yAapcTBeHHOe BroakeTHOe obpa3oBaTenbHOE yYpeXaeHNE BbICLLErO
KWW rocygapCTBeHHbIM MeauunHCKNU yHnBepcnteT nmeHn M. TopbKoro»
NCTepcTBa 3apaBooxpaHeHnsa Poccuimnckon ®egepaumm

eapa gepmatoBeHeponoruu n kocmetonornn PHMOPO

a naevus basocellularis



PAKOMATOS3bI
(phakomatoses)

> TEepMUH «dpakomMaTo3» BBedeH OaTCKum odTanbmoriorom J. Hoeva
B 1921 r., onucasLunm npu Ty0epo3HOM CKIlepo3e U3MEHEHUS Ha
[nmasHoMm AHe B Buae nateH (no-rpedeckn «phakos» obosHavaer
NATHO, NEHTUIO, NN HEBYC)

> 3TO rpynna CUCTEMHbIX BPOXOEHHbIX 9KTOMEe304epMarsibHbIX
Aucniasnim ¢ CoOMETaHHbIMU OMyXOSiEBMAOHLIMU NOPOKaMWU Pa3BUTUA
KOXW, HEPBHOW CUCTEMbI U a3

> DONbLLUNMHCTBO (bakoMaTo30B OOYCNOBIIEHO AENCTBMEM OLHOIO
MYTaHTHOrO reHa, nopaxatroLlero 0AHOBPEMEHHO KOXY N HEPBHYIO
CUcTemMy B aMOproHansLHOM rnepuoa

TuraHoB A.C. «[llaTonormnsa ncuxmdeckoro... — PIrbHY
HLUIM3.ncpz.rwlib/53/book/36/chapter/15



K dbakomMmaTo3am OTHOCHAT: @

Henpodundbpomartos

TYyOEpPO3HLIN CKNepPo3

cuHapom Ctepaxka — Bebepa

HEnpopeTuHarnbHbi aHrmomartos [ mnnensa — JinHoay

VVVY

Takke elle HeEKOTopble OYeHb peaKkne CUHOAPOMBI.

> NATbIN pakomaTos (CMHAPOM basarbHbIX KIETOYHLIX HEBYCOB)

» CUHOPOM JIMHENHbIX HEBYCOB C YMCTBEHHOW OTCTANOCTbO KU cygoporamMmu

» (poKarnbHY0 3KTOAEePMAaSIbHYHO MMMonnasuto

(onuceiBaloT 1 Apyrme Popmbl, HE BbIAENAA X B KITMHUYECKME CaMOCTOSATENbHbIE
3aboreBaHus, Tak HasblBaeMble HeandppepeHUnpoBaHHbIE hakoMaTo3bl)

TuraHoB A.C. «[llaTonormnsa ncuxmdeckoro... — PIrbHY
HLUIM3.ncpz.rwlib/53/book/36/chapter/15



KnuHnyeckasa KapTtuHa ¢pakomaTto3oB

> Kpome pasfinyHbIX MATEH — NMUIMEHTUPOBAHHbIX, AEMUIMEHTUPOBAHHDbIX,
COCYAUCTBIX, MPU 3TUX 3aboneBaHNsX OTMEYaTCA N APYrne U3MEHEHUNSA KOXU —
dondpomebl, aHrMOMbI, NANUIIIOMbI U T. [.

> pPasHoobpasHblie NopaXeHUs1 HEPBHOM CUCTEMbI. YMCTBEHHASA OTCTANOCTb (Kak
fporpeccupyroLas, Tak 1 Hocsllas XapakTtep HeaopasBuTug),
ANMUNENTUMOPMHbLIN CUHAPOM, Napannyn n napesbl, CHMKEHUE Criyxa, 3peHus,
N3MEeHeEHNA BeretaTBHON HEPBHOWN CUCTEMDI

» Hepeako SHAOKPUHHbIE HapYyLLEHUS

> MOBbLILLEHHAsA CKITOHHOCTb K PasBUTUIO 3rOKa4e€CTBEHHbIX HOBOOOpPa3oBaHUM
(onyxonewn, 1euKo30B)

TuraHoB A.C. «[llaTonormnsa ncuxmdeckoro... — PIrbHY
HLUIM3.ncpz.rwlib/53/book/36/chapter/15



)MATO3 NATbIU
omatosis quintus).

AN AT A
,"1’~ .-l‘\. :‘;’ f’-

CuH.. cuHOopomMm 6asanbHOKMNETOYHOro HeByca
(syndroma naevus basocellularis), dakomaTo3
[pocdenbana—Banbka—IlepmaHca (phakomatosis
Grosfeld—Valk— Hermans), onucadH B 1959r

JTO HacreacTeeHHoe 3abonesaHue,
XapaktepusyloLleecs nossrneHnem
MHOXECTBEHHbIX 6a3aribHO-KMNEeTOYHbIX 3NUTENMOM
B JETCKOM BO3pacTe U CBA3aHHOE C nopaxeHnem
ucl KOCTEW, MATKNX TKaHEWN, OpraHoB 3peHuns,

" LieHTparibHOM HEPBHOW CUCTEMbI U 3HOOKPUHHBIX
i gmanial ol  OopraHos.

yacTb 695



nartoreHes nNAToro cpakomarto3sa

TO3 ABJ14€TCA reHoaepmMmarto3om
yTOCOMHO-,D.OMMHaHTHbIVI TN

€Ha BbICOKaA, SKCIMNPECCUBHOCTb

doeKkTbl MyTaHTHOIO reHa
oobpasHbI.




IlepmaTonormn4yeckas cMMnTomMaTuKa

> MHOXECTBEHHbIE KOXHbIE OMyXosnu, aBnstoLmecs 6asanbHO-KNEeTOYHbIMW HEBYCAMU, HO MO BHELLHEMY BUOY
HanoMuHawLwme MenaHounTapHslie HEBYChI U mnbpombl Npu 6onesHn PeknnHrxayseHa; oHU NosiBNSAOTCS B
NOAPOCTKOBOM BO3paCTe, HO Y HEKOTOPLIX DOSIbHbLIX MOryT OBHapYXMBATbCA C POXAEHUS (MerKne, oKpyrnble,
BO3BbILLAKOLLUMECS HA YPOBHEM KOXMW, MNOTHbIE Y3esKKU TefIeCHOro LBeTa Ui NnMrMeHTUPOBaHHbIE [0 KOPUYHEBO-YEPHOIO
LiBETa, BENNYNHON OT ByrnaBoO4YHOWM rosIOBKM 40 YeYeBULbl, C r1agKkom NOBEPXHOCTbIO, Ha KoTopon M.6. npoceBeymBatoLme
TEeNeaHrMakTasum; KOrMHYECTBO X PasfIMYHO, MOXET JOCTUraTb COTEH ANIEMEHTOB); BbICbINaHUS MOCTENEHHO
YBENUYMBAIKOTCH B YUCITIE U pa3dMepax; O0SbLUMHCTBO U3 HUX He noaBepraeTca garbHENLINM N3MEHEHUAM, HO HEKOTOpPbIE
N3BA3BIIAIOTCS (CBA3AHO CO 3/10Ka4Y€CTBEHHbLIM NEpepoXaeHnemM B 6a3anbHO-KIETOYHbIE KapLMHOMBI); pacrnofiaratoTCs OHU
CUMMETPUYHO Ha KOXE BEK, LUEK, HOCa, Ni1eY, XX1UBoTa, CnuHbl, 6eaep, NOAKOMEHHbLIX BNaauH, NoAMbILLEYHbIX obnacTen,
LLIEN, BOTIOCUCTOM YacTu rorioBbl. Ha Koxe wewn, nogmMblleYHbIX CKNagok, BEK OHM MOryT npunobpeTaTth BUg obpasoBaHum
Ha HOXKe

> [AUCKepaTOTUYECKME U3MEHEHUS Ha NAafdOoHSAX M NOAOoLWBaX, CBA3aHHbIE C 3anasgblBaHMEM CO3pEBAHUS anNUTENNanbHbIX
KNETOK B o4arax nopakeHns (TodevHbIX BoaBneHun riyonHom B 1 MM C OTBECHbIMU KpasiMm 1 pO30BaTbiM JHOM;
HEKOTOpble BAaBieHUs 6osiee KpynHble — 00 HECKOSNbKUX MUSTTIMMETPOB B ANAMETPE; pexe- ToYeYHble KpacHble
AATHBILLKA 1 OOosiee KpynHble 3puTeEMaTo3HblE O4Yaru, HECKOSbKO BAABIIEHHbIE, HENPABUITbHbBIX O4YEPTaHUN, BETYMHHOIO
LBEeTa, C paspyLLUeHHbIM KOXHbIM PUCYHKOM.

> Opyrue nopokn pas3BuUTUS KOXW: calibHble U anuaepMaribHble KUCTbI, MUNUYMbI, Nnockue bopogasyaTblie 06pa3oBaHms Ha
nuue, acpennabl, 0cO6EHHO Ha BEKAX, NTMNOMbI

Cysoposa K. H., AHTOHbEB A. A. HacneacTteBeHHble
aepmartosbl. M.: MeanuuHa, 1977. 230 c.



ConyTcTBylOWaa CMMNTOMaTUKA

> HEBPOJiornyeckne paccTpomctea M.0. elle 4o NOSABNEHNS KOXKHbIX CUMMTOMOB (YMCTBEHHAs1 OTCTanocTb, MHOrAa
YacTUYHas areHe3us MO30SIMCTOro Tena, MeaynobnactTomsl )

> AedeKThbl pa3BuTuS rnas cBs3bIBatoT C MMoMaTo3HOW HenpobnacTuyeckon gucreHesnen rmas; M.6. BpoxxgeHHas
ClenoTa, Kartapakrta, AUCTOoNns BHYTPEHHErO yrna rnasa, BpoXXaeHHble N3MEHEHUSI POroBULbI, aTPOdUA CETYATKN

> WU3MEHEHUSI KOCTEN: YaCTO OAOHTOrEHHbIE KEPATOKUCTbI HMXKHUX YENIOCTEN; pexe apyrme N3MeHeHnst KOcTen, OHU

MEHEE XapaKTEPHbI U paccMaTpuBaloTCA Kak AucnnacTuyeckme CTurMmbl; pacuiensnieHne pedep, Kngos, cKonmoas,

spina bifida, runeprenopnam, ynnoLEHHYIO LLUMPOKYI CMWHKY HOCa, BblAatowmnecs NobHble Oyrpbl, CUHOAAKTUNNIO,

OpaxumeTakapnannam, gedekTbl B 3yOHbIX psgax

MHOrAa KarnbundukaTbl MArKMX TKaHen, oBapuasnbHblie KanbumdpuunpoBaHHble ndpomel

nuMdaTruyeckme KNCTbl BpbRKENKX, TMNOroHaAN3M Y MY>KUYMH

J HEKOTOPbIX 60SIbHBIX OTMEYany CUMATOMbI, HAaNOMUHaBLUWE NPOSIBIIEHUS Npu cnHgpomax MapdaHa, Knunnensa—

®enns, TepHepa

> Taylor c coaert. (1968), onucaBwne ceMenHble Criydam CUHAPOMA HEBOUOHbLIX Ba3aribHO-KITETOYHbIX KapLUHOM,
HaxoAunn y Bcex BonbHbIX aHOMannm moara, JIieMoMUOMBbI

» Y 2 BONbHbLIX — aHOManuMmn NoYek u ageHoMbl HagnoYe4YHNKOB

> Y KEHLUUH — PUOPOKMUCTO3HbIE NBMEHEHUS MOSTOYHBIX XKernes, y OAHOM N3 HUX — HOOYNSAPHYIO rMNepnnasnio
napaLmToBNOHON Xenesbl

Y V VY

@akomaTo3sbl: AnarHOCTUKa, KInMHUKa M 0COBEeHHOCTN TeveHNa pasnnyHbix popm 3abonesaHus/ J1. A. KOcynosa, E. U.
FOHycoBa, 3. L. MNapaesa, I. 1. MaBntoToBa
Ansg untupoBaHus: Jlevawmin Bpad Ne 4/2018; Homepa cTpaHuy B Bbinycke: 35-40



BaHMe npu naTomMm cpakomaTtose

bl AeTanbHOE 0bcneaoBaHNe y HeBponaTorora, OKyrnuncTa

domna YencTen

OCMOTP, BbISIBIEHNE AUCMNACTUYECKUX CTUTM

0€ UccnegoBaHNe KOXHbIX onyxoneun (KapTuHa, HanoMuHarLas
bHO-KIMETOYHON KapUMHOMbI: HEGONbLUME NOMNOCHI

KIETOK, BpacTalLlne B AEPMY N3 HUXKHETO CNnos anugepmMuca,
I€ CTPYKTYPbI U1 KOMMAaKTHblE OCTPOBKN, ONDPO3HYIO CTPOMY,
UrMeHTa)

TevyeHus pasnuyHbix opm 3abonesaHus/ J1. A. KOcynosa, E. W.

aHuy B Bbinycke: 35-40



NbHbIA gUarHo3 nartoro cpakomaro3sa

g Npu NATOM pakomMaTose criegyet oT/indaThb OT:




CupuHroma

CupuHroma - JobpokavyecTBeHHas Onyxosb KOXWN U3 NPAMOro CerMeHTa
BHYTPUAEPMarbHbIX MPOTOKOB SKKPUHHbBIX MOTOBbIX Xeres

> Yalle ObIBaeT y AeBoYeK B (Npen)nybepraTHOM nepuoae

> NpeacraerfieHa: AUCKPETHbIMU y3ernkamu o 1-5 mm B gnametpe, ynnoLleHHbIE Unu
KYNONoobpasHkLIe, OT LBETA HOPMaSIbHOW KOXW [0 YKENTOBaTO-KOPUYHEBBLIX UITN
PO30BbIX. KOHCUCTEHLINUA - OT MANKO3MacTUYECKOW 40 NIOTHOWU. Y HEKOTOPLIX
SNIEMEHTOB LIEHTParibHasi YacTb HECKOMbKO 3anagaet. CrnusaHme nponcxoauT peako,
CKIOHHBI K rpynnupoBke. Yacto HabnogaeTcss CUMMETPUYHOE NOpaXKeHNe BEK.

» [UCTOSIOrMYECKU: B BEPXHEN MNONMOBUHE OEPMbI CKOMMEHMS pacLUMPEHHbIX MOTOBbIX
NPOTOKOB, OrpaHMYeHHbIX OBYMSA CNOSAMU NINOCKMUX KIETOK N codep Kallmx
KONouaHoe BELLECTBO, a Takke wrendonoaobHbie Nonockl anuTenmarbHbIX
KINEeToK, HanoMuHatloLe ronoBacTUKOB

Tom 3. CnpaBoYHUK NO KOXHbIM BOMNe3HAM — vacTb 695
3uch.ruytextbook/dgot/ang/ppu



CupuHroma




LunnHpgpoma

Linnnnapoma - fobpokayecTBEHHASA OMyXorib MOTOBOW Xere3bl CO
CMeLLaHHON andpdpepeHUNPOBKOU SKKPUHHOIO U anoKpMHOBOIO TUMa

> OlyXOoSib NpeacTaBneHa B Buae nanys, y3enkoB Unun y3nos C rnagkou
NOBEPXHOCTLI0, Pas3fMYHOro OTTEHKA PO30BOro LBETA, C YETKUMMU
rpaHuLamMm, NNOTHO-3TaCTUYECKON KOHCUCTEHU NN, ANaMETPOM < 3 CM.
3peaKka onyxosib MOXeT coaepXaTb KNCTO3HbIN KOMMOHEHT,
npugaroLnn em cMHeBaTbI OTTEHOK

» IOKarnsyeTcs Ha KOXe rofioBbl U LWewn

» TUCTOSIOrMYECKU: LUNMNHOPUYECKNE rMannHOBbIE MACChlI,
pacnonararLwmecd mexay rHesgamm anntennanbHbIX KIeTok

@akomaTo3sbl: AnarHoCTUKa, KrinHUKa n 0cobeHHOCTN TeveHns pasnuyHbix popm 3abonesaHus/ J1. A. KOcynosa, E. . FOHycoBa, 3. WW. MNapaesa, I. 1. MaBntoToBa
Ansg untnpoBaHus: Jlevawmin spad Ne 4/2018; Homepa cTpaHuy B Bbinycke: 35-40



LlmnnHpgpoma




Tpuxodgonnukynoma
(trichofolliculoma)

Tpuxodonnukyrnoma - pegkasi, BbicokognddepeHumposaHHasa obpokadeCcTBeHHAdA ONyXosib
BOJSIOCAHOIo Goossinkyna

>

NpeacTaBrieHa: OAMHOYHONM nanysion, KynonoobpasHon dopmMbl NN MESNKUN Y3ErOoK
TENEeCcHOro, Po3oBoro (pexe ronyboBaTto-ceporo) useta , anametpom 0,4-0,6 cm OKpyrron
COOPMEI C rfagkoun, YnioLeHHOW NMOBEPXHOCTLIO U XOPOLLO pasnnyinMoun LLMPOKOU Nopou, B
LEHTPE KOTOPOW YaCTo BUAEH MYy4YOK TOHKUX, OECLBETHbLIX MYLLIKOBbLIX BOTOCKOB.
noKanmsaums - nuuo (Hoc, okorioHocoBasi U nepuopbuTanbHasa obnacTu, BeKn), pexe -
BOSIOCUCTas YacTb rosfioBbl, BEPXHME OTAENbI TynoBuLla, MHOr4a - NonoBblie OpraH.bl.
[UCTOJSIOrMYECKN: NONOCOBUAHbIE NponmndoepaTbl basarnbHbIX KIMETOK, ncxogsawme ot
HapY’>KHOro CNos BOJIOCSHbLIX PONIUKYNOB N OKPYXXEHHble PMOPO3HON CTPOMON, a TaKxKe
XapaKTepHbIe KUCTbI cpean nanucagoobpasHbiX CKOMIEHNN KNETOK, HanoMUHAaKLWMX
HaYvyanbHy KepaTtuHuU3aLunio Bosioca; B KUCTaX-KepaTuHU3NpOBaHHOE COO4EePKNMOeE, KOTOpOoe
MOXET KanbunpuumpoBaTbCs

