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dakoMaTo3bl: AMarHOCTUKa, KJIMHMKAa 1 0COOEHHOCTU TeYEeHUS Pa3InUYHbIX
chopm 3aboneBaHus

JI. A. KOcyniosa, E. V. FOHycoBa, 3. lll. apaeBa, I". V. MaBntoToBa

dakomMaTo3bl — 3TO reTeporeHHas rpynna HacneacTBEHHbIX HEMPOKOXHbIX 3ab0neBaHuiA, OTINYNTENbHON YepToW
KOTOpPbIX SBNSETCS NOpaXXeHne NpomM3BO4HbIX 3KTOAEPMbl — KOXUW U ee AepnBaToB, HEPBHOW CUCTEMbI, CETYATKN,
BUCLIepanbHbIX OpraHoB. K HeMpOKOXHbIM CUHAPOMaM 0THoCAT 6onee TpuauaTtn 3abonesanmwin. U3 Hux Hambonee
N3BECTHbI 1 XOPOLIO M3Yy4eHbl HelipodhrnbpomaTos PeknmHrxayseHa, Ty6eposHbiii Cknepos, aHLedanoTpureMmHanbHbIi
aHrvomartoa Ltypre—Bebepa, peTnHouepebennspHbiii aHrnomatos Munnens—/nHpay. K 6onee peaknm oTHocATcs
runomenaHos Mto, atakcus-teneaHrnakTasus, 6onesHb 6asanbHO-KNETOYHOro HEBYCA, CUHAPOM HeAEPXaHUs NUrMeEHTA,
nporpeccupyollas nuuesas remmatpodus (cuHapom Mapu—Pombepra) u ap. [1]. TepMUH «gpakoMaTo3bl» NPEANoXMnn B
1921 r. ronnanackuii odptanbmosor van der Hoeve, onucaswuin onyxoneenaHble 06pasoBaHns Ha ceTyaTke npu
Ty6epo3HOM cknepo3e bypHeBunns. TepMUH NPOUCXOANT OT FPEYECKOro CNoBa «PakoH», T. €. HeByC. dakoMaTosbl cTanm
paccMaTpuBatb Kak CUCTEMHbIE MCMNA3un, XxapakTePUsyoWmnecs KOMOMHMPOBAHHbLIMM ONYX0NEeBUAHBIMY NOPOKaMM
pasBuUTMS KOXMK, rNas 1 HepBHOWM cuctembl. MNpegnaranncb 1 Apyrue Ha3paHWsa 3TOM rpynnbl aHOMANWi: ONyxonesble
3KTOOEPMO3bl, HEO3KTOAEPMO3bl, BPOXAEHHbIE HENPOIKTOAepManbHble ANCnnasun, reHoHenpoaepmaTossl,
reHoHelpocnnaHxHoAepMaTosbl, ramaptobnacTosbl. B rpynny dpakomato3os 6binm BkoYeHbl 60ne3Hb MpuHrna—
BypHesunns, 6one3nHb PeknnHrxayseHa, cuHapom LWtypre—Bebepa—Kpabbe n 6onesHb Xunnens—JiHpay. Ciona xe
OTHECNW MHOXXECTBEHHbIV 6a30LeNN0NSPHBIA HEBYC, HA3BaHHbI NSATbIM doakomaTo3oM (Grosfeld—Valk—Hermans, 1959).
[MosnHee HeKOTOpble aBTOPbI NbITANMNCh PACWMPUTL 3TY rPynny aHOManui, BKoYas B Hee Apyrue nopoky passuTus u
HelpoKyTaHHbIe reHoaepMaTo3bl [2].

"eHepann3oBaHHbI HelipodmbpomaToa PeknuHrxayseHa (Neurofibromatosis generalisata Recklnghausen) siensetcs
HacnenCcTBEeHHbIM 3a6oneBaHMEM 1 XxapakTepuayeTtcs opMUpPOBaHNEM A0OPOKAYECTBEHHbIX OMYXONEei N3 HEPBHOIN TKaHW,
NPOBOLMPYIOLWNX KOXHbIE U KOCTHbIE M3MEHEHUS PA3NNYHOro Tuna. BnocneacTsmm B naTonornyeckuii NpoLecc MoryT
BOBJ/ieKaTbCA 1 gpyrue opraHel. HacnenoeaHue HelpogmbpomaTosa PeknmMHrxay3eHa ayToCOMHO-0OMUHAHTHOE,
NMeHeTPaHTHOCTb MOJIHAas. OKCNPECCUBHOCTb 04YeHb BapuabenbHas. BcTpeyatoTcs MOHOCMMNTOMHbIE U HEMOJHbIE OOpPMbl.
Bonblwas yacTb cnyyaesB BO3HMKAET 3a CHET HOBbIX MyTaumii. YacTtoTa aToro 3abonesaHunst B pycckow nonynaumm
cocTaBnseT 1,28:10 000. Okono 80% cnyyaes 3abonesaHust cnopaanyeckme. CuMtaeTcs, YTo Takme cnyyau siBnsoTcs
pe3ynbTaToM HOBbIX MyTauuid. B CBA3M ¢ BbICOKOM 4acTOTOM MyTaLMii reHa, AeTEPMUHUPYIOLLEr0 pa3BmTme
HelpogombpomaTtosa, npeanonaraeTcst MMb60 04eHb BbICOKAsi MyTabeNbHOCTb 3TOr0 reHa, MMbo BO3HMKHOBEHME MyTaLuii B
HecKoNbKUX nokycax. B ocHoBe natonoruv nexuT passutre onyxonei na 060n104ek HepBoB (HEMPOUOPOMBI,
HEBPWHOMbI), MHOT Aa NOABEPratoLNXCs CapkoMaTO3HOMY NeEPepPoX AeHuto [2].

Pa3Butune Heilpochprbpom B 061aCTV KOXHBIX HEPBOB NPUBOAUT K BOSHUKHOBEHMIO 6€3601e3HEHHbIX 06pa3oBaHuii
NIMNOBATO-PO30BOr0 MM KOPUYHEBATOrO LIBETA, PACTYLWMX M3 rNyOMHbI K MOBEPXHOCTM KOXMW 1 Bbi3bIBAIOWMX €€
WCTOHYEHWE U FPbIXEBUAHBIE BbINSYUBAHNS C (DEHOMEHOM KHOMKYM 3BOHKA. PUBPO3HBIE MONKOCKU MOrYT NprobpeTatb
BUL MArKnx 06pasoBaHmii Ha HOXKE.

OHM 0COBEHHO MHOTOYMCNIEHHBI HA TYNOBUILE N KOHEYHOCTSX, YUCNO UX MOXET [OCTUraTb COTEH, BENNYMHA HECKObKMNX
caHTumeTpos. H. [1. lleknakos (1950) Habntogan 6onbHoro ¢ 9242 onyxonsMu. Mo xoly HEPBHBIX CTBONOB U B MOAKOXHOM
KneT4yaTtke MoryT 6blTb 06HapyXeHbl, 0COBEHHO Npu nanbnauumn, AMggysHble yANNHEHHBIE NNOCKME OMYXONN —
NNeKkcMgopMHbie HEBPOMbI. Yale oHW HabnoaaTcs B 06nacTn TPONHUYHOMO HEPBA, BEPXHUX WeERHbIX HEPBOB, NTIONATOK,
pyk. OTMeyatoT TakXe NosiBNEHNe MENKMX MNOTHBIX Y3E€/KOB MO X04Yy Nepudeprnyeckmnx HePBOB. Y HEKOTOPbIX BOMbHbIX
passmBaloTCs AP PY3HbIE U3BUIUCTBIE HEBPUHOMbI, CBS3aHHbIE C MOAKOXHOM KNeTHaTKom 1 KoXen 1 oopmmpytowmecs 8
JonbyaTtble MaccuBHbIe o4arun (HeMpoMaTo3HbIn anedaHTnas), MecTamm MeWKOBNOHO CBMCaloLLNe BCeaACcTBIE
paspylueHunst anacTuku. O4eHb TUNWYHbI 415 3TOro 3a60neBaHnst KOXHble NurmeHTauun. OHW NpeacTaBneHbl MOI0YHO-
KOhenHbIMN NATHaMM (NeYeHOYHbIMU NATHAMKN) — CBETNO-KOPUYHEBOrO LiBETA, OBa/NbHbIX O4EPTaHWUi, C PE3KUMM
rpaHvuuamm, LnnHoi 2-5 cM, yalle pacnonaraiowmMMmncs Ha CriHe, MHOr 4a 0YeHb OBWMPHBIMU M PYy3HbIMU
MUrMEHTaLMUAMY, a TaKXe Menkumm 6onee TEMHbLIMU NMUTMEHTHBIMU BbICBINAHWSIMU U 3CHENNAO0MNOA0OHBIMU 3NIEMEHTaMM C
XapakTepHOW nokanusaumelt B NoAMbIWEYHbIX 061acTsX (aKCMNNSPHAS BECHYLWIYATOCTD).

Helipocounbpombl, pasemBarowmecs B nepugepmnyecknx CTBonax 1 Kopewkax CnmHanbHbIX U YepenHo-MO3roBbIX HEBPOB, B
LleHTpanbHoM HEPBHOM cuctTeMe, MOryT 0BycnoBnnBaTb PacCTPONCTBO YYBCTBUTENBHOCTM, NOPaXEHNS 3pUTENbHBIX U
CNYXOBbIX HEPBOB, UHOT Aa HEPE3KO BbIPAXEHHbIE ABUraTENbHblE PACCTPONCTBA, CUMMTOMbI, CBONCTBEHHbIE
BHYTPMMO3rOBbIM OMYyXONsM, AeDeKTbl MHTENNEKTA, SNWMAENCUio, anaTuto, paccTponCcTBa peyn.

OnvcaHbl rMoMbl U aTpPodns 3pUTENBHBIX HEPBOB, HEMPOGMOPOMBI B paayXHol 060/104Ke, CKnepe, KOHBIOHKTUBE,
BTOpPMYHas rnaykoma, bydpranbm, HeiipodmbpoMbl BEK, OCTEOANCTPOOUS TNasHULLbI.

Y HekoTOpbIx 60MbHbIX 06HAPYXUBAOTCSA OMYXONU B MOMOCTY PTa, Ha S3blke, Hebe, rNoTKe, BHYTPEHHE NOBEPXHOCTH
wek, ryb, B XXenynoo4yHO-KMIIEYHOM TpakTe, MOYeBbIX NyTsAX. B psae cnyyaes HabnopatoTcs pasHoobpasHble 3HOOKPUHHbIE



HapyLWeHns: akpoMeranus, npex.neBpeMeHHOe NOI0BOE Pa3BMTUE UM NHADAHTUIN3M, TUHEKOMACTUS,
runepnaparupeonan3m, agancoHosa 6one3Hb, HeoXpoMoLMTOMa HAAMOYEYHNKOB. B 3HauMTenbHOM YacTn cnyyaes (0o
29%) OTMEeYeHbl MOpPaXXeHNs KOCTEW C ANCTPOPUYECKMMMN SBNEHUSMU, KUCTO3HBIMUA U3MEHEHUSIMU, MEPENoMamu,
YIONVHEHNEM W NCKpUBREHNEM. OTMeYatoT K03, KUPOCKONNOo3, reMmnrunepTpodpmio nuua, cybneproctanbHblii
rMnepocTo3 KOCTEN rosieHeil, 0CTEONOPO3, Y3ypbl OT AABNEHNS OMNyXonei, ocTeoManaumio TpybyaTbix KOCTel BCneacTeme
BPOXEHHOro fedpekTa NoYeyHblX KaHanbLeB. ¥ 60MbHbIX BbISBASIOT TakWe AMCMNAcTUYeCcKne CTUMMbl, Kak CUHOAKTUNS,
KpunTopxmaM, spina bifida, NOACHNYHbIA rMNepTprx03, a TakXe coYeTaHns ¢ aHoManusaMm 3y6oB, MblLL, BHYTPEHHMX
opraHos. o HassaHnem cuHgpoma Kapona—T oacppnaa—TlpakkeHa—Tlprka n3BeCTHO CeMeHoe covyeTaHune ¢
yepBeobpa3Hoi aTpodOLEPMUE, MHOXKECTBEHHBIMU ANUTENNANBHBIMU KUCTAMMW, BPOXAEHHBIMM NOpokamMmn cepaua,
npuctynamm 6paaukapamu, onurogpeHneir n 6onesmbto JayHa. Cumntombl 3ab6oneBaHns NPOSBASOTCA 06bIYHO B pAHHEM
leTCTBE 1 UMEeIOT NPOrpeaneHTHOE TEYEHME C TONYKOOOPa3HbIMM YXy AWEHNAMN, OCOBEHHO BbipaXeHHbIMU B Ny6epTaTHOM
nepuoae, B0 BpeMsi BepeMeHHOCTM, Nocne TpaBMbl, onepauuii, Tsxenbix onesHeir. MNporHo3 HeonpeaeneHHbIN 1 3aBUCUT
0T oopMbl 3aboneBaHNs 1 nokanusauuy onyxonei. Yactota passutrs capkoMaTo3HbIX U3MEHEHW 10 15%, 06bIYHO OHK
BO3HMKAIOT B FNy6OKMX OMyX0Nsix v yalle y 601bHbIX 3penoro 1 noxunoro BodpacTta. Y psga 6onbHbix 3abonesaHve
npoTekaeT B BUAE KOXHOW OOPMbl, NPUYEM ONNTENbHOE BPEMS MOXET MPOSBASATLCS TONIbKO MONOYHO-KOGENHbBIMM
nsATHaMu, 0COBEHHO B rpyAHOM 1 AETCKOM BO3pacTe.

JunarHoctuka HeTpyaoHa Npy HANMYUK BbIPaXXEHHOW KJIMHUYECKOM KapTUHbI. B HESICHBIX Cnyyasx nomoraeT
rMCTONOrNYECKOE NCCNEeR0BaHMe: B KOXHbIX ONyXonsx o6HapyXMBarTCs NPU3HaKn HeMpogrnbpoMbl, B MONOYHO-
KoherHbIX NSTHaX — yBeNnYeHne MenaHuHa B 6asanbHoM crnoe anugepmuca. Heobxoamnmo HanpasneHue 60/bHbIX K
HeBpOMNaTonory, OKy/MCTY, BCECTOPOHHee 06CnenoBaHNE ANS BbISIBNEHUS BO3MOXHbIX COYETaHWA C ApyruMmn
KOHreHuTanbHbIM1 fedpekTamm, gucnaHcepHoe HabnoneHuve. JleyeHre cuMnToMaTnyeckoe, No NokasaHusM v B CBS3U C
KOCMETUYECKMMMN COOBPaXEHUAMIN — XUPYPrMYECKOe yaaneHne onyxonei.

Ko Hble nopaxeHusi npu 6onesHn PeknuHrxaysena Heob6xoammo andppepeHumnpoBaTb Co CneayowmMm nopokamm
pasBUTMSI.

nagkune HeBYychbl (naevi spili) — 370 Nnockune, He BO3BLIWAKWMNECS HAL OKPYXatoweih KOXen MMrMeHTUPOBaHHbIe 6e3
rmnepTpuxo3a nNaTHa. Mx knaccuguumpytoT Kak HEBYChI, KOTOPbIE HE COOEPXAT HEBYCHBIX KNETOK, TakK Kak
FMCTONOMMYECKU B 3TUX oYarax 0bHapyXmnBaeTcs Nullb YBENUYEHNE MENAHMHA B anuaepmuce. [ nankume HeByChl
06HapyXunBaloTCs C PoXaeHns pebeHka unu B 4ETCKOM BO3pacTe, MOTYT BCTPETUTHLCS Ha NoOOM yyacTKe KOXHOro
nokpoBa B BUAE €ANHUYHBIX NATEH Pa3/INYHON BENNYMHBI — OT FOPOLWWHbBI A0 NALOHW W PA3/IMYHON CTENEHN NUIMEHTaLMK
— OT CBET/I0-KOPMYHEBOr0 A0 YEPHO-KOPUYHEBOrO UBeTa. CBeTNbie rnagkue HeBYChI, LBET KOTOPbIX HANMOMUHAET Kogoe C
MOJTIOKOM, Ha3blBaIOT NATHAMK LBeTa Kohe C MOJTIOKOM, KOPENHbIMU NATHAMMK, MEYEeHOYHbIMY NATHamn. Ecnn rnagkne
HeBYCbl 0OHaPYXMBAIOTCS Y MHAMBMAA KaK €AMHUYHbIE NSTHA NPU OTCYTCTBUM APYTrUX aHOManui, To X paccMaTpuBaroT
06bI4HO Kak M30NMPOBaHHbIA NOKaNbHbIA MOPOK Pa3BUTUS, KOTOPLIA UMEET Wb KOCMETUYECKOE 3HaueHne. OHK
BcTpeyatoTcs y 10?20% 340poBbix nuu. Ho uHoraa rnaakune HeByChbl MOSBAAIOTCS B 6ONbIIOM YACIE U NMPU 3TOM HEPELKO
nprobpeTaloT CMCTEMATU3NPOBAHHOE PACMONOXEHWE, OAHOCTOPOHHEE MO OTHOWEHWIO K CpeaHel nuHuM Tena. Takne
MHOXECTBEHHbIE FNaaKune HeBYChl BONblUe YACTbiO OKa3bIBAIOTCS OLHUM M3 CUMIMTOMOB CJI0XKHOIO NOpPOoKa pasBuTUS, B
TOM yucne 6onesHn PeknuHrxayseHa, 60onesnm Onbpaiita, cMHOPOMa KOENHbIX NATEH C TEMMNOPANbHOR ON3PUTMUEN.
Mpu nocTaHoBKe AMarHo3a Heobxoamm NoapobHblii ocMOTP U 0bcneaoBaHne 6oNbHbBIX U MOACYET YMCNa KOENHBIX NATEH.
Crowe, Schult, Neel (1956) Ha ocHOBaHUW CTATUCTMYECKOr0 aHanmaa Npuwn K BbIBOAY, YTO Npu Hanuumm 6onee yem 6
KodbeliHbIx NaTeH pa3mepom bonee 1,5 cM npaBoMepeH anarHo3 60ne3Hn PeknuHrxayseHa, fjaxe npu oTcyTcTaum
onyxonei N aHaMHeCTNYeCKNX ykasaHuii Ha 3aboneBaHne B CEMbe MHOXECTBEHHbBIM HelpodnbpomMaTosom [2].

mraHTckne BpoXaeHHble NurMeHTHble HeBychbl (Naevus pigmentosus giganteus) CyLLecTBYIOT C poXaeHust pebeHka B
BUE MUIrMEHTUPOBAHHbIX, HECKONbKO BO3BbIWAOWMXCS AN IY3HbIX 06pas3oBaHuli ¢ WepoXoBaToii, MHOrAa COCOYKOBOM
MOBEPXHOCTbIO, KOTOPAs MO3AHEE MOXET CTAHOBUTLCA cknanyaToi, bopoaasyaToi, yanosatoi. Ha aTux yyactkax pactyTt
rpybble, LNMHHbIE, TEMHbIE BONOCHI. [103TOMY Takne HeBYCbl CPaBHUBAIOTCS CO WKYPO XMBOTHbIX — Tierfellnaevus. OHm
MoryT 3aHuMaTh 6onblune Tonorpaduyeckne («HeByC B BUae BpOHU») y4acTKmM Ha LWee 1 NNevYeBoM rnosice («HeByC B BUAE
nenepviHbl»), BEPXHEN 4acTu TynoBuwa («XUNeTHbIA HEBYC»), HUXHEN YacTu TynoBuwwa 1 aroamuax («HeByc B Buae
KynanbHbIX TPYCcOB»). [MCTONOrMyeckn obHapyXuBarTCs CKOMNEHNS HEBYCHBIX KNETOK, KOTOpble rnyboko pacnonaratTcs
W JOCTUraloT MHOT4A NOAKOXHOW KNeT4aTku, BCTPeYatTCst Takxe HeBponaHble Tpyoku. B penkmx cnyyasx Moxet
BO3HMKATb 3N10Ka4YeCTBEHHOE NepepoX aeHne Hesyca. VIHoraa oHu CBsi3aHbl C MHTPaKpaHnanbHbIM MeNaHoLMTO30M,
OpyrvmMm ramaptomamu, Takmumm aucnnasusmu, kak spina bifida, meHnHrouene. IHorna pacnpocTpaHeHHbIe BPOXAEHHbIE
MUrMEHTHbIE HEBYCbl 0BHapyXmnBarTCcs y 60/bHbIX C 601e3HbI0 PekMHrxayseHa, HacneACTBEHHbIM MENAHU3MOM. XOTS!
rUraHTckme BPOXAEHHbIE MUrMEHTHbIE HEBYChI UMEIOT XapakTepHbIA BUA, MHOrAa NX NyTaloT C HEAPOMaTO3HbIM
aneaHTnaszom npu 60ne3Hn PeknuHrxayseHa.

Boneanb On6paiita (Morbus Albright) (KOCTHO-KOXHO-3HOOKPUHOMNATMUYECK M CUHAPOM) NMPOSIBASETCS XapakTepHOM
K/IMHWYECKOW TPVaLoi B BUAE coYeTaHus nopaxeHust Kocten (pnbpoaHas oCTEOANCNNA3NS C UCKPUBNEHNSMU KOCTEN,
HECUMMETPUYHOCTbIO, CMOHTaHHbLIMK NepenoMamu), SHAOKPUHHBIX HAPYLIEHWA (C NPeXAEeBPEMEHHBIM MONOBbLIM
CO3pEBaHNEM y NEBOYEK) 1 KOXHbIX MUrMeHTaunii. 3abonesatoT rnaBHbIM 06pa3om feBoyku. KoXHble MurMeHTaumm
NoSIBNAOTCSA B MIAAEHYECKOM M paHHEM OETCKOM BO3pacTe B BUAE OOWMPHbIX 04aroB MONOYHO-KopeiHoro useta. OHu
pacronaratoTcs acMUMMETPMYHO, 60MblE HA CTOPOHE NMOPaXXEHUst KOCTEN UK No CpedHel NMHUW, Yalle Ha CrvHe,



nosicHuue, 6enpax, pexe Ha nuue u wee. B oTnnune oT KoheiHbix NATeH Npu 601e3HN PeknuHrxayseHa ¢ X poBHbIMU
KpasiMv MUrMeHTHbIE NATHA MMEIOT 3a3yBpeHHble reorpadomyeckme o4epTaHns U naHaKapToobpasHbIi BUA,.

CuHOpOM KogheliHbIX MSITeH ¢ TeMnopanbHoun aun3putmmen (Coffee spots syndrome with temporal dysrythmia) —
reHeTnyeckn obycnosneHHoe 3abonesaHune, HacnenyeMoe Kak ayTOCOMHO-LOMVHAHTHbIA OedeKT U NPOSIBAsOWeecs Kak
coyeTaHne NUrMEHTHbIX N3MEHEHWI KOXW B BUOE MOJIOYHO-KOQDEMHbIX MATEH U HapYyLWEHWA LeHTpasibHOW HepPBHOM
cucTembl. BonbHble XanyloTcs Ha ronoBHble 6011, 06MOPOKU, MNOXYI0 NaMATb, AENPECCUIO, MHTENNEKTyaNbHbIE
CNocoBHOCTM CHUXeHbI. Ha anekTpoaHuedanorpamme y 601bHbLIX 06HapYXMBaeTCs TeMMnopanbHas LU3pUTMus.

Cunapom MapaHepa (Syndroma Gardner) — reHeTudeckn obycnosneHHoe 3aboneBaHve ¢ ay TOCOMHO-LAOMUHAHTHbLIM
TUNOM Hacneao0BaHUs, HENONMHOW NEHETPAHTHOCTbIO reHa, BaprnabenbHON akenpeccmBHOCTbI0. 3aboneBaHne NposiBnseTCs
OMyXONSIMU KMWEYHMKA, KOXW U KOCTER, BCTPeYatTCs HeMonHble (oopMbl. 3abonesaHne NposBAsSeTCs B paHHEM LETCKOM
Bo3pacte. [TopaxeHns KoXu npeacTaBieHbl MHOTOYMCIEHHBIMY CanbHLIMW AW ANMMAEPMONAHBIMU KNCTaMn 1 aTepoMamu
nmua, BOJIOCUCTON YacTu ro/oBbl, KOHEYHOCTEN, a Takxe (bonee peako) gombpomamu, HeipodmbpomMamu, KMCTO3HbIMY
afeHoNIHbIMY 3NMTENMOMamMu, neinoMmomMamu, nunomamu. OTMeyeHa CKIOHHOCTb K PasBuTimio oMBpoMaTo3HbIX ONyxonei
B obnacTn pybLoB Ha XMBOTE 1 APYrux yyactkax. OnucaHsl cnyyam passutus gprmbpocapkoM. Monnnos ToncTon u npsiMoin
KULWKKM 0BHapyXuUBaeTCs No3xe (KPOBOTEYEHNS U APYrMe CUMMTOMbI), HO Y NMOM0BUHBI 60NbHbIX 10 20-NeTHEro Bo3pacTa.
IMeeTcst CKNOHHOCTb K pakoBOMY NEPEPOX AeHMI0 NONMMNoB. Menkne n MHOrOYMCEHHBIE OMYXONN KOCTER (OCTEOMBI U
ocTeodnbpombl) 06pasytoTCs B BEPXHEN N HUXHE YENIOCTAX U OPYrnX KOCTAX Yepena, pexe B KOCTSX KOHEYHOCTEN 1
pebpax. JleioM1MoMbl, NUNOMbI U PUBPOMbI MOTYT BbiTb 0BHaPYXEHbI BO BHYTPEHHMX OpraHax v nonocTsix (B 6pblxeiike,
OptolwmHe, 3abPIOWNHHO B XENYyOKe, KUWEYHUKE).

CunapoMm CunbBepa (Syndroma Silver) asBnsetcs HeHacneACTBEHHbIM BPOXXAEHHbIM MOPOKOM pasBuTuS,
XapakTepuayoWmnMcs reMUrunepTpocounein n HU3kMM poctoM. Kpome Toro, y 60/bHbIX 0TMEYAIOTCS NPeX AeBPEMEHHOE
MosoBOe CO3peBaHve, psh OM3aMOPMOreHeTUYECKMX CTUMM: CUHOAKTUNS, YKOPOYEHME N UCKPMBIEHNE MU3MHLA,
OMCNNasns nuua ¢ TpeyrosbHon oopMoii ero 1 onyweHHbIMU yrnamm pta. OBHapyXUBAOTCS KOXHbIE MUrMEHTaUUN, Yalle
BCEro B BuAe KohenHbIx nATeH [2, 3].

Cunapom LUtypre-Be6epa—Kpab6e (Syndrome Sturge—Weber—Krabbe) nnu sHuedanoTpureMmHanbHblil aHrnomMaTos
(Angiomatosis encephalotrige minalis) — BpOXAeHHbIN aHrMoMaTos, peakoe BpOXAeHHOE aHrMoMaTo3HOoe nopaxeHue
rnas, koxu u LepebpanbHbix 060no4ek. Takoe 3aboneBaHve BCTPeYaeTCs y 04HOro yenoseka Ha 100 Toicsiy. Bnepeble
3TOT cMHApPOM bbin onucaH Ctepaxem B 1879 ., a B 1922 r. Bebep oxapakTepn3oBan npusHaku, BbisiBNseMble npu
npoBeneHun peHTreHa. Kpabbe B 1934 r. caenan npeanonoXeHue, 4To Hapsay C aHrMoMamy KOXU naumeHT cTpagaeT u
0T aHrmomarto3aa uepebpanbHbix 06onouek. MNonbiTaeMcs BbICHATb, 4TO NpeacTasnset coboi cuHapom Ctepaxa—
Bebepa—Kpabbe, npunynHbl, cMMNTOMbI 3ToW natonoruu [3]. MpennonaraeTcs Hanu4ue AByx TUMOB HacnenoBaHUS
CMHOPOMA: ay TOCOMHO-PELLECCUBHOMO, ay TOCOMHO-A0OMUHAHTHOrO. Tprnaaa cCMMnTOMOB 3TOr0 AedekTa ABNsSeTCs
pes3ynbTaToM NopokKa pasBuUTUSA BHYTPUYEpPEnHbIX, MasHbiX Y KOXHbIX COCYOO0B.

MopaxeHne KoXun oTMevaeTcs ¢ poxaeHus pebeHka Ha nuue. CoCyaucTbI HEBYC KanunNspHOro Tuna (BUHHbINA,
MOPTBENHOBLIA HEBYC), PEXE HEBYC C KABEPHO3HLIMWN U3MEHEHUSAMIN MOXET ObiTb OAHOCTOPOHHMM. Yalue Bcero
COCYLMCThI HEBYC 3aHUMaeT 061acTb MHHEPBALIMW NEPBOI 1 BTOPOI BETBEW TPONHUYHOrO HEPBA, PE3KO OTrPaHNYeH, y
601bWwKHCTBA BONbHBIX HE MEPEXOANT CPELHIO NMMHMIO NnUA. B penkux cnyyasx HEBYC pacrnpoCTPaHAETCs Ha KOXY
ronoBbl, Wew, TyNoBuLa, KOHEYHOCTEW, MOXET OblTb ABYCTOPOHHUM.

HeBponorunyeckne cMMNTOMbI, CBSI3aHHbIE C aHTMOMATO30M COCYUCTOM MO3roBo 060104KM (MHOT a aTpodhuein Mosra ot
LaBNeHuns), NOSBASIOTCS Y MHOMUX 6O/bHBIX HA NEPBOM roay XWU3HW UK No3Xe, B AETCKOM U NOAPOCTKOBOM BO3pacTe.
WHor na BHyTpuyepenHblie aHrMoMbl OCTalTCS aCUMMTOMHbIMK. Yalle BCero oHv NposiBASI0TCS aNUNenTNYeCKnMm
MPUCTYNammn LXeKCOHOBCKOrO TUNa, MUrPEHbIO, PEXE FEMUMNIIErE Ha CTOPOHE, NPOTUBOMOJIOXHOW HEBYCY, YMCTBEHHOW
0TCTanocTbio. Ha peHTreHorpamMme Yepena obHapyXuBaTCA XxapakTepHble KanbLMrKaTbl CTEHOK aHrMOMaTO3HbIX
COCY[LLOB B TEMEHHO-3aTbINOYHOM 06nacTn. OTMEYaloTCA M3MEHEHNS Ha aNeKTpoaHLedanorpamme. B nukBope yBenuyeHue
6enka, eAVHNYHbIE SPUTPOLINTHI.

MopaxeHns rnas xapakTepuayoTCs KAaBEPHO3HbIMU aHrMoMaMu COCYANCTOM 060N0YKM 1 BPOXAEHHO rnaykomoi [3, 4].

Bctpeyvatotcs KoMBUHALMM TOTO CMHAPOMA C YaCTUYHBIM FeMaHrMaKTaTUYECKUM FTMraHTU3MOM, a Takxe ApyruMu
nopokamu passuTns. Bo3aMoXHbl HEMOHbBIE, YACTUYHO KIIMHUYECKW BECCUMNTOMHbBIE (DOPMBI.

Bnuskmumu k cunapomy LWTypre—Bebepa—Kpabbe mnum ero BapraHTamm cHATalOTCS Cnefyolwme codetaHuns: 1) cuHapom
Lnpmepa — KanUNASPHbIA HEBYC NULLA U paHHSAS rnaykoMma; 2) cuHapoM Munbeca — KanunnsipHblii HEBYC LA 1
remaHrnoma cocyauctoi o6onoykm rnasa 6es3 rnaykomol; 3) cuHapom KHyna—Kpabbe — aHrmomatos 6e3 rnasHbix
CUMMTOMOB; 4) HeipoaHrMoMaTo3 sHUEeanoTPUreMHabHbIA rasoKoXHbIi — TeNeaHrnakTaTMYeckmnin HeByc nuua,
reMaHrioMa BepxHen 4enocTu, YepernHo-nmueBas reMurunepTpogusl, aHrMoMaTo3 KOHbIOHKTUBbI U COCYAUCTON 060/104KM
rnasa, oTcnoeHue cetyaTku; 5) cuHopom Bebepa—Omumntpu — aHrnomaTtosHas remuruneptpodcus (Mapkca—Bebepa),
anunencust u MANOTUS.

Mpwn cunppome LWTypre—Bebepa—Kpabbe HeobxoanMo TwaTenbHOE KIMHUYECKOE U MHCTPYMEHTaNbHOE ob6cnenoBaHne



60NbHOroO C NMPMMEHEeHEM peHTreHorpadgoun Yepena, uepebpanbHoi aHrnorpadum, anekTposHuedganorpadum, MPT nan
KT uepebpanbHbix CTPYKTYpP, U3MEPEHUS BHYTPUTNa3HOro AaBieHus, 0 TanbMOCKONWK, yNbTPa3BykOBOE NCCNenOBaHNE
rnasa, UCCnenoBaHuWs rasHoro fHa, FOHMOCKOMWU, reHeanorMyeckoro aHannsa (y poLCTBEHHUKOB MOryT HabnoaaTbes
KOXHbl€ aHrMoMbl). JleyeHne cumnToMaTnyeckoe, No nokasaHnsam — XMpypruyeckoe yaaneHne, peHTreHorepanus Ha
obnacTb yepena. JleueHne KOXHbIX MOPakeHuiA Npu NOMOLWW KpUoZecTpykuum, nepmabpasvu, pagnuonsoTonos,
nnactuyeckon xmpyprum [2, 3].

Cungpowm Ltypre—Bebepa—Kpabbe cnenyet oM pepeHUMpoBaTh ¢ KANUNASPHBIMA TENEAHTMAKTaTUYECKUMI HEBYCaMM
(OrHeHHble, BUHHbIE HEBYCbI), BO3HUKAIOWMMU B BUAE N30NMPOBAHHBIX MOPOKOB pasBuTuns, 1 cuHopoMoM BnbypHa—MacoHa,
KOTOPbI XapakTepuayeTcsi BPOXAEHHON apTEPUOBEHO3HOM aHEBPU3MO CPeaHEro Mo3ra 1 CocyAoB CeTyaTku rnasa v s
pshe cnyyaes KanunnspHbIM HEBYCOM NuLA, pacrnonaratowmmcs B 30He UHHepPBaLUWW TPOMHMYHOro Hepea. CnegyeT umetb
B BMIY TakXe cuHapom BaH borepTta—[uspa (AN dy3HbIN KOPTUKOMEHUHIeanbHbIA aHrMoMaTos), KOTopbii uMeeT
peLieccnBHoOE CLEMNEHHOE C NOMOM HacnenoBaHe 1 NPosIBASETCA SNUAENTUYECKUMA NPUCTYNamm, MOTOPHbIMK
paccTponcTBaMun, YMCTBEHHOW OTCTanoCTblo, MHOrAa OAHOCTOPOHHEN noTepen 3peHus (reMmmaHoncuen), a Takxe
MeTaMepHO PacrnofioXeHHbIMU TeNneaHrnakTaTMYecknMm HeBycamm, HanoMUHAKLWUMK ceTyaToe NUMBeLo [2, 4].

Cunapom Xunnensi-J/IiuHngay (Syndroma Hippel?Lindau) nnn uepebennopeTtnHansHblili aHrmomaTtos (Angiomatosis
retinocerebellaris) — gpakomaTos, Npy KOTOPOM reMaHrnobnacToMbl MO3XXeuyka CoO4eTarTCs C aHrMoMamMm CrMHHOMO MO3ra,
MHO>XECTBEHHbIMY BPOXAEHHbIMW KCTaMM NOLXENYLOYHOM Xenesbl U noyek. 3abonesaHne HacnenyeTcsl ayTOCOMHO-
IOMWHAHTHO, 06yCNOBNEHO MyTaLMel reHa-cynpeccopa onyxonesoro pocta (VHL), nokanM3oBaHHOro Ha KOPOTKOM Mneye
3-11 xpomocomsl (3p25.3) [5]. PacnpocTpaHeHHocTb cuHapoma Xunnens—JlnHoay coctasnset 1 Ha 36 000
HOBOPOXAEHHbIX. Y ML, MMEIOLWMX COOTBETCTBYIOWYIO MyTaLMIO, K BO3pacTy 65 net 3abonesaHve pasBmBaeTcs ¢
BEPOSATHOCTbIO 95% [6]. Bo3pacT Ha MOMEHT yCTaHOBEHNS AnarHosa BapbupyeT oT MnageHyecTsa o 60-70 net, co
CpenHVM BO3pacToM naumeHTa 26 net. HacnenosaHune ayTOCOMHO-AOMUHAHTHOE. OT0 3aboneBaHue yalle BCTpeyaeTcs y
NN, My>XCKOro rnona.

C meTckoro Bo3pacTta CMMNTOMbI 3a60eBaHunst NPOSIBASIOTCSA B BUAE HAPYILEHNS 3pEHWS, TONIOBOKPYXEHMUA, MO3XKE4YKOBbIX
cMMNTOMOB (aTakcus u ap.). Mpu obcnenoBaHny HAXOASAT aHFMOMATO3 M AereHepaumnio CeT4aTKM U Kak BTOPUYHbIE
N3MEHEHUs1 — rNaykoMy, OTC/IONKY ceTyaTku, katapakTy, MpUuaounknmT. HeBponormyeckne CUMNTOMbI BO3HUKAKOT 3a cYeT
pasBUTKS aHrOM B MO3XEYKe, CMIMHHOM MO3re, YeTBEPTOM MO3roBOM Xenynoyke. Ha peHTreHorpamme yepena Moryt
6b1Tb 06HapPYXeHbl KanbundmkaTsl B 061acT aHrMoM, B IuKBope — 6enkoBo-kneToYHas auccoumaums. Y psiaa 60nbHbIX
Habnogancs aHrMoMaTos 1 NONKUCTO3HbLIE N3MEHEHWNSI BHYTPEHHUX OPraHoB, KACTbI NOAXenyooYHON Xeneabl, Novek,
Nerkunx, aHrMoMbl B NeYEHN, KOCTHOM Mo3re. Ha koxe BCTpeyvatoTCsl aHrMoMaTo3Hble HEBYChI, KOTOPbIE MOTYT
pacnonaraTbcs Ha nuue [2, 7].

