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KOXHBIE ITPOABJIEHUSA BOJIE3HU PEKJIMHI'AY3EHA: OB30P JIUTEPATYPbBI
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Heiipoduopomaros 1 Tuna — ogHO U3 HanGoIee pacPOCTPAHEHHBIX HelipOKOKHBIX 3a001eBaHuii. Kak npaBuio,
JAepMaTOBEHEPOJIOI CTAHOBHUTCSI MEePBbIM CHEIHAJMCTOM, KOTOPbI MOXKeT 3al003pUTh AaHHOe 3a0oJieBaHHUe.
HecmoTps Ha To, 4TO MyTalus reHa npu 6osae3Hu PexuHraysesa 0blia BbisiBjieHa B 17 xpomocome eme B 1987
roy, 1MarHOCTHKA 3200JIeBaHMs 10 CUX MOP OCHOBBIBAETCS IIABHBIM 00pPa30M HAa BbISIBJEHHU KIMHHYECKHX
cuMnToMoB. Cpeu AMArHOCTHYECKUX PU3HAKOB, PEKOMEeHI0BaHHBIX MeKIyHApPOAHBIM KOMHUTETOM JKCIEPTOB
no Heiipogudpomarosy, 3 KpUTEpPUS OTHOCATCH K KOKHBIM NPOsIBJIeHHsIM. B 1omosHeHMe K KjaccHyecKHMM
NMpU3HAKaM, HAJIMYMe JAPYrHX 3JEeMEHTOB, TAKHX KaK aHeMH4YeCKHi HeBYC M IOBEHWJIbHAasl KCAHTOrpaHyjeMa
TaKKe MOrYT HMMeTh NPOrHOcTHYecKoe 3Havenwe. Heiipopudpomaros siBasiercss MYJIbTHCHCTEMHBIM
3a00JieBaHleM, C Pa3HOOOPA3HON KJIMHHYECKON KAapTHHOMN, MeHsSIIOLIelcss ¢ BO3PAcTOM, YTO O0OCHOBBIBAET
BK/IIOYeHHe B JHCHAaHCePHOe HAOJIOAeHHs] He TOJbKO Bpaya-IepMaTOBEHEPOJIOra, HO U CMEKHBIX
CHEeNHAJUCTOB.

KitroueBrie citoBa: HetipopudpomaTos, 0one3Hp PeximHray3eHa, maTHa «koe ¢ MOJIOKOMY, HeUPO(HHUOPOMEL.

CUTANEOUS MANIFESTATIONS OF THE DISEASE REKLINGAUZENA: A
LITERATURE REVIEW
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Neurofibromatosis type 1 is one of the most common neurocutaneous diseases. Normally a dermatologist is the
first specialist who may suspect the disease. Despite the fact that gene mutation in disease Reklingauzena has
been identified in chromosome 17 in 1987, diagnosis is still based mainly on the identification of clinical
symptoms. Among the diagnostic signs recommended by the International Committee of experts on
neurofibromatosis, 3 criteria apply to skin manifestations. In addition to classic manifestations, the presence of
other elements such as anemic nevus and juvenile xanthogranuloma can also have prognostic value.
Neurofibromatosis is a Multisystem disease with a varied clinical picture, varying with age, which justifies the
inclusion of follow-up not only of the doctor-dermatologist, but also related professionals.

Key words: neurofibromatosis, disease Reklingauzena, spots «cafe-au-lait», neurofibromas.

O030p JuTEpaTYpHI

HeiipogubOpomaros npezcraisier coO0i reHeTUYECKH FeTepOreHHYI0 IPYIIy HaciaeICTBEHHbBIX
MOHOT€HHBIX 3a0oieBaHuil. B Hacrosimiee Bpemsi omMcaHo 7 TUIOB, M3 KOTOPBIX HauOoJbliee
KITMHAYECKOE 3HAYCHUE UMEIOT TIEpBhIC JBA.

bonesnn Pexknunraysena (BP, neitipoduOpomaros | tuma, nepudepudeckuii Heiipopudpomaros,
H® 1) ortHocuTCS K TpyIlIe CHCTEMHBIX HACIEICTBEHHBIX HEHPOKYTAaHHBIX (PaKOMAaTO30B H
XapaKTEPU3YeTCs] PA3BUTHUEM OITyXOJIeH SKTOACPMAIBHOTO MPOUCXOKAEHUs. 3abosieBaHHEe OBLIO

ornucano B koHue XIX Beka yueHukoMm Pynonbda Bupxosa @punpuxom ¢oH PexkauHrxayzeHom.
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BP Bctpeuaercs ¢ wactoroit 1:2000 — 1:3500 macenenus, B Poccun 1,28: 10000 [6,7,16,20]. O6a
noja OONEIOT OJMHAKOBO dYacTo. THI HacleZOBaHUS ayTOCOMHO-JOMUHAHTHBIM C BBICOKOU
neHeTpaHnTHOCThIO (O1r3Koi K 100%) 1 BapuabenbHO# SKcpeccuBHOCTHIO [5,6,20].

I'en HO® 1 6511 BoIsiBIICH B 17 Xpomocome Ha jtokyce ql1.2 B 1987 roay. OH skcnipeccupyercs B
IIBAHHOBCKUX KJIETKaX, MEJIAHOLMTAX, JICHKOLUUTAaX, KIETKaxX HaAMNOYEYHHUKOB, LEHTPaJIbHON
HEPBHOM CHUCTEMBI U KoaupyeT Oenok Hehpodpubdpomun [7,8,16]. benok comepxut ocoObIil TOMEH
(H®1-I'PO), xOTOpBIii OKa3blBaeT TOPMO3HOE BIUSHHE Ha MPOAYKT mpooHkoreHa RAS u B HOpMe
HHTUOMPYET ero (PyHKIMIO, 32 CUET Yero 0OeCIeunBacTCs CYMPECCOPHBIH 2P(EKT B OTHOIICHUH
KJIeTO4YHOM mnponudepanuu. BozneiictBue mpoonkoreHa RAS He orpaHuuyMBaeTcss yyacTHEM B
nponudepaTuBHBIX MpoIeccaX, OMUCAHO €ro BIUSHME Ha (QOPMHUPOBAHUE KOTHUTHBHBIX
HapyIICHUI B BUJIC 3aTPYAHEHUS B Mpoiiecce 00yUeHUs YTCHHIO, THChbMY, MaTeMaTuke [6,8,18,20].

OCHOBHBIMH ~ JIMarHOCTMYECKUMM  KPUTEPUSAMM  SIBIIIOTCS ~ KIMHUYECKHE  CUMIITOMBI,
peKoMeH10BaHHbIE MeXTyHapOAHBIM KOMUTETOM SKCIEPTOB MO Helpodubdpomarosy, NpUHSTHIE B
1988 rony. B coorBeTcTBUM C JaHHBIMU KpUTEpUSIMH AMarHo3 BP MoxkeT ObIThb yCTaHOBJIEH NpuU
HAJIMYUK y OOJILHOTO MUHUMYM 2 Mpu3HaKoB [3,4,22].

1. Hanuuue 5 u Oosiee MUIMEHTHBIX IISITEH LIBETA «KO(e C MOJIOKOM» TMaMETpoM Ooiiee 5 MM y
nerel 10 myOepTaTHOro Bo3pacTa M HE MeHee 6 IsATeH JuameTrpoM Oonee 15 MM B
MOCTIyOepTaTHOM BO3pacTe;