@akomaTo3sbl: AnarHoCTUKa, KrinHUKa n 0cobeHHOCTN TeveHns pasnuyHbix popm 3abonesaHus/ J1. A. KOcynosa, E. . FOHycoBa, 3. WW. MNapaesa, I. 1. MaBntoToBa
Ansg untnpoBaHus: Jlevawmin spad Ne 4/2018; Homepa cTpaHuy B Bbinycke: 35-40



Tpuxodonnukynoma
(trichofolliculoma)




CuHpgpoma Xabepa

CuHapoma Xabepa - HacrneaCcTBEHHbIN ayTOCOMHO-AOMUHAHTHbLIA CUMMITOMOKOMIMNEKC,

XapakTepuayloLnncs posaueanogobHoun Cbinbio, MHTpasanuaepmManbHbIMU SNUTENNOMaMN U

NOBLILLUEHHOW YYBCTBUTENBHOCTbLIO K CONTHEYHbIM fy4Yam

> KINUHWUYECKN: NOosIBNIEHNE B AETCKOM BO3pacTe CTOMKOW apuTeMbl B 06nacTtu wek, Hoca, nba u
noabopoaka, ycunuearoLenca nocre npedbliBaHMA Ha COSHLE N CONPOBOXAAKLENCS NErKUM
3yAO0M; Ha (bOHE SpUTEMBbI BO3HUKAIOT MENKUE NMOTHbIE PDONMNUKYNApHbIE Nanynbl KpaCHOro
LBETa, Y4acCTKW LLUenyLleHns, BAaBrneHHbIE MENKNe pyobunkn, TeneaHrnakrasum; B 06nactu Wwek u
noabopoaka OTMeYarTCH SABEHUS NIErKOro rmnepTpmnxo3a; Ha 3akpbITbiX Y4acTKax KOXHOMo
NOoKpoBa (rnaBHbIM 06pa3om Ha cnuHe 1 rpyau) opMmpyroTca ydacTKu rmnepkepaTosa u
bopoaaByaTble 0bpasoBaHMA HEDOSbLLUNX pa3MepoB 6e3 CYyObEKTUBHbBIX OLLYLLEHWNN

> [UCTONOrnMYecKkn: napakepaTos, akaHTo3, BocnanuTenbHble U3MEHEHUST BOKPYT COCYAOOB,
npuBoasilne K pubpo3sy; B KEpaTOTUHECKNX SNEMEHTAX - Napakeparos, AUCKepaTos, akaHTo3 B
anuAaepmMarsbHbIX OTPOCTKax, NanunnomMaros, MuToTuyeckme ourypsi

Monica Worked For. To be built three specialized treatment centers fakomatoz. 2003. Ne 11. 23 P.
Warehouse Worker L. B., Ziora C., Bajor G. Wspolwystepowanie tumors of the endocrine and nervous system during
fakomatoz. University Medicae Silesiensis, 2013. P. 52—60.



CuHppoma Xabepa




TO BCTpeYaroLLeecs XPOHNYECKOe KOHTarmo3Hoe
I3bIBaeMoe punetpyrowmmca supycom (Tumefaciens

y3enku 6negHo-KOpuYHEBOro UMM TENECHOTO LBETA,
aAnamMmeTpe, CyObEKTMBHbIX OLLYLLIEHNN HE

cye3HyTb beccriegHo

MYLLIECTBEHHO HA ThIfNbHbIX MOBEPXHOCTAX KUCTEWN,
ax, pexe Ha Apyrmx ydyactkax tena u Crim3ucTbiX




boponaBku
(Verrucae)

ora Ararnosa



ro doakomarto3sa

OHble NopaxeHus nuua
YIOT KOPTUKOCTEPOUAHbBIE

HHEe paspyLUueHne
BeHHO pacnonararoLLnXCS
nuua, rae oHu vaile

C NOMOLLbHO:







