jas (0e3 caxa-
pa). [1pu pa3BUTHU cTOMaTUTAa PEKOMEHYETCS IPUMEHSITh
00JIEMMXOBOE MAacJiO: pa3BeCTU B COOTHOIIEHUM 1 : 2 win
1 : 3 moOBIM pacTUTeIbHBIM MaciioM. [locie Kaxkmoro mpu-
emMa TUIIM U TIepejl CHOM cJielyeT 00pabaThiBaTh MOJOCTh
pTa MapjeBoil candeTKol, mepea eqoil — MPOTIaThIBaTh
MSITKMI KyCOUeK CIMBOYHOrO Macja (rnpoduiakriuka 330-
daruta). He pekomeHayeTcss mpuMeHsITh 0e3 Ha3HAUYeHUsI

Bpaya HUKaKMX MPOTUBOTPUOKOBBIX MpenapaToB (TOJIbKO
MpU MOATBEPXKACHUU TPUOKOBON MHMEKIINN).

Heo6xon1mMo OTMETUTh, UYTO BEPOJIMMYC MOXET BIUSITh
Ha UMMYHHBIA OTBET Ha BaKIMHbBI, [TO9TOMY BaKIIMHALIUS
MOXeT ObITb MeHee 3¢ (MEKTUBHOM, €CIU TTPOBOJAUTCS BO
BpeMs JiedeHus 3BeposiumycoM. [losTomy B mepuoa mpu-
MEHEHHS 3BEPOJIMMYCa He PEKOMEHIYeTCs MPOBOAUTH
BaKLIMHALIMIO XXUBbIMU BAaKIIMHAMU U HEOOXOIMMO U30eraTh
KOHTaKTa C HeJIaBHO BaKIIMHUPOBaHHbIMU. PexoMeHmyeT-
csl TIPOJI0JIKATh HETMPEPBIBHYIO TEPATi0 3BEPOJIMMYCOM
N0 coxpaHeHus adexTa Ui pazBUTUS HeMpUeMIeMoit
TOKCUYHOCTH.

VY yurareneil BO3HUKHET BOMPOC: @ BO3MOXHO JIU Jie-
yeHUe 3BepojuMycoM B YkpauHe? Jla, BO3MOXHO. XOTS
OBl ITOTOMY, YTO B HeBpoJjornyeckux kinHukax (Mranuu,
®pannum, [epMaHuK) HAXOAATCS Ha JIEYEHUU U 00Ce-
NIOBaHUM Haluu netu. Pogurtenu, y3HaB u3 MHTepHeTa o
BO3MOXHOCTH JIEYEHUS CMELMabHBIM TIpenapaTom, 1o
Pa3IMYHBIM KaHaJIaM 1 3a pa3IMYHbIC CPEJICTBA OTIIPABIISIIOT
CcBoero pedeHKa Ha JieueHue 3a rpaHuily. [IpuHumMast npena-
paT, OHU MO3Xe HAOTI0AA0TCs Y ce0s1 IO MECTY XKUTETHCTBA.
B Hailleii mpakTuKe ecThb ABOE IeTeii, KOTOpPbIE TPUHUMAIIA
3BEPOJUMYC B COUETAHUM C BUTA0ATPUHOM.

MpoduaaktTnka

B mupoBoii mpakTuke npoduiakTuka 3aboeBaHUs
CBOIMTCA K TmpeHaTaiabHo#l auarHoctuke TC. IMpu cno-
paguyeckoM TC puCK MTOBTOPHOTO POXIECHUS OOJIHLHOTO
pebenka cocrasiseT 2 %, npu HaciaeactBeHHOM — 50 %.
[ToaTomMy mpu MOAO3pPEHUM HA HACTENCTBEHHBIN XapaKTep
TC (Tipy1 HATTMYUM TTOIO3PEHUST WK TTOATBEPKICHHOTO JINa-
rHo3a TC y Oyayuieit MmaTepu, oTlia WM POJCTBEHHUKOB)
reHeTu4eckyo nuarHoctuky TC HeoO0XxoanMMo MpPOBOAUTH
elle MpH TUIAaHUPOBaHUM OepeMeHHOCTH. [TonTBepXaeH-
HbII HacaencTBeHHbIM TiM TC gBIsieTCsI OCHOBAaHUEM IS
MPpOBeIeHUsT MHBAa3UBHOI MpeHAaTAIbHON AMArHOCTUKH.
Taxxe npu nogo3penun Ha TC y mioga peKoMeHIyeTcst
nposeaeHue DXxoKI Ha cpokax 20—24 Hen. 6epeMeHHOCTH
JUTSI UICKJTIOUEeHUST pabIOMUOMBI CEp/IIIa.

Takum 06pa3oM, MOKHO KOHCTaTUPOBaTh, YTO TyOEPO3-
HBII CKJIEPO3 Y MJIAICHLIEB U JeTeil U3 IPyMIibl OphaHHbIX
(Heu3neunMbIx) 3a00J1eBaHUI Mepelles B IPYIIy Kypa-
OeTBLHBIX 00JIe3HEH ¢ yIIpaBIsIeMOU TAKTUKOI HAOTIOACHIS
U JieYeHUsl, HO TTPOTHO3 U yCIeX MPOBOAUMON Tepanuu
3aBUCAT OT paHHEW AMAaTHOCTUKYU JTaHHOTO 3a00JeBaHUS 1
BBICOKOTO YPOBHSI 3HAaHUWI Bpaueil pa3IMuHbIX CIeIUalb-
HOCTei1: HEBPOJIOTOB, MeAUaTPOB, A€PMATOJIOTOB, Kapauo-
JIOTOB, TEHETUKOB.
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AOHELbKK HALIOHOABHUA MEANYHU YHIBEOCUTET
im. M. F'opbkoro

AOHEeLbKQ OBAQCHQ AUTSIHA KAIHIYHO AIKQPHST

TYBEPO3HWUIN CKAEPO3 9K MiXKAMCLUNAIHAPHA
NPOBAEMA B HEMPOTEA|ATPI|
(HAYKOBUI OTA9A TA OCOBUCTI CMOCTEPEXEHHS)

Pesiome. Tybepo3umii ckiiepo3 — hopMa MOHOTEHHOI CITaTKOBOI
MaToJorii, 110 BiAHOCUTHCH N0 HEUPOIIKIPHUX CUHAPOMIB
(tbakomaroziB). TpyaHoIIi MiarHOCTUKK (haKOMAaTO3iB MOB’sI3aHi 3
BUPAKEHUM KJIiHIYHUM TTOTiIMOP(di3MOM i BiK3aJIesKHUM Ae0I0TOM
CUMMTOMIB. ¥ cTaTTi BUKJageHa iHopmallis momao reHesy,
TMOIIUPEHOCTI Ta KIIHIYHUX MPOSIBiB TYOEPO3HOTO CKJIEpPO3y B
niteii. HaBeneHi BnacHi KiiHIUHI criocTepeXXeHHS iTei i3 TSKKUM
repediroM 1bOro 3aXBOPIOBaHHS, 00YMOBJIEHUM PaHHBOIO MOSIBOIO
HEBPOJIOTiYHOI CUMIITOMATUKNA, MHOXWHHUMU pabaoMiomaMu i
LIKIPHUMU TTPOSIBAMU.
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1IKipH, pabIOMiOMU.
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TUBEROUS SCLEROSIS AS AN INTERDISCIPLINARY
PROBLEM IN NEUROPEDIATRICS
(SCIENTIFIC REVIEW AND PERSONAL OBSERVATIONS)

Summary. Tuberous sclerosis — one of the forms of monogenic
hereditary diseases related to neurocutaneous syndromes (phakoma-
toses). Difficulties in the diagnosis of phacomatosis are associated
with significant clinical polymorphism and age-dependent onset of
symptoms. The article provides information on the origin, prevalence
and clinical manifestations of tuberous sclerosis in children. Personal
clinical observations of children with severe course of this disease due
to early onset of neurological symptoms, intracardiac rhabdomyoma
and skin manifestations are presented.

Key words: children, seizures, tuberous sclerosis, skin depigmenta-
tion, rhabdomyoma.
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