O6cnenoBaHue cuHapoma Xunnens—JimHaay BKaouaeT crefyolme NCCneioBaHus: €XeroiHblil 0CMOTp C peructpaumen
MONyYeHHbIX OaHHbIX; 0pTanbMonornyeckoe obcnenoBaHme kaxable 6—12 MecsLeB HauMHas ¢ 6-neTHero Bo3pacTa; no
MeHblUe Mepe 0QHOKPaTHOE UCCnenoBaHne MoYM Ha Hanmyme doeoxpoMoLMTOMbI 1 NOBTOPEHUE UCCNEAOoBaHNS Npu
MOBbIWEHWN NN HECTABUNIBHOCTU KPOBSAHOTO AABNIEHUS; LBYCTOPOHHAS CENeKTNBHAsA aHrnorpagms noyek no
noctuxeHun 6onbHbIM 15—-20-neTHero Bo3pacTa, ¢ NoBTopeHneM npouenypbl kaxasle 1-5 net; MPT 3aaHel yepenHoii
AMKW; KOMMNbIOTEPHAs ToMorpadpms noaXxenyao4Homn Xenesbl U NoYek No AoCTUXeHun 601bHbIM 15—20-neTHero Bo3pacTa,
C NOBTOPEHMNEM npoLenypbl Kaxable 1-5 neT nnm BHeNNaHoOBO NPV NOSABNEHUN COOTBETCTBYIOWEN CUMMTOMATUKMN.
LlenecoobpasHo npoBefeHNE CKPUHMHIA AeTEl OT NOPaXXEeHHbIX CUHAPOMOM poauTenei u/mnm opyrux 6nm3kmnx
POLCTBEHHMKOB C BbICOKUM PUCKOM MosiBNEeHWs 3aboneBaHus. iccnenoaHrne npoBoasT No CReAyowWwmnM HanpasneHnsm:
OCMOTp C perucrpaumeil NoayYeHHbIX AaHHbIX N0 AOCTUXeHUN pebeHkom 10-neTHero Bo3pacTta; eXxerogHoe
opTanbmonormyeckoe obcnefoBaHne HauMHas ¢ 6-neTHero Bo3pacTa Unm npu NosiBEHUN Noao3pUTENbHON
CMMMNTOMATUKK; MO MEHbLIEV Mepe 0JHOKPATHOE NPOoBeAeHMe NCCeaoBaHNa MOYMN Ha Hannyne OeoxXpoMOLIMTOMbI U
NMOBTOPEHWE NCCNELOBAHNS NPW MOBBIWEHUN NN HECTABWIBHOCTM KPOBAHOrO AasneHusi; MPT 3anHeli yepenHoi amku, KT
noaxenynoyHon Xenesbl 1 noyek No JocTuxeHun 20-neTHero Bo3pacTa; axorpadoms noaXxenynoyHorn Xxenesbl 1 novek
nocne 15—20-neTHero Bo3pacTa; Npu BO3MOXHOCTU, UCCNIeJ0BaHe CEMENHOro aHaMHesa A/15 BbIACHEHUS, KTO U3 Y/1eHOB
CEMbU ABNSAETCA HOCUTENEM OTBETCTBEHHOMO 32 BO3HMKHOBEHME CUHAPOMA reHa [3, 4].

Mareii gpakomaro3 (Phacomatosis Grosfeld—Valk—Hermans (1959), syndroma naevus basocellularis) — HacneacTeeHHoe
3aboneBaHne, xapakTepU3ytoleecs NOSIBIEHNEM MHOXECTBEHHbIX 6a3abHO-KIETOYHbIX SMUTENMOM B ETCKOM BO3pacTe
1 CBA3aHHOE C NOPaXkeHUEM KOCTEN, MATKUX TKAHEN, OpPraHOB 3PeHWs!, LeHTPanbHON HEPBHOWM CUCTEMbI U 9HAOKPUHHBIX
opraHos [17]. 3a6oneBaHune 6bIN0 BblAENEHO Kak NATbIA (0akoMaTo3 Ha OCHOBaHWUN 0BHapyXeHns y 60NbHbIX C
MHO>XECTBEHHbIMU KOXHbBIMU OMyXOnsiMU Tuna 6a3anbHo-KNETOYHbIX HEBYCOB HEBPOIOMMYECKUX U FNa3HbIX CUMMTOMOB
(Hermans, Grosfeld, Valk, 1960; Gorlin, 1965) [8].

MpennonaraeTcs ayTOCOMHO-AOMUHAHTHOE HacnenoBaHve. [eHeTpaHTHOCTb reHa BbICOKasl, SKCMPECCUBHOCTb
BapuabenbHas, eHOTUNMYEecKe apPEeKTbl MyTAHTHOrO reHa MHOXECTBEHHbI 1 pa3HO0bpa3HbI.

,ﬂepMaTOﬂOFVI‘-IeCKaH cmMmnToMaTtTka 3Toro cMHapoma BKi4YaeT HECKOJIbKO TUMOB KOXHbIX nopaerMVl [2]

1. MHOXeCTBEHHbIE KOXHbIE ONyx0onu, siBnstowmecs 6a3anbHO-KNeTOYHbIMU HEBYCaMM, HO MO BHELWHEMY BULY
HanoMuHamLWwme MenaHounTapHble HeBYChl M ombpomsbl Npu 6oneaHn PeknnHrxay3eHa. OHM NOSIBASAIOTCS B



NMoapOCTKOBOM BO3pacTe, HO Y HEKOTOPbIX 60/IbHbIX MOryT 06HaPYXUBATLCS C POXLEHNS. DTO MENKME, OKPYTble,
BO3BbILAIOWMECS HAL YPOBHEM KOXMW, NNOTHbIE Y3ENKU TENECHOro UBeTa an NUrMeHTMPOBaHHbIE 1O KOPUYHEBO-
YyepHOro LBeTa, BeNIMYMHON OT BynaBoYHON roNoBKM A0 YeYeBULbl, C FNaaKol NoBEPXHOCTLIO, HA KOTOPOW MOryT
6bITb MpoCBeYMBalOWMNE TeNeaHrnakTasmmn. KonmyecTeso Ux pasnmyHo, OHO MOXET AOCTUraTh COTEH S/IEMEHTOB.
BbicbinaHnsi NOCTEeNeHHO YyBENNYMBAIOTCS B YACIE U pasaMepax. BonbWWHCTBO N3 HUX He NoaBepraeTcsl AanbHeMWmMm
N3MEHEHUSIM, HO HEKOTOPbIE 3NEMEHThI M3bA3BNAIOTCS, YTO CBA3aHO CO 3/10KaY€CTBEHHbIM NepepoXAeHNEM B
6a3abHO-KIeTOYHblE KapuMHOMbI. PacnonaraloTcsi OHM CUMMETPUYHO Ha KOXe BEK, LiekK, Hoca, Ney, X1BoTa,
CnuHbl, 6efep, NOAKONEHHbIX BNaAWH, NOAMbIWEYHbIX obnacTel, wewn, BONOCUCTOR YacTy ronosbl. Ha koxe wew,
MOAMBILWEYHbIX CKNTaLoK, BEK OHM MOTyT npuobpeTtaTb BUL 06pa3oBaHnii Ha HOXKE.

2. IuckepatoTuyeckne N3MeHeHNs Ha NafoHsX 1 NoJOWBaXx, CBSA3aHHbIe C 3anasiblBaHNeM CO3PEBAHUS
anuTEenManbHbIX KNETOK B oYarax nopaxeHus. 3T M3MeHeHnsl 06HapyX1BaOTCS B BULE TOYEYHbIX BLABNEHMIA
rny6uHol B 1 MM C OTBECHBLIMUW KpasiMi 1 po30BaTbiM AHOM. HekoTopble BoaBneHuns 6onee KpyrnHole — 0O
HEeCKONbKUX MUANMETPOB B AmameTpe. Pexe BcTpevaloTcs ToYeuHble KpacHble NATHbIWKK 1 6onee KpynHble
3puTEMaTOo3HbIe oYaru, HECKO/IbKO BOABNEHHbIE, HEMPAaBW/bHbIX 0YepPTaHWiA, BETYMHHOTO LBETa, C PaspylleHHbIM
KOXHbIM PUCYHKOM.

3. Lpyrue nopoku passuTus KOXW: canbHble 1 anuaepMabHble KUCTbI, MUNNYMbI, NNockne 6opoasyatbie
obpazoBaHusa Ha nuue, acpennibl, 0cOBEHHO Ha BeKax, IMMOMbI.

Ewe 00 NOSIBNEHUS KOXHBIX CUMITOMOB Y 60/IbHbIX MOFYT HabNo4aTbCS HEBPONOrMYECKME PACCTPONCTBA, YyMCTBEHHAS
oTcTanocTb. B psne cnyvaes obHapyXeHbl YacTn4Has areHesunst MO30NIMCTOro Tena, MenynnobnacTomsl [2, 3].

HedekTbl pasBMTHS rnas CBA3bLIBAOT C FNMOMATO3HOW HepobnacTnieckoi aucreHesuneit rnas. Habnioganmice
BPOXAEHHas cnenota, karapakrta, OUCTOMNWS BHYTPEHHEro yrna rnasa, BpoXAeHHble U3MeHeHWst PoroBuLibl, atpodus
ceTtyartku.

OueHb 4acTo y 60/bHbIX BCTPEYAIOTCS OOHTOrEHHbIE KePaTOKUCTbI HUXHUX YentocTein. Jpyrie naMeHeHns KocTein
BCTPEYaloTCA pexe, MeHee XapaKTepHbl M PaccMaTpPMBalOTCS Kak AMCMNACTMYEecKne CTUMMbI.

Y 60NbHbIX C 3TUM CMHOPOMOM Habnoaanu paclenneHve pebep, Kugos, ckonmos, spina bifida, runeptenopuam,
YM/OWEHHYI0 WMPOKYIO CMIMHKY HOCa, Bblaatowmecs nobHble Byrpbl, cUHOaKTUNMIO, Bpaxumetakapnannam, 0edekThbl B
3yOHbIX psax.

B psime cnyyaes onvcaHbl KanbLmMukaTsl MSrkux TKaHei, oBapuanbHble KanbUnuumpoBaHHble conbpomsl,
NMMPATUYECKME KUCTbI BPbIXENKN, FUNOrOHAAN3M Y MyXUMH. Y HEKOTOPbIX BOMbHBLIX OTMEYAM CUMNTOMbI, HANOMUHABLLME
npossneHns npu cuHapomax Mapdara, Knunnens—®enns, TepHepa. Taylor ¢ coasT. (1968), onucaslue cemeriHble
crnyyam CMHAOpPOMa HEBOMAHBIX 6a3anbHO-KNETOUYHbIX KaPLIMHOM, HAX0LUNN Yy BCeX BONbHbIX aHOManuu Mo3ra, NeioMMoMbl,
y 2 60/1bHbIX — aHOManuM NoYeK 1 afileHOMbl HAAMOYEYHUKOB, Y XEHWUH — OMOPOKMNCTO3HbIE M3MEHEHNSI MONIOYHbBIX
Xenes, y 00HOM U3 HAX — HOAYNSAPHYIO rMnepniasunio napalmnToBUOHON Xenesbl.

Mpun NsiToM goakoMaTo3e HeobxoauMbl AeTanbHoe obcnenoBaHne 60bHOroO y HEBPONaToiora, OKynmcTa,
pPEeHTreHorpadus YentocTen, TwaTeNbHbln 0CMOTP, BbISIBNIEHWE ONCNNAcTUYecKmX CTUrM. [py rucTonornyeckom
nccnenoBaHnn KOXHbIX Onyxonei obHapyXunBaeTcst KapTuHa, HarnoMuHalolwas cTpoeHne 6asanbHO-KNeToYHOoM
KapLMHOMbI: HebOoNbLWNE NONOCHI ANUTENNANbHBIX KNETOK, BpacTamWwmne B 4EPMY M3 HUXHETO CNos anuaepmuca, obpasytoT
ceTyaTtble CTPYKTYpbl UM KOMNAKTHbIE OCTPOBKYU, CPUBPO3HYI0 CTPOMY, MecTaMu Hanuymne nurmeHTa. LienecoobpasHo
paHHee paspylueHre onyxonei KoXu, 0cobeHHo pacnonaralowmnxcst B LEHTPaibHOM YacTh nuua, rae oHu vauwe
nepepoxaatTcs B pak. [ns aToro pekoMeHaoyeTcs KpUoAecTpyKLMS nam gnatepmokoarynauus [2].

Ko>XHble nopaxeHus Npu 3TOM CMHOPOME crnenyeT AnddepeHLmMpoBaTh ¢ HECKONbKUMY 3ab0neBaHUSMU,
XapakTepu3yoLLNMUCS MHOXECTBEHHBIMM 00OPOKAYECTBEHHBIMWA HEBOMAHBIMU OMYXONSMU KOXUN — CUPUHTOMOIA,
LUMAMHAPOMONA, Tprxo6asanmomoi.

CupuHroma (Syringoma) — 3abonesaHue He HacNenCTBEHHOE, BO3HUKAET rNaBHbIM 06pasoM y nnL, XeHCKOoro nona B
nybepTtatHoM nepuoge. OHO XapakTepuayeTcs PasBMTUEM MHOXECTBEHHbIX B0BPOKaYeCTBEHHbIX OMyXOnen,
pacnonararLwmxcs CMUMMETPUYHO Ha rpyau, Wee, BeKax, XUBOTE, PEOKO Ha Wekax, nepeaHei nosepxHocTu Geaep
Opyrux yyactkax. 91o menkue (1-5 MM) nonywapoBuaHble UK NNOCKME AepManbHble nany bl TENECHOro Uim
XENTOBaTOro LBeTa, HeKOTopble NONYNPo3payHsl. MNpu NoBpeXAeHU NOBEPXHOCTM MOXET BbICTYNUTb Kanns XuLKocTu.
ST ONyXONU NPOUCXOAAT U3 HENPABUNBHO PA3BMBAIOWMXCS CMELLEHHbBIX SMOPUOHANbHBIX 3a4aTKOB NMOTOBbIX MPOTOKOB 1
xenes. 'nctonornyeckas KapTuUHa OTNINYAETCA HANMYMEM B BEPXHEN NONOBMHE NEPMbl CKOMNEHUA PaCWIMPEHHBIX MOTOBbIX
MPOTOKOB, OrPaHNYEHHbIX OBYMS COSIMU MAOCKUX KNETOK U COAEPXALLUX KOMNNONLHOE BELWECTBO, a TakXe

COMPOBOX AAKIWMXCS WNeirdonofLobHbIMM NONOCaMU SNUTENNANBHBIX KNETOK, HANOMUHAOWWMN FONOBaCTUKOB.

Unnuugpoma (Cylindroma) nnm Tumor Spiegler; anutenmomatosHo-umnnHapomaTtudeckuin Hesyc (Naevus epitheliomato-
cylindromatosus). MNpeanonaraeTcs ayToCOMHO-AOMUHAHTHOE HAacnenoBaHue, Yaue 3aboneBatoT XeHWnHbl. HasaHwe
LMANHOPOMA 3TN ONYXONW NONYYUNN B CBSA3M C XapakTEPHON rMCTONOrMYECKOM KapTUHON, OTINYaIoLWeNCs Hannynem
LUMAUHOPUYECKMX MMANTMHOBLIX MACC, pacnonaralwmxcs MeXxay rHeafamm anmTenuanbHelx KneTok. Psg aBTopos cuntalor,
YTO LMMHOPOMbI Pa3BMBAIOTCA N3 anOKPUHOBBIX Xenes. LInnnHapombl npoucxonat oT Bosioca, LMAnHAPOMy



paccMaTpuBaloT Kak rManvHU3npoBaHHyto Tpuxobasanuomy. Onyxonu HauMHatoT NOSBASTECS Yy 6ONbHBIX MOMOAOMO
BO3pacTa 06bl4HO Ha BONOCMCTOW YacTy FOnoBbl, pacrnonaraTcs rpynnamv, MeaneHHo pacTyT, 4OCTUrast 3Ha4YUTENbHbIX
pa3MepoB (A0 anenbcuHa). VX pacnonoxeHue Ha ronoee 1 Ha N6y MOXeT HanoMuHaTh TiopbaH («TiopbaHHas onyxonb»).
LiBeT nx KopryHeBaThbI UK KpacHoBaThbIi. ONUCaHO pasBuTHe NOA0BHbLIX ONYXONel B HAPYXHOM CllyXOBOM NPoxone, Ha
CNM3NCTbIX 0605104Kax B MPUAATOYHBIX MONOCTSX HOCA, B CNE3HbIX Xene3ax.

Tpuxoanurennoma (Trichoepithelioma) nnu Epithelioma adenoides cysticum; Brooke (1892), Trichobasalioma cysticum; J1.
H. MawkwnnnericoH, H. C. Cmenos (1931). Tpuxoanutennoma MMeeT ayTOCOMHO-AOMUHAHTHbIA TUMN HAacnefoBaHms, Yaue
60netoT XeHWWHbI. BbicbinaHns nosiBnsiioTcs B nybeptaTHOM Bo3pacTe. OTO MHOXECTBEHHbIE MENKUE (HO KPYMHEE, YeM
CUPUHIroMa) y3enku BenmunHoi ot 6ynaBoyHOl rofoBKM A0 FOPOLWMWHbBI, MIOTHbIE, 6€360N1€3HEHHbIE, OKPYT bIX AN
OBa/lbHbIX OYEPTaHWUIA, XEeNToBaTOro AN KPacHOBATOro LIBETA UMK Xe CUMHIOWHOMO OTTEHKA, MHOT Aa NPOCBEYMBAIOWMECS.
HekoTopble aneMeHTbl UMEIOT B LLEHTPE BAABNEHME C YEPHOI TOUKOW. Ha MOBEPXHOCTM KPYMHbIX ONyX0nei BUOHbI
TeneaHrmaktTasum. Onyxonum pacnonaraioTcs CUMMETPUYHO, FNaBHbIM 06pa30M Ha KOXe nnua, OKoNo HOca, B HOCOTYBHbIX
cknagkax, Ha nogbopoake, nby, B yriax rnas, pexe Ha BOJIOCUCTON YacTy roNoBbl, BEPXHEN YacTy TyNOBMWA, Ha BEPXHUX
KOHey4HoCTsIX. B penkux cnyvasix HabnopaeTcs npeobpasoBaHve B pak. [MCTONOrMYeckm BbISIBASAOTCS NONOCOBUAHbIE
nponudpepatbl 6asanbHbIX KNETOK, UCXOAAWME OT HAPYKHOIO CNOSt BONOCSHbIX CDONNUKYNIOB U OKPYXEHHbIE (oMBPO3HOIA
CTPOMOIA, a TakXXe xapakTepHble KUCTbI Cpean nanucanoobpasHbiX CKOMAEHW KNeTOK, HaNoOMUHAIOWNX HavanbHY
KepaTuHM3auuio Bonoca. B kuctax obHapyXusaeTcs kepaTnHU3MPOBAHHOE COLEPXMMOE, KOTOPOE MOXeET
KanbumndmumposaTbcs. MHOrve aBTopbl 04HOBPEMEHHO 0BHApPYXMBanu y 60NbHBIX TPUXOINUTENNOMbI, LLUAMHAPOMbI UK
CUPUWHIOMBI. Y HEKOTOPbIX B0MbHBIX ObINK BbISABNEHBI TaKXe AMCMNasun Apyrmx opraHos, B TOM YACNE LieHTpanbHas
paclenvHa nuua, KUCTbl B YENIOCTSX, MOPaxXeHN LEHTPaNbHON HEPBHOW CUCTEMbl — anunencus. B cea3m ¢ aTum
COCTOSIHME, BK/IOYAIOWee MHOXECTBEHHbIE HEBOUAHBIE OMYyXO/N KOXMW C OJHOBPEMEHHbBIM HANMYMEM TPUXOSNUTENNOMbI Y
LMAMHAPOMBI, @ TakXe Apyrve aucnnasuu, 6bino Ha3BaHo chakomato3om bpykka—LUnurnepa u, Takxe Kak NATbIiA
dbakomMaTo3s, BK/IDYEHO B rpynny annutenmomaTtosHbix cpakomatos3os (Knoth, Ehlers, 1960; Musger, 1964). 31oT nedekt
nmeeT HOMbLIOE CXOACTBO C NATbIM gpakomMaTo3oM. Binkly n Jonson (1951) Habntonanu TpuxoanuTenmomy B KoMbuHauum ¢
6a3anbHO-KNETOYHBIMU HEBYCAMW, KUCTaMW B MO3O/INCTOM TENe U ONOHTOreHHbIMU KMCTaMK, KOTopble
TpaHcgopMmpoBanuch B ombpocapkoMy ¢ MeTacTasamu v neTanbHbIM UCXOL0M.

Cunapom Xabepa vnnn Eruptio rosaceiformis et epithelioma intraepidermale; cemeiiHbiin po3aueanofobHblil fepMaTos ¢
MN3MEHEHNAMN NYLWKOBbIX BONOC — reHeTn4ecku oﬁycnosneHHoe 3abonesaHuve ¢ ayTOCOMHO-OOMUHAHTHbIM
HacnepoBaHueM. XapakTepnayeTcs CoYeTaHneM XPOHUYECKOro po3aLeanofobHoro nopaxeHns Koxu nuua,
pasBMBalOLWErocs ¢ NeTCTBA, M KepaToTMYECKMX 04aroB Ha 3aKpbIThbiX y4acTKax KoXu, KOTopble MOSBAAOTCS NO3AHEeE.
BbicbinaHus Ha nuue XapakTepunayrTcA MOBbILEHHOW CpOTO'-IyBCTBI/ITe)'IbHOCTbIO. BHauane Ha koxe ek, no,u.6opom<a,
HOCa, nba Bo3HUKaAET JpuTemMa, 0TEe4YHOCTb, 3aTEM TeNleaHI'MaKTa3uu, HebonblKe cnerka wenywawmnecs nanynbl, Menkume
aTpodpmyeckme yyactkm ¢ ONMKyNSpHOM NCThIKAHHOCTbIO. KepaToTunyeckne oyaru pacnonaratoTcs Ha KoXe Tynosuia
M KOHEYHOCTEeN, gocTturas aonametpa 1cmn 6onee, B OaNbHEWMWEM OCTalTCA CTaunoHapHbIMW. |_|pI/I rmcrtonorn4yeckom
nccnenosaHMm KoOXun nmua 06Hapy)KI/IBaIOTCSI napakeparos, akaHTo3, BocnajnTeibHble NU3AMeHEeHNs BOKPYr COCy 0B,
npuBoasime K ubpo3sy. B kepaToTnyeckmx aneMeHTax 0TMEYanTCs napakepaTos, ANCKepaTos, akaHTo3 B
anmaepManbHbiX OTPOCTKAXx, NanunnomMatos, MuToTudeckne curypbl [9—19].

Mpw neveHnn NSTOro oakoMaTo3a Ha po3aLeanofobHble MOPaxXeHNs NMua HapyXHO MCMo/b3YHT KOPTUKOCTEPOUAHbIE
masu, boponaByaTtble oyarv yganstoT MeTonamu paspywexus [2, 3, 11].

Takum 06pasom, NauneHTbl C PakoMaTo3amMu, XapakTepuayoWNMICS N3MEHEHNSIMU KOXHbIX NMOKPOBOB,
HEBPO/OrMYECKUMI HAPYLIEHUSIMU 1 MaTONOrnei BHyTPEHHNX OpraHoB, TpebytoT MHOMBUOYaNbHOrO

MY b TUAUCUMNIMHAPHOMO NoAxXoaa K 06cnefoBaHnio, BEOSHWIO U NIeYEHMI0, YTO MO3BOMUT YNYYlNTb KAYECTBO XUSHUN 3TUX
BGONbHbIX.
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