2. BecHymgaTocTh B MOJAMBIIIECYHBIX W/HITH MMaXOBBIX CKIIAJKAX;

3. He menee 2 neiipoubpom ir060ro TN UM OAHA TIeKcupopMHast HelipopuOpoma,

4. Jlucrnasus KpbUla KIMHOBUIHON KOCTH WM BPOXKAEHHOE UCTOHYEHHE KOPTUKAIBHOTO CIIOS
JUTMHHBIX KOCTEH C ICEBI0apTPO30M MK O€3 HETO;

5. T'mroma 3puTenbHOro HEpBa;

6. He menee 2 y3enxos Jluma (ramapToMbl) Ha pagyXkKe, BbIABISEMbIE IIPU UCCIEI0BAaHUU C
MIOMOIIIBIO IIEIEBOH JIaMIIbI;

7. Hanuune H® 1 y po/icTBEHHUKOB NEPBOM CTENEHU POJICTBA.

W3 Bcex MMAarHOCTHYECKUX KPUTEPUEB KOXKHBIC MPOSIBICHHS SBISIOTCS HaubOoyiee 3HAYUMBIMHU,
TaK KakK JOCTYIHBI IPH OCMOTPE U 3a4acTyIO ObIBAIOT MEPBBIMU CUMIITOMaMH OOJIE3HU.

[TurmeHTHBIE TIATHA 1BeTa «Kode ¢ Mojokom» (Pppanu. «café-at-laity) mepBblit 1 MOCTOSHHBIN
npu3Hak Oone3Hu Peknmuraysena, Bctpevarouuiicss B 95% ciydaeB. [IurmMeHTHbIE MATHA MOTYT
BBISIBISITBCSL TIPH POXKACHWHM, HO 4Yalle TOSBISAIOTCS K TPEXJIETHEMY BO3pacTy, Ha 3aKpPBITHIX
ydactkax tena [3,9,13]. OHu mpeacTaBisioT co00li MOHOXPOMHBIE TISITHA OT CBETIO-OEKEBOTO JI0
TEMHO-KOPHUYHEBOTO IIBETA, OAHOPOJAHBIE MO CTPYKTYpE, OKPYTJIBbIX WM OBAIbHBIX OYEpPTaHUH, C
POBHBIMH KpassMH W YETKUMH TpaHHWIaMH. Pa3Mmepel MOTyT BapbHUpOBaTh OT HECKOJBKHX

MUJUIUMETPOB N0 HCECKOJIIBKUX CAHTHUMCTPOB, OJHAKO JHATHOCTUYCCKU 3HAYUMBIMH ABJIAIOTCA



MATHA JUAMETPOM OoJjiee 5 MM y neTelt 1o mydeprara u 6osiee 15 MM Mmocie MoJIoBOro Co3peBaHuUs
(puc.1). Pa3mep mnsATeH yBenMYHMBAETCS IPOIOPIMOHAIBHO pocty pedenka [7,16,20]. Ilpwu
TUCTOJIOTMYECKOM MCCIIE0BaHNU B O04arax OOHapy»KMBAETCs MOBBIIIEHHOE CO/AEP)KAHUE MEJIaHNHA
B Menanonurax [2,9,13]. IlurmeHnTHble TmATHa 1BeTa «KOPEe C MOJOKOM»  CJIEIYET
muddepeHIpoBaTh € TUIEPIUTMEHTUPOBAHHBIMU HEBYCAMHU, MEJIAHOIMTAPHBIMU HEBYCAMU,
MMOCTBOCHAIIMTEIBHON TUIIEPITUTMEHTALIUEH.

Becnymiku (cumnrom KpoyBa) — 3TO mUrMEHTHpOBaHHbBIE IATHA, pa3MepoM 1-3 MM CBeETIIO-
KOPUYHEBOT'O 1[BETA, JOKAIMU3YIOLIUECS B MOAMBIIIECYHON H/WIK aXOBOM 00J1acTH, TI0JI MOJIOUHBIMHU
&Kelle3aMM, KaK TMPaBUIIO, MOSBISIONINECS Ha BTOPOM TOJy HU3HHU, PEKE B MEPBbIC MECSIBI MOCIIE
poxnaenusi. ComHeuyHOE U3TYYEeHUE HE SIBJISCTCS MPOBOLUPYIOMUM (aKTOPOM WX BO3HHUKHOBEHUS, B
OTIMYUE OT OOBIYHBIX BecHyIIEK. [IJi1 WX BOSHUKHOBEHHSI MMEET 3HAUCHUE TPEHHE M Maleparus
[2,3,5]. HactoTa BhIssBIICHHs BeCHYIIIEK mpu Oosie3Hu Peknunraysena Bappupyet ot 21% 10 93,7%
[9,13,16].

Hefipopubpombr — 3TO 100pOKAYECTBEHHBIC OIMYyXOJH, IPOU3BOJHBIC HEPBHOW O000JIOYKU
nepudepuyecknx HepBoB. OHM COCTOST W3 PA3TUYHBIX THIIOB KIETOK: IMBAHHOBCKHX KIIETOK,
(bubpo6IaCTOB, TYYHBIX KJIETOK, SHIOTEIHANbHBIX KIETOK, a TaKXe KOJUIAr€HOBBIX BOJIOKOH
[3,10,16]. HefipoduOpoMbl MpeaCTaBIAIOT COO0 OKPYTIIbIE Y3€TIKH Ha KOXKE H/UIIK B TOJIIE KOXKH,
MSTKOJIACTHYECKOW KOHCHCTEHIIMH, CHHIOIIHO-KPACHOTO IIBETa W/ WJIM I[BETa HOPMAJIbHOW KOXKH,
pa3mMepamu OT MPOCSHOTO 3epHa 10 5 cM u 6onee (puc. 1, 2). Ipu nanbnanuu 6e300e3HEHHbIC, 3a
UCKJIIOUEHHEM CIy4aeB BOBJICUEHHs MepUPEepUuecKUX HEpPBOB, KOTJAa BO3HUKAIOT T'MIIOCTE3UU U
001, HpPaTUHUPYIOIIHE B COOTBETCTBYIOIIME 30HbI HHHEpBauu [6,7,11].

B Hactosiiiee Bpemsi HeT eAMHON Kiaccudukanuu Hedpoduopom. M. Ruggieri u coasrt.
NpE/IaraloT BBIACIATh MOBEPXHOCTHBIE M TIyOOKkuMe oOpasoBanus, a J. Zeller u coasr.
NOAPA3IeISIFOT MX Ha KOXKHbIe, IMOIKOXKHbIe M Iuiekcudopmubie [26,29]. Takoe paszmuune
MPOUCXOJUT  BCJIEACTBUE HECOOTBETCTBUS KIMHMYECKHX IMPOSABICHUH T'MCTOJIOTHUYECKOMY
pacriosioskenuio  Heripopuopom. A. Hernandez-Martina u coaBt. B 2016 TOAy MOMBITAIUCH
00BEIMHUTDH JaHHBIE KJIACCU(PUKALUU. ABTOPBI pa3ieistoT HeHpoduOpOMbl Ha MMOBEPXHOCTHBIE U
r1y0oKHe, TpU 3TOM K TOBEPXHOCTHBIM OTHOCSAT KOXKHBIE (JIepMajbHbIE) W MOJKOXKHBIE
HEHpoprOPOMBI, KOTOPBIE PACIIONOKEHBI B TUIIOJIEPME, OHAKO TAK)KE€ MOTYT UMETh JAepMallbHbIN
KoMIoHeHT. K Tiy0oKuM OTHOCAT TieKCupopMHyIo Helipodhuopomy [16].

