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Heiipo¢udpomaTo3 1 Tuna — oxHo U3 HauboJIee paCIPOCTPAHECHHBIX HEIPOKOXKHBIX 3a00eBanuii. Kak npasuio,
JAePMATOBEHEPOJIOr CTAHOBUTCH MEPBBIM CIELHMAJIMCTOM, KOTOPBI MOMKET 3aN0J03PUThL JaHHOe 3a00/iIeBaHHe.
Hecmotpst Ha TO 4TO MyTanus resa npu 0onesnn Pexnunrayzena Oblia BbisiBjIeHA B 17 xpomocome eme B 1987
roAy, AMArHOCTHUKA 3200/1¢BaHNA /10 CHUX IIOP OCHOBBIBACTCH IJIABHBIM 00pPAa30M HA BbISIBJICHMH KIMHHYECKHX
cuMnToMoB. Cpeay JMAarHOCTHYEeCKHX NPH3HAKOB, PEKOMEHI0BAHHBIX Me:KIyHAPOAHBIM KOMUTETOM JIKCIEPTOB
no HeiipopudpomMarTo3y, 3 KpuTepusi OTHOCATCