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deepasbHOE rocyJapCcTBEHHOE 610/12KETHOE 06pa30BaTEABHOE YIPEIKIACHHS
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3npaBooxpaHeHud Poccurickolt Penepariui.

KADE/IPA
Kadenpa nepmaroseHeEpoaorud ¢ KypcomM KOCcMeToaoruu u 11O um. ripod.

B.H.IIpoxopeHKoBa

Peuensus <mnpod., a.m.H.Kadenpsl Kadenpa nepMaToBEHEPOAOTHH C KypPCOM
kocmeTororun u  I1I0 um. npod. B.M.I[Ipoxopenkosa Kapaueroit Hauu
BukTopoBHBI> Ha pedepar opaMHaTOpa  TNepBoro  roga  obydeHus
crierasabHocTH [lepmaToBeHepoaorust <KoctpyaeBoit HAHbl BUKTOPOBHBI> [0
Teme: < Boaesnb IlpuHraa—BypHeBUAAs. >
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BBeneHue:

Tybepo3ubiii ckaepo3d (tuberous sclerosis, 6oae3Hb I[IpuHTAa-BypHEBHUAAS,
EPILOIA, epilepsy, low intelligence, angiofibroma) - reHeTHYecKu
OEeTEPMUHUPOBAHHOE IIOAMCHCTEMHOE 3ab0AeBaHHE C MPOSBAEHUIMU B BH/E
OyropKOBOIIOJOOHBIX pa3pacTaHUH Ha KOXKe, B BEIIleCTBE TOAOBHOI'O MO3ra,

a Tak¥Xke B [APYTUX KW3HEHHO BaKHBIX OpraHax: IIOYKaX, raas3axX, AErKHX,

cepalie, KOCTSX.

OTHOAOT'HSA:

Tybeposnbiti ckaepo3 (TC) HacaemyeTcs IO ayTOCOMHO-IOMHHAHTHOMY THILY C
pa3sAMYHON IIEHEHTPAHTHOCTBHIO. Kak CrioHTaHHad myTanud BcTpedaercd B 60—
70% cay4daeB (HH OOUH U3 POOUTEAEH HEe NMeEeT JaHHOTO 3a00AeBaHUSs); IPU
Haanmguu TC y OmHOTO W3 POAUTEAEH BEPOSTHOCTH pPa3BUTHUsS 3aboAeBaHUS Yy
pebenka cocraBagerT 50%. 'eHeTHUYECKHUE HUCCAEMOBAHUS BBIIBHAU ABa reHa TC
(TSC1, TSC2), komupyrolMX CHHTe3 OeAKOB ramapThuHa ©u TyOepmHa [1].
FaMapTUH-TYOe pUHOBBIH KOMIIAEKC UT'PAET KAIOYEBYIO POAB B PETYASIINU

KAETOYHOT'O POCTa U MPOAUEPAIIHH.

KaaccubdHKaIlHa H KAHHHKA:

[To KAMHUYECKOMY TEYEHHIO BBIAEATIOT HECKOABKO (hopM 3aboAeBaHUM:
KAQCCHUYECKYIO, IICHXOHEBPOAOTHYECKYIO, KOXKHYI0O 1 ANKBOPHYIO.

[epmaTtoaora 6oabllle MHTEpPECYEeT KoxkHas popMa, IIPOSBAEHUS KOTOPOH
BCcTpeyaroTcd ©Ooaee dYeM B 90% caydaeB, HayuWHad C IIepuoaa
HOBOPOXKAEHHOCTH. K TUIINYHBIM H3MEHEHUIM OTHOCAT: aHTHO(MUOPOMEI
CaAbHBIX KE€A€3, TUIIOIIUTMEHTHbIE IISITHA, COEQUHHUTEABHOTKAHHBIE HEBYCHI,
OKOAO- U TIOOHOrTEBBEIe (PUOPOMBI, TpPOo(UYEeCKHe H3MEHEHUS HOTTEBBIX
IIAQCTHHOK, (PHUOPOMATO3HYIO THIEPIAA3HIO0 [eCceH. [IpaBHABHOM ITOCTaHOBKE
[uarHosa TakKKe IIOMOraeT HaAu4dHe  BPOXKIAEHHOHM  MEAKONISTHUCTOM
AeHWKONepMbl, IATE€H IBeTa «Ko(pe C MOAOKOM», aTpPOUUHBIX IATEH,
PUOPOIMUTEANAABHBIX OILyXOA€H KOXKH M CAH3UCTBIX OOOAOYEK pPasAUdYHOH
AOKaAM3allM, IIOAKOXKHBIX Vy3A0B, «BHUHHBIX» TI€MaHTHOM, YaCTHYHOTO
aAbOMHM3MA U YYaCTKOB AEITUTMEHTHPOBAHHBIX BOAOC (IOAMO3UC).

Koxnurle mnposBaeHud Inpu TC DaTOTHOMOHUYHBI U, KaK IIpaBHUAO, HE

TPeOyIoT IMaTOMOP(OAOTHYECKOr0 MOATBEPKIAEeHUd auarHo3sa. K Haumboaee



YaCTbIM IPOSIBAEHHUSM IIATOAOTHH CO CTOPOHBI KOXKU OTHOCHT aHTHMO(pPUOPOMBI
CaABHBIX XKeAae3. OTHU 3AEMEHTHl AOKaAMU3YIOTCS IIPEUMYIIECTBEHHO Ha AUIIE
(Iexw, CIMHKa HOca, MOOoA0OPOMAOK, A0D), pexke — B MIaXOBBIX 00AACTSIX;
BcTpeyaroTcd ¥ 70-80% OOABHBIX M MOSIBASIIOTCS Yallle B Bo3pacTe OoT 2 10 3 AeT.
KanHnyecky aHTHOMUOPOMBI OIIPENEATIOTCS KaK y3€AKH KPaCHO-KOPHUYHEBOTO
orTeHKa (tun IIpuHraa), nBeTa HOpPMaAbHOM KOXU (Tunl bBaarwnepa). wam
dpubpo3Hot maoTHOCTH (TN Aasomo-Aepenna—/lapbe) B BHOE OKPYTABIX HAU
KyIIOAOOOpPa3HBIX 00pa30BaHUM C TAQAKON IIOBEPXHOCTBIO, MSTKOM HAU
IIAOTHO2AACTUYECKOH KOHCHCTEHIIUU, KaK ITPaBHAO, MHOXKECTBEHHBIX, PEOKO —

eOIVHUYHBIX, padMepom oT 1 o 10 mm.

JdAHarHocTHuika:

Auarnoctuka TC ocHOBBIBaeTCsS Ha MJAaHHBIX KAMHHYECKOTO OCMOTPA,
Aa00OPATOPHO-UHCTPYMEHTAABHBIX W MOAEKYASIPHO-TEHETHUYECKHUX  METOI0B
U CCAEIOBAHUS.

Pazangaror mepBuuHBble M BTOpU4YHBIe HOpu3Harku TC. K mnepBHYHBIM
IPU3HAKAM OTHOCAT aHTHOo(PHOpOMaTo3 AHUIA (IIEKH, CITMHKAa HOCA) UAH 00AaCTH
Aba B Bume nOsaTeH (OASIIEK), OKOAO- HAM IIOJHOITEBbIEe (PUOPOMBI
HETPAaBMAaTHYECKOTO XapakTepa, TPU U 0oaee IIGTE€H TUIOINUTMEHTAIlNH,
COeIUHUTEABHOTKAHHbBIE HEBYCHI B BUIE «I1arpeHeBbIX OASIIIIER ),
MHOKEeCTBEHHbIE TaMapPTOMHBIE Y3€AKH Ha ceTdaTKe, OyTOpKU B KOpe OOABIIINX
oAymIapuii, cyosmeHgumanbHble y3eaku B [[HC, cyOsmeHguMaabHas
rUraHTokAeToYHad actporuroma [[HC, pabmommoma cepana (eAMHHYHAS HAU
MHOXKEeCTBEHHa), Io4YeyHbIe AHTHOMHUOAUIIOMbBI UAU AETOYHBIHN
auM@anruomuomaTo3. K BTOPHUYHBIM IIpHU3HAKaM OTHOCAT HeEOKpallleHHbIEe
(axpomaTuyeckue) IIITHA Ha CETYaTKeE, KOKHbBIE ITPOSIBA€HUS B BU/IE
KOH(PETTH (MEAKHE KpYyTrable IISITHA), MHOXECTBEHHBIE pPacCpenoTOUYeHHbIEe
yraybAeHusa (IMKH) Ha 3Maau 3y0oB, pubpoMaTo3 AeceH, raMapTOMHBIE TOAUIIBI
OpssMOM KHUIIKYW, KOCTHBIE KUCTBI, HEIIOUYEeYHbI€ raMapTOMbl, MHOKECTBEHHbBIE
KHCTBI IIOYEK, MUTPaIlis 0€AOr0 BEIIeCcTBa MO3ra B BUAE AUHUU Ayda.

[Ipy THUCTOAOTHUYECKOM MCCA€IOBAHUU TUOHUYHBIX nAd TC KOMXKHBIX
OIIyXOA€H  BBIABASIOT HOPOAUdEpPAIUI0  COCYyNOB  KAIUAAAPHOTO  THUIIA,
pacuiupeHre UX ITPOCBETOB, THMIIEPIIAA3HIO CAABHBIX JKeAe3. OIMUTEAHH OOBIYHO

6e3 ocobeHHOCTEN, HO MOXKET ObITh U3MEHEH 10 THILY 3IIHAepPMaAbHOTO HEBycCA.



,E[epMa YTOAIIIEHA 3a CYET FI/IHeprOCbI/IpOBaHHBIX KOAAAQT'€HOBBIX BOAOKOH

AduddepeHnnasbHass AHArHOCTHKA:

OudpdepeHTnasbHYO AUATHOCTHUKY AE€PMAaTOAOTHIECKHUX IPOSIBACHUH
TyOEepO3HOr0 CKAEpOo3a IMPOBOAAT C pPSAOM 3a00A€BaHUM B COOTBETCTBHH C
IpeodAaIaIoNIMM XapaKTepPoOM KOXKHBIX ITposiBAeHUM. Tak, aHTHOUOPOMBI AHIIA
ouppepeHIIUPYIOT  Yalle C  BYABFAQPHBIMH W PO30BBIMH  YIPSMH,
BHYTPUIAEPMAALHBEIM HEBOKAETOYHBIM HEBYCOM, pe¥Xe — C CHPUHIOMOH,
MUAUAPHBIM JOHUCCEMHHUPOBAHHBIM TyOEPKYyA€30M AHIA. [HUIIOMUTMEHTHBIE
narHa 1npu TC  caemyer  oTAWYATL OT  OEIIUTMEHTHOTO  HEBYycCa,
IIOCA€BOCITIAAUTEABHOH THUITIOITUTMEHTAIIUN, aHAAOTUYHBIX 3AEMEHTOB BUTHAMIO,
oTpyOeBUIHOTO AUILIAS. CoenuHUTEABHOTKAHHBIE HEBYCBI HaI0
ouddepeHIUPOBaTE C  IIPOIABAEGHUSMH  cuHApoma  [abepa, 0Ooae3HH

PexkanHrxayseHa, a onyxoau KosHeHa — ¢ ByaAbrapHBIMU O0poJaBKaMH.

AedyeHHe:

AedueHue 3aboaeBaHUdg cuMIIToMaTH4deckKoe. OO0bEM U BHU IIPOBOAUMOH Tepartvu
OIIPENEASIIOTCS TOIIMKOM M THAXKECTBHIO IIOPasKEeHHsS pPa3AWYHBIX OpPraHoB U
cucreM. [lepMaToAoTH4YecKas KOPPEKIHd I[IpeaycMaTpHUBaeT  yAaAeHHE
aHrrogudpom u oryxose KosHeHa ¢ IomoIpio Koperaxka, XUMHIECKUX

ITHAWHTOB, nepmabpasuu, KPHOECTPYKIIHH, IUATEPMOKOATYASIITHH,

doToAUHaAMHUYECKOH TepaIrtiy U Aa3€PHBIX TEXHOAOTHH.
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