[IpoBonupytonm ¢akTopoM pocta Heilpohudpom SBIsSETCS TOPMOHAIbHas IepecTpoika
opranusMma: nyoeprar, 6epeMeHHOCTh. Ha HaualbHOM 3Tame pa3BUTHS KOXKHBbIE HeHpodpuOpombl
MOTYT HE BU3YaJH3UPOBAThCA, B TOXE BpeMs C ToJaMH JOCTHUTaTh OOJBIIUX pPa3MEpOB,
KyIoJI0OOOpa3HO BO3BBIIIASACH HAJl TMOBEPXHOCTHIO KOXKU. Takum oOpa3oM, NepBble BHUIUMBIE

AIIEMEHTHI MOSIBIIIOTCS B TIEPHOJT TIOJIOBOTO co3peBanust [5,6,11].



HetipoduOpoMbl manbnupyroTcs Kak MOJKOXHBIE 00pa30BaHUs, PACIONOKCHHBIC JTUHEHHO IO
X0y nepuepuuecKix HEPBOB, MATKOIACTUYECKOW KOHCUCTEHIINH, ITPU TaJIbIIAl[MK CIBUTAIOTCS B
MOTNIEPEYHOM HAIPaBJICHUM BMECTE C HEPBHBIM CTBOJIOM, XapaKTEPHBIM CHMIITOMOM SIBJISCTCS
MPOBAIMBAaHUE Tajblla MPH JIETKOM HaJaBiIMBaHUU ((PCHOMEH «KHOINKAa 3BOHKa»). Moryt
JIOKAJIM30BaThCs HA JIFOOOM yYacTKe Tejla, OJIHAKO HECKOJIBKO Yallle BCTPEYAtOTCsl Ha TOJIOBE H IIee,
B 3TOM clly4ae uX Heo0xoaumo auddhepeHnnpoBarh ¢ yBeaudeHHbIMU duMdoy3namu [5,7,10,16].

I'myGokue miekcupopmMHbie HEHPOPHUOPOMBI OOBIYHO MPHUCYTCTBYIOT C POXKACHUS U OCTAIOTCA
HE3aMCUCHHBIMH TIPU  KIIMHUYECKOM OOCIEeJOBaHWHM JO TeX TIOp, II0OKa HE TMOSBISAETCS
HEBPOJIOTUYECKAs CHMIITOMATHKa (T1apecTe3nu, mape3bl, OTEPsi YyBCTBUTEIBHOCTH, 0OJIb) WIIN K
oHU oOHapyxuBatorcs npu nposeraeanu MPT uccienosanus [3,16]. ITo manueim U. Dagalakis u
COAaBT. PacIpPOCTPAHEHHOCTH IUIEKCU(DOPMHBIX Helipogudpom y neteit cocrasiser 10%. Y 8 — 13%
OonmpHBIX BP OHM MOTYT 0370KauecTBIATHCS, MeEpepokaasch B HelpodudOpocapkomy. O
37I0Ka4eCTBEHHON TpaHC(OPMAIMK CBHIETEIHCTBYET HEMPOXOJAInasi 00ib, OBICTPOE YBETUUCHHE

pa3MepoB, MOSBICHUE YILIOTHEHUI, HEeBpoJoruyeckas cumnromaruka [3,12,19].

Puc. 1 ITaruent A. 18 ner. bonesns Pexknuaraysena. [TurmenTHbIC MSITHA «KO(E C MOTOKOMY,

MHOECTBEHHbIE KOKHbIE HEHPO(HHUOPOMBI Ha KOXKE TIepe/IHel OPIOIIHOM CTEHKH.



Puc. 2 [Manuent B. 47 net. MHOXECTBEHHBIE KOXKHBIC HEHPOGHUOPOMBI Ha ClTUHE OOJIEHOTO

Helipodubdpomarozom I Tuna.

[TaTHa «KOe ¢ MOIIOKOM» BCTPEYAKOTCS HE TOJIBKO Ipu bP, HO M nipu Ipyrux HacleICTBEHHBIX
cuHIpoMax ®  3abomeBaHmsax.  JuddepeHnmanpHas ~— IHATHOCTHKA  TPOBOAMTCA  C
Heiipoubpomarozom 2 THma, ceMelHbIMU TsiTHamu  «café-at-laity, cumapomom LEOPARD,
cuaapomom  McCune-Albright, cungpomom Noonan wu  ApyruMH  MYJIBTHCHCTEMHBIMH
3a00JIeBaHUSMH.

B wactHOCTH, TIpH HelipoduOpomaToze 2 TUNA MATMEHTHBIC MATHS I[BETa «KO(PE ¢ MOJIOKOM)
BcTpevarores y 80% OOJIbHBIX, OJJHAKO JUAarHOCTHYECKasl IIEHHOCTh MX MEHEEe 3HauuMa, 4eM TP
BP. Taxxxe Oonee xapakTepHBIM SIBISETCS Pa3BUTHUS IIBAaHHOM, yeM Helipodubpom. U3 omyxomneit
[MHC mnpeoOnagaroT MEHWHTHOMBI, TJIHOMBI, IIIBAHHOMBI. XapaKTEepHa IOBEHWJIbHAS 3aJHSsS
cyOkarncynspHas karapakra [5,6,16].

Cemeitnbiii xapaktep msten «café-at-laity momken ObITH 3amomo3peH NPH  BBIIBICHUH Y
POJICTBEHHUKOB Pa3HbBIX MMOKOJICHHM, MPH OTCYTCTBHH JPYTUX NpOsBICHUI HeipodubOpomarosa 1
tuna. Tum HacleIOBaHUS ayTOCOMHO-JIOMHHAHTHBIH, OJHAKO, 1O CHUX TIOp HE OIUCAHBI
TeHETUYECKUE MYyTalMH, TPUBOJISAIINE K MOSIBICHUIO TUrMeHTanuu [9].

[TurmenTHbIe TIATHA Y 00BHBIX ¢ cuHapoMoM LEOPARD, kak mpaBuiio, HMer0T 00jiee TEMHYIO
MOJIUXPOMHYIO OKPAacCKy, TOJHMIOHaJIbHBIC ouepTaHus. KpoMe KOXKHBIX MPOSIBICHHH y MAalUECHTOB

obHapyxkuBatoTcst uaMeHeHus OKI, rma3Hoil rumeprenopusM, CTEHO3 JIETOYHOH aprepuw,



aHOMAJIMM Pa3BUTHS TOJOBBIX OPraHOB, HEHPOCEHCOpHAasl IIyXOTa, 3aJepiKa pocTa U pa3BUTHUS
[1,16,23].

Hus cunaapoma McCune-Albright xapakrepro Hanmuuue msaTeH «kode ¢ MOJIOKOMY» OOJIbIINX
pasmepoB, uem npu bP, ¢ HepoBHbIMH KpasMH, HEUETKMMU TpAHUIAMH, MOJUTOHAIbHBIX
OUYepTaHUU, YaCTO PACMOJOKEHHBIX C OJHOM CTOPOHBI, CerMeHTapHO. Takke y OOJbHBIX
BbISIBIIsIETCS] GUOpO3Has MUCIIa3us ¥ runep@yHKIUS SHIOKPUHHBIX jkene3 [9,28].

[Mamenter ¢ cuagpomoM  Noonan  QeHoTHnUYeckn TOXO0XKHM HAa  TAlUEHTOB  C
HelipoduOpomarozom 1 Tumna. BojbHBIC, Kak MpaBHJIO, HU3KOTO POCTa C KOPOTKOH Ieed u
TPEYrOJbHBIM JIUIIOM, JJISl HUX XapaKTepHO HAJMYHE MATEH «KOo(de ¢ MOJIOKOM», BECHYIIYaTOCTh B
MOJIMBIIIEYHBIX M MTAXOBBIX 00JacTAX, MUKpoLedanus, NTo3, CTEHO3 JIETOYHON apTepuu, CHIKCHHE
uHTeluiekta. OmHako mpu cuuHapome NOONan He 0oOHapy)KHMBAIOTCS KOXKHBIE HEHPO(UOPOMEI,
OIyXOJIM IIEHTPAILHON HEPBHOM cHcTeMbl, y3eiku Jluma [3,25].

CrnenyeT OTMETHTb, YTO XapaKTepHbIe KIMHHUYecKHue mpusHaku BP mosBisioTcs y OOJIbHBIX B
pasHble TEPUOIBl KU3HHM, W TIO0 OTIACIBHOCTH HE SBISIOTCS MaTOTHOMOHUYHBIMH, MOITOMY
MOCTAaHOBKA OKOHYATENILHOTO JMArHo3a MOXeT ObITh OTCpoueHa Ha MHorue roxael. A. Hernandez-
Martina u A. Duat-Rodriguezb 8 2016 romy cooOriaroT, 9TO B IOMOJHEHHH K KJIACCHYECKUM
nposiBieHusiM bP (msaTtHa «kode ¢ MookomM», BeCHYIIKH U HeHpouOpoMbl), y OOJNBHBIX YaCTO
BBISIBIISIIOTCSL IPYTHE KOXKHBIE CHUMIITOMBI, KOTOPhIE MOTYT MMETh NMPOTHOCTHYECKYIO HEHHOCTh Y
MAIMEHTOB C HEYCTAHOBJICHHBIM JUAarHO30M. K HUM OTHOCATCS: aHEMHUYECKUI HEBYC, FOBEHUIIbHAS
KCaHTOrpanynema, nuddy3Has runepuurMeHTalys, THIoNUIMEHTHPOBaHHbIe MsiTHA [17].

Haubonee wuacTo BBIABISETCS aHEeMHMUYECKHl HeByc. BmepBble cBs3b MexIy O0JI€3HBIO
Pexnunraysena u anemuueckum HeBycom mpennonoxuia Naegeli B 1915 r. Anemudeckuii HeByc
MpeJCTaBIseT co0O0W OJieAHOE HEMPaBUJIBHBIX OUYEPTAHWH IATHO, pa3MepaMH OT HECKOIBKHX
MWIJIMMETPOB 10 HECKOJBKUX CaHTUMETpoB. HeByc Moxer ObITb OJUHOYHBIM WU
MHOXKECTBEHHBIM M pacIojlaraThCsi Ha JIIOOOM ydyacTKe, 4Yalle BCTPEYaeTcss B OKOJIOTPYAWHHOU
oOnactu. KnuHuueckn oH He Bcerja OOHAapYXUBAETCSl U MPOSBISETCS IMOC]IE HE3HAUYUTEIBHOIO
TPEHUSI KOKHBIX MOKPOBOB, IIPU 3TOM OCTaBasiCh HEM3MEHHBIM OJIETHBIM MATHOM Ha (oHe oOlIiei
runepeMuu  370poBoit  koxkm [11,17,27]. M. Marque u COaBT. OTMEUAalOT BBICOKYIO
pacrpoCcTpaHEHHOCTh aHEMHUYECKUX HEBYCOB Y JI€TEH, O/IHAKO, 3a4acTyl0 OHU OOHApY>KUBAIOTCS B
Oojee Mo3IHEM BO3pacTe IMPH OCMOTpPE JEpMaTOJIOTOM, TaK KaK OCTAlOTCS HE3aMETHBIMM IS
ponuteneid. Bnocnenctsuu y 50% nereit ¢ aHeMHUUeCKUMU HEBycamMH ObUI MOATBEPKICH JHUarHo3
Oosie3np Pexnmaraysena [17,21].

IOBeHmIbHAs KCaHTOTpaHylIeMa sIBJsieTcs Hauboliee pacpoCcTpaHeHHOW (OpMOii THCTHOUTO3A.
Ona mpeacTaBisieT co00¥ mamyay OKpyTJIol WM OBaJIbHOM (DOPMBI, TIJIOTHOBATONW KOHCHUCTEHIINH,

pasmepamMu OT 1 10 2 CM, KEITOBATOrO WU KPACHO-XKEITOro IBeTa, 0e300JIe3HEHHAs TMpH



najbhanuy. XapakTepHa CIOHTaHHAs WHBOJIOUUA B myOepraTHoM nepuozae. HOBeHWIIbHBIE

KCaHTOT'PaHYJIEMbl MOTYT OBbITh €IMHUYHBIMUA M MHOXECTBEHHBIMU. JIOKaIM3YIOTCS Yale BCero Ha

JIMIIE, BOJIOCUCTOW YacTH TOJIOBBI, TYJOBHUIIE, PEeKe Ha CIM3UCTBIX oOomoukax. Ilo manHeiM M.

Fenot (2014 r.) pacipocTpaHEHHOCTh FOBEHUIBHON KCAHTOTPaHyJIeMbl y 00IbHBIX BP Bapbupyer ot

0,7% y B3pocibix 10 37,5% y neteit, ocobeHHO y neTeit B Bozpacte a0 9 net [14,15,24].

Taxxe y marueHTOB ¢ 00JIe3HBbIO PekiimHTay3eHa MOKeT BeTpeuaThes 3y, nuddysnas runep- u/
win runonurmerTanus. 3y 6ecrokout 20% O6onbHBIX BP 1 CyIiecTBEHHO CHIKAeT MX KaueCTBO
xu3Hu. Jluddys3Has TUNEPHUTMEHTAIUs OTUYETJIMBO BBISBISETCS NpPU CPAaBHEHUU TOHA KOXKHU
OO0JILHOTO ¢ TOHOM KOKH JPYT'MX 3J0POBBIX 4IeHOB ceMbu [7,17].

HeiipohubpomaTo3 omaceH NpekIe BCEr0 CBOMMH OCJIOKHEHUSMHU, BO3HUKAIOIUMHU TIPH
HECBOEBPEMEHHOW  JMAarHOCTHKE, 4YTOo  OOyClaBiIMBaeT HEOOXOAMMOCTh  JAMCIIAHCEPHOTO
HaOmonenus. Hanbonee mNPOrHOCTUYECKH HEONArOMpHUsTHBIM OClOXKHeHHeM bP  saBisercs
03JI0KaYeCTBIIEHHE uMeroluxcsa HeripoguoOpom. Taxxke k ocnoxuenusm H® 1 otHocsTcs rmuoma
3pUTEIBHBIX HEPBOB, MPUBOAAIIAS K CIENOTE, (PEOXpPOMOLIUTOMA C PA3BUTHEM CHUMITOMATHUECKOU
3JIOKAYECTBEHHOW apTepuanbHoi runeprensud. [Ipm BP onmcanbel BacKynuTel, NpuBOAsAIIuE K
CTEHO3y MMOYCUHBIX apTepHid, Koapkraruu aoptsl [6,10,11].

Takum o00pazoM, paHHSS IUArHOCTHKAa M JUCIaHcepu3anus OOJIbHBIX HelpopudpomMarozom
MMEeT pelnaroniee 3HaueHHe B MPOTHO3€ M KadeCcTBE XKU3HU NanueHTOB. [loBbimieHne 3HaHUN 00
YKa3aHHOUM MaTOJIOTUU Y CIEIHAIUCTOB pa3HOro mpoduist OyaeT crnocoOCTBOBaThH CBOCBPEMEHHOM
muarHoctuke H® 1 u BeIgBIEeHUIO OclokHEeHUH. bone3Hp PexnuHrayseHa sBisieTcs OJHUM U3
3a00JeBaHUH, Iie Ba)KHA IPEEMCTBEHHOCTh B pab0OTe Bpaueil pa3HbIX CIEUATBbHOCTEH.
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