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Helipochubpomamo3s 1-ro muna unu rurasmckuill MenasouumapHbolii HeByc:
npobnembl guUarHocmuxu
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Heiipogubpomamos 1-co muna (H®-1) — nacredcmeennoe 3abonesanue, nopaxcaroujee npeumMyuieCmeenHo Koxcy u nepugepu4eckyro
HepsHyto cucmemy. Eounuunsie npusnaxu koxcnvix nposeaenuii HO- 1 mocym 6vimo cotmumupogansi Opyeumu HelipoKONCHbIMU CUHOPOMA-
MU Uy covemamsucs ¢ HUMU. B nacmosiujee epems Ha amb6y1amopHO-NOAUKAUHUMECKOM Smane He 6cee0a yoaemcsi nposecmu 0emanbHoe
obcaedoganue nayuenmog ¢ H®- 1 u onpedeaums nokazanus 04s cO8PEMEHHO20 OUASHOCIUYECK020 00C1e008aHUS 8 YCAOBUSX CREUUANU-
3UPOBAHH020 CIMAYUOHADPA, HINO MOXCem OblMb 8ANCHbIM 015 8epugurkauuu duaenoza. Aemopamu npedcmaenel Kpamkuii 0630p omeuecm-
BEHHOI U 3apYOENCHOI AUMEPAmMypbl U KAUHUHECK0e HaO0eHUe NAUUEHMKU CO CRelupUUecKUM NOPAdNCeHUeM KOJCU Ha (oHe 8DPoNCcOeH-
H020 2u2aHmcKo020 meaanoyumaproz2o Hegyca. Ilpoananusuposamnst npobremot duppepenyuansroil duaznocmuxku HD-1 ¢ epoxcdentbim
2ULAHMCKUM MEAAHOUUMAPHBIM HEGYCOM.

Karoueewie caosa: neiipogpubpomamos 1-eo muna, 6one3uv Pexaunexayzena, 6podcoeHHblil MeAaHOUUMAPHLLIL Hegyc, OupgepeHyuarbHas
duaeHocmuka
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NEUROFIBROMATOSIS TYPE 1 OR GIANT MELANOCYTIC NEVUS: PROBLEMS OF DIAGNOSTIC
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Neurofibromatosis type 1 (NF-1) is a hereditary disease mainly affecting skin and peripheral nervous system. Individual signs of cutaneous
manifestations of NF-1 can imitate or be combined with other neurocutaneous syndromes. At present on the outpatient phase is not always
possible to conduct a detailed examination of the patients with NF-1 and to determine the indications for modern diagnostic examination
in a specialized hospital. It can be important to verify the diagnosis. The authors presented short review of russian and foreign literature and
clinical case of the patient with a specific lesion of the skin against the background of congenital giant melanocytic nevus. Problems of dif-

ferential diagnosis of NF-1 and congenital giant pigmented nevus were analyzed.
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BpoxkaeHHBIN THTaHTCKUI MeJlaHOUMTApHbINA He-
Byc (BIMH) — nob6pokayecTBeHHOE€ HOBOOOpa3oBaHUE,
B OCHOBE Pa3BUTHUS KOTOPOTO JIEXUT MUTPALIUS B IM-
OpHOHANBbHOM TEPUOJIE MEJIaHOOIACTOB U3 HEUPOIK-
TOJAepMabHOI TPYOKM B 6a3aIbHBIN CI0I dNUaepMUca
[1]. BTMH, kak npaBuio, BbISIBIASETCS Cpa3y Mocje po-
KJIEHUS WU B TeUYeHUE MEePBbIX HeleIb XXU3HU peOeH-
Ka 1 pocturaet 6osiee 20 cM B 1uaMeTpe BO B3POCIOM
Bo3pacTte. UMerTcs cOOBIIEHUS O CEMEMHBIX Cydasix
3aboneBanus [20]. 3aboneBaemocth BITMH Heyki10oH-
HO pacTeT C KaXAbIM T'OJIOM U COCTaBJSIET MPUMEPHO 1
cirydait Ha 20 ThIC. HOBOPOXAEHHBIX [8]. PanHgag nu-
arHoctuka BIMH nmMeet Gosbllioe 3HaUueHUE B CBI3U
C ero TSKEeJIBIMU OCJIOXKHEHUSIMH, TAKUMH KaK MeJa-
HOMa U HEeHpOKOXHBII MenaHo3 (0oe3Hp PokuTan-
CKOTO0), a TaK;Xe HeTaTMBHBIM BIMSHUEM Ha Ka4eCTBO
KW3HU U TICUXOJIOTUYECKOE COCTOSTHIE TalllieHTa 1 €TO

ceMbu. Puck pa3Butus meaaHomsl Ha pone BTMH co-
craBisieT 6—10 %, HeIipOKOXKHOTO MeJlaHo3a — 110 45 %
[13, 19].

Knunnuecku BITMH niposiBasieTcst B BUae MHTEHCUB-
HO MUTMEHTUPOBAHHOTO MPUTMOJHSITOTO [JIAAKOTO WU 60-
ponaByaToro 6€3060/€3HEHHOI0 00pa30BaHUSI C YETKUMU
rpaHuliaMu. Ero moBepxHOCTbh HEpOBHas, MOKPHITA Be-
TEeTUPYIOLIMMU pa3pacTaHUSIMU, a UHOTAA OOJIbIINM KO-
JIMYECTBOM MYIIKOBBIX UM 00JIee XKEeCTKUX BOJIOC (sIBJe-
HUS TUNIEPTPUX03a), HAIIOMUHAET LIKYPY XXUBOTHBIX [8].
OnHako y HOBOPOXIEHHBIX U IeTell paHHEro Bo3pacTa
BI'MH moryT ObITh MIOCKUMHU, CJ1a00 MUIMEHTUPOBAH-
HBIMU U COIEPKATh Majioe KOJTMYECTBO BOJIOCSHBIX (hoJI-
sukynoB [20]. Xors BITMH MoxeT 3aTpoHyTh J100YI0
00J1acTh Tesia, HanboJIee YacTo MopakaeTcst Koxa TyJI0BU-
11a, pexe — KoHeuHocTell u ronosel. Hekotopsie BTMH,
3aTparnBaloe HECKOJbKO aHATOMUYECKNX CETMEHTOB,
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C YYETOM MX JIOKaM3allii Ha3BaHBI KaK MPEIMETHI OJie-
XIBI: «KyTaJbHUK», «pyKaB», «<BOPOTHUK», «KHIJIETKA»,
«TiepyaTkmu». Takke XxapakKTepHO HaJIMIue MEJTKUX HEeBY-
COB-CaTe/UIMTOB, pacloaraloluxcs BOJM3u OCHOBHOTO
obpasoBanus [16, 20].

B nuarHocTrke mTaHHOM MaTOJIOTUH, TOMUMO OCMOTpa
U cOopa aHaMHe3a, B HACTOSIIIEE BPpeMS UCIOJIb3YIOTCS
pa3IMIHbIC METOIBI, BKITIOYAS IePMATOCKOIIIIO, MATHUT-
HO-pe30HaHCHYI0 Tomorpaduio (MPT) u rucronoruye-
cKkoe ucciaenoBanue [3, 7]. [eHeTMueckoe uccaeagoBaHUe
HEOoOXOIMMO IIPU IMOA03PEHNHN Ha HACJCACTBEHHBIN Xa-
pakTep 3a0oneBanus. [1okazaHo, 9TO B OOIBIIMHCTBE CIIy-
yaeB HaclieacTBeHHOro xapakrepa BITMH onpenenstorcs
XpPOMOCOMHBIE abeppaumu B 1, 12, 19-i1 mapax XxpoMocom
[14]. Anddepennmanbubiii amarno3 npu BIMH nposo-
IIT CO CXOMHBIMH IMMTMEHTUPOBAHHBIMH 00Pa30BaHMSIMHU:
IISITHAMU TUTIA «KOe ¢ MOJIOKOM» TIPHU Helipodrdpoma-
to3e 1-ro Tuma (H®-1), HeBycoMm bekkepa, opraHOMIHBIM
(3rMIepMalIbHBIM, CaJIBHBIM ) HEBYCOM, MeJlaHOMOI. Oco-
00 BaxkHOE 3HaUeHMe nMeeT nuddepeHInaIbHas JUarHo-
cruka BITMH, ociioxkHeHHBIX HEMPOKOXHBIM MEJIAHO30M,
n H®-1. I1pu nanHbIX 3a001€BaHUAX, KPOME CXOIHBIX
KOXKHBIX TTPOSIBIICHU, MOTYT pa3BMUBAThCSI aHAJIOTUIHBIE
M3MEHEHMS B LIEHTpaJIbHOUM HepBHOU cucteme [11, 13].
B criopHBIX ciaydasx, TOMUMO CTaHIAPTHBIX METOIOB
MUATHOCTUKH, BO3MOXHO MTPOBEACHNE NUMMYHOTHCTOXM -
MMYECKOTO MCCIIeIOBaHMs C UCIIOIb30BaHUEM peaKTHBa
Melan-A/MART-1 (Melanoma Antigen Recognized by
T-cells 1) [12, 18]. B tutepaType TakKe omvcaHbl CIy4yan
accounarmu BTMH u H®-1 [15, 17]. OnHo U3 nepBbIX
OINMMCaHuii Takoro ciydas npuHamiexut . /1. pon Pe-
KJMHTXay3eHY U BKJIIOYEHO B MOHOTpaduio o 00Ie3HU,
KOTOpas Tenepb HOCUT ero ums (0oJe3Hb PexiimHrxayse-
Ha, uniu HO-1) [21].

MeHeKMeHT 3a00JIeBaHMsI — CIIOCOOHOCTh CTaBUTh
MOCTUXUMBIE 11eJI1 MPY OKa3aHUU MEIUIIMHCKOMN IMOo-
MOIIM, UCTIOJIb3Ysl Haubosiee 2peKTUBHbIE METOHI,
obecrneyrBasi JOCTaTOYHYIO U CBOEBPEMEHHYIO pecypc-
Hy10 ToMollb ((DUHAHCUPOBAHMWE) BCEX YYACTHUKOB
JieyeOHOro mpolecca U pacrpeaessis OTBETCTBEHHOCTh
3a pe3yabraT [2]. HecMoTpst Ha 04eBUIHOCTb U Xapak-
Tep MOPaXeHUsT KOXHU, IeHTPaJbHOU U mepudepuyde-
CKOI HEPBHOM CUCTEM, BHYTPEHHUX OPTaHOB Y OOJIBHBIX
H®-1, a Takke MHTEHCUBHOE Pa3BUTUE COBPEMEHHBIX
METOJ0OB TMarHOCTUKM, 10 HACTOSIIIETO BPEMEHM COXpa-
HSTIOTCSI TIPOOJIEMBI TMAarHOCTUYECKOTO MEHEIKMEHTA
(cmocoOHOCTH BBIOpaTh Haubosee 3(pHeKTUBHBINA METOA
JMIMAaTHOCTUKHW) TIpX OOpallieHnU NalMeHTOB, B YaCTHO-
CTH JIeTei U WICHOB UX CEMe, K Meauarpy, 1epMaTo-
JIOTY U HEBPOJIOTY KaK Ha YpPOBHE MEPBUYHOTO 3BEHA
3MPaBOOXPAHEHMsI, TaK U B PSIJie CIIEIIMATU3NPOBAHHBIX
MeOUUUHCKUX yupexaeHuii [5]. Huxe nmpeacrtaBieH
KJIMHUYECKU I CTyYyail U3 Halleil MpaKTUKU, J€MOHCTPU-
PYIOIINI TIPOOJIeMbl IUATHOCTUICCKOTO MEHEIXKMEHTA
npu H®-1 1 BTMH.

Rnunuyeckuii cnyyaii

Iayuenmxa b., 4 2co0a. Ilepsuuno ocmompena Heiipo-
eenemukxom Hesponoeuueckoeo uenmpa Yuueepcumemckoii
KauHuku Kpacnosapckoeo eocy0apcmeennoeo MeouyuHcKoeo
yHugepcumema um. npogh. B.®. Botino-Sceneuykoeo (Oanree —
HII YK) 6 so3pacme 2,5 eoda (& 2013 e.) no nanpaeienuio
0emcK020 Hegpoa02a nO MeCmy JHCUMeAbCMBa 8 CeA3U ¢ Ha-
AUMUEM C PONCOeHUS 00UHOYHORO 2UNEePRULMEHMUPOBAHHO2O0
NAMHA C8eMA0-KOPUUHEB020 Ygema («Koge ¢ MONOKOM»)
CO MHOICECMBEHHBIMU MEAKUMU 001ee MEMHbIMU 8Kpanie-
HUsMU 6 obnacmu npeonieuvs ciesa. Pebenok npokoncynb-
MUPOBAH 2eHEMUKOM KPAego2o MeOUKO0-2eHemUu4ecKo2o
uyeumpa 2. Kpacrnosipcka — dannvix 3a H®- 1 nedocmamou-
Ho, pekomeHd08aHo Habalodenue 6 JuHamuke. Boicmaenen
npeononodcumensHbiil duaeHo3 «cnopaduyeckuii cayyaii HP-
I», mak kax y podumeneil nayueHmku He 0bL10 8bi16AEHO
KOXCHbIX nposieaenuil. Exceeoono nayuenmra npoxoduia
NAGHOBYILL OCMOMD Y YHACMKO08020 NeOUampa, omme4aioch
yeeauueHue nueMeHmHo20 NAMHAa No Mepe pocma nayueH-
MKU, e20 NOMeMHeHUe 3a cHem CAUAHUS MHOLOHUCACHHDIX
MeAKUX He8yC08 0e0UHO U NOsI8ACHUE ONUHHBIX 02DYOesUIUX
80110C HA HeM (CUMNIMOM <WKYpbl Kpoma»), o0rako ¢ 2013
no 2016 ee. pekomendosanHoe HelipoceHemuKom 0ONOAHU-
menbHoe obcaedosanue y depmamonoea He 0biA0 NPOBEOeHO
U3-3a HU3KOU KOMHAAeHMHOCMU podumenel nauyueHmxku
K @blnoaHeHur pekomendauuii Hetipoeenemuxa HI[ YK
U HEOOOUEHKU 8ANCHOCTNU MENCOUCUUNAUHAPHOO 8E0eHUS
nayueHma ¢ paccmampueaemoli namoaoaueil co CmopoHyl
yuacmioeoeo neduampa. lenemuueckas ouaenocmurxa HD-
1 He nposedena, mak kak cexeenuposarue eena NF1 Ob10
MeXHU4ecKU HedOCMYNHO U He 8X00UA0 8 NPOSPAMMY 20CY-
dapcmeennvix eapaumuil. Tloemopras KoHcyabmayus y Heii-
poeenemurxa HI] YK ne nposoodunace.

B nos6pe 2016 2. no npoepamme «Heiipookynorxoxncroie
CUHOpOMbBL nayueHmia ¢ pooumensamu npuerauwiena 6 HIJl
YK ¢ ueavto nposedenus neiipoogpmanvmonocuuecikoeo oc-
MOMPA U UCKAIOUEHUS NOPAdNCEHUS OPeAHa 3DeHUs, XapaK -
mepnoeo ons HD-1 [6]. Obsexmusro: cocmosHue nayuer-
MKU N0 COMAMu4ecKkomy cmamycy y0o8iemeopumensroe,
YDOBeHb UHMeNIeKMa COOMBEMCMaEYem 803pAcmYy; KONCHbLe
NOKPO8bL uUcCmble, c8emavle, YMEPEHHO 8AAMNCHble; HA KOce
6 obnacmu neoeo naeua u npednieuvbs U3yaiu3Upyemcs
KpynHoe eunepnuemMeHmuposanHoe (MmemMHO-KoOpU4Heaoe)
NAMHO 08ANbHOU POPMbL ¢ YHeMKUMU HEPOBHbIMU KPAAMU,
NOKpbimoe epyobimMu OAUHHBIMU MEMHO-KOPUHHEBbIMU 8010~
camu, pasmep nasmua 16,0 x 7,0 cm (puc. 1a, 6). Co cmopoubi
Heaponoeutecko2o cmamyca — 6e3 udumoli 04az080ii u 00-
wemo32060ii cumnmomamuku. B xode opmanvmonoeuueckoeo
OCMOMPAa NAMOA02UU CO CMOPOHbI OP2aHA 3PEHUS, XapaKmep-
Hott dnss HD-1 [6], He evisicaeno.

Ha ocrosanuu xapakmepa 8udousmeHeHUss NUSMEHMHO20
Hegyca 6 obnacmu 1e6020 naeua U npeonietsbs, OMcymcmaeus
npusnakog nposierenus HO-1 co cmopoHsl koxcu, Hepoao-
eu4eckKoeo cmamyca u opeaua 3penus, duaenoz H®-1 ovia
nepecmompen. Ilposedena dugghepenyuanvras duasHocmurka
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Puc. 1. [lopasicenue xoxcu y nayuenmiu b., 4 2oda (a, 6). Domo asmopos, obssichenue 6 mexcme
Fig. 1. Skin lesions in the patient B., 4y. o. (a, b). Photo was provided by the authors; the explanation is in the text

¢ negycom bexkepa u BITMH. C podumensamu nayueHmxku
nposedena paszssicHumenvuas 6eceda. I[layuenmka enepgoie
NPOKOHCYAbMUPOBAHA 0epMAmMOoN020M, NpogedeHa depma-
mockonus. uaenoz BIMH nodmeepicden, Ho 3n0kauecm-
6€HHAsT MPAHCHOpMayUs Hegyca Ha MOMeHm 00paujeHus
He gbiseneHa. Pexomendosaro Habarodenue 6 OuHamuke y oH-
K00epmamonoed ¢ Yeavto UCKAIOUeHUsl PUCKA MAAUSHU3AUUU,
makdice peKomeHd08ano uzbeeams U30blMOYHOLU UHCOAAUUU
u mpaemamu3sayuu 6 obaacmu Hegyca. Yuumoieas padomeol
D. JI. pon Pexaunexayszena [21] 0 603mM0oxcHOI MUuMuKpuu
H®D- 1 u 603mosxcrom couemanuu eco c BTMH, maxace peko-
mendosana MPT 201061020 M032a, om npogedeHus: KOMopoli
podumenu nayueHmKu 0o Hacmosue20 8pemerU 8030epicu-
saromcs.

[MpencraBieHHbI HAMU KIMHUYECKU cayvaid e-
MOHCTPUPYET BaXKHOCTh TMHAMUYECKOTO TUCIaHCEPHOTO
HaOI0eHNST MAlMEHTOB MJIAJIIEro JETCKOro BO3pacTa
C BPOXIECHHBIMU MSITHAMU TMIEPIUTMEHTAIUNY 1IBETa
«Koe ¢ MOJIOKOM», HanboJiee xapakTepHbIMU 11t HD-1,
MEXIMCUUTUIMHAPHON OpUTagoil ¢ yyacTueM meauarpa,
odranbMosora, HeBpoJsiora (HeliporeHeTrKa) 1 aepMa-
ToJIOoTa, MOCKOJIbKY Mo Mackoit H®-1 B HauanbHOI cTa-
U pa3BUTUS 3a00J€BaHUS MOTYT CKPBIBAThCSI IPYrue
TeHONIEpPMAaTO3bl C BHICOKMM PUCKOM MaJUTHU3AIUU.
Ocoboe BHUMaHUE JOKHO YAEAAThCS MSATHAM, pacmio-
JIOKEHHBIM Ha OTKPBITBIX YYacTKaX KOXMU, MOIBEepPKEH-
HBIX WHCOJISIIIMUA, MAaKpO- U MUKPOTpaBMaM, Kak y Ha-
OromaeMoil HaMU MallMEeHTKU. YKa3aHHble (paKTOpPhI
BHEIIIHEN Cpeibl MOTYT OTPEAETUTD JATbHEHUIIIYIO Cynb0y
pebGeHKa B CBSI3U C BHICOKUM PUCKOM TpaHchOpMaIiuu
MSITHA B MEJIJAHOMY. DTO OOBSCHSET BaXKHYIO POJIb MPU-
BJICYEHUS K AUCTIAHCEPHBIM OCMOTpPaM paccMaTpuBae-
MOU KaTeropuM MaIMeHTOB IepMaTOJIoTa U PETYISIPHOTO
MPOBEICHUS TEPMATOCKOITUM KakK «30JI0TOTO CTaHIapTa»
[4] panHelt qUarHOCTUKYM MEJTAHOMBI HAa aMOyJIaTOPHO-
MOJIMKJIMHUYECKOM 3Tare 3apaBooxpaHeHus. OmHaKo
B TIPEJCTaBICHHOM ClTydae KOMIUTAEHTHOCTh POAUTEIEH

K COTPYOIHUYECTBY ¢ HEPOTeHETUKOM CHIXKEeHa, KOH-
CyJbTallus IepMaTojiora U JepMaTOCKOIMS BIICPBHIC
OBITA MPOBEJAEHBI TOJILKO Ha 4-M TOIY XXU3HU pebeHKa,
HECMOTpPS Ha paHHHE PeKOMEHIAIIMM HEeMpPOTeHEeTHKa,
a ot npoBegeHrs MPT ponuTtenu mauueHTKN BO3IEPXKU-
BalOTCS 0 HacTosmero BpeMmeHu. C Ipyroit CTOpOHHI,
pEeKOMEHIALIMY YYaCTKOBOTIO TlearaTpa 1 HeBPoJIora Io-
JIMKJIMHUKY 110 MECTY XXUTEIbCTBA O BKIIOUEHUHU B TIJIaH
IUCTaHCePU3alMU KOHCYJIbTAllMU IepMaTojIora u aep-
MaTOCKOIMM B aMOYJIaTOPHOI KapTe MallMeHTKX HaMU
HE HalleHo.

Cnexktp nuddepeHInaIbHON AUATHOCTUKU BpPO-
>KIEHHBIX U IPUOOPETEHHBIX MMTMEHTHBIX MSTEH Ha KO-
K€ TOCTaTOYHO IIMPOK. ENMHUYHbBIE 37IeMEHThI TUIIEeP-
MUTMEHTALIMU MOTYT HaOII0IaThCs Y 3M0POBBIX JIOJEH,
HO MOTYT U acCOLIMMPOBATHCS ¢ CUCTEMHOM IaTOJIOTH-
eil. [IsiTHa rMIepNMUIMEeHTallMM MOTYT UMETh pa3InyHOe
MPOUCXOXAEHUE MPU CXOJHON KIMHUYECKOU KapTUHE
U HEPEJKO BCTpeYaroTCs B MPaKTUKe MeauaTpa, 1eTCKOro
JiepMaToJjiora U 1eTckoro HeBposora. [ToatoMy Hanuuue
MUTMEHTHBIX MATEH Y AeTell B OOJBIIMHCTBE CIydyaeB
TpeOyeT JOTIOJTHUTEIbHBIX METOIOB TMArHOCTUKU, TIPO-
BEIIEHUSI OCMOTpPA YIEHOB X CEMbU, KOHCYJIbTALIUU APY-
TUX CITEIMAJINCTOB M TMHAMWYECKOTO AUCIIAHCEPHOTO
HaOOIeHUSI.

H®-1, unu 6one3Hs PexnmHrxay3eHa — MEKIMCIIM-
TUIMHapHas npobjemMa 3apaBooxpaHeHus [9]. HecMotps
Ha IOCTaTOYHYIO N3YYEeHHOCTh KIIMHUYECKUX ITPOSIBJICHMIA
3a00JIeBaHMS, YTBEPKICHHBIX MeXIyHapOIHBIM KOMUTE -
TOM U TIpUHATHIX B PD [10], mo HacTosIIIero BpeMeH! CO-
XpaHSIOTCS MTPOOJIEMBI AMAaTHOCTUYECKOTO MEHEKMEHTA,
00YCIIOBJICHHEIE KaK OTCYTCTBUEM MEXIUCITUTUIMHAPHO-
ro ToaxoAa K AUCITAaHCEPHOMY HaOIIONCHUIO MTAIleHTOB
C paccMaTpHBacMOI ITATOJIOTUEH B TTOJTUKIMHUKE TI0 Me-
CTY XHUTEJbCTBA (TIPUKPEIICHUS ), TaK 1 (B psIIC CIydacB)
HEIOCTaTOYHOI KOMILIACHTHOCTBIO CO CTOPOHBI POIUTE-
JIEW TAIAEHTOB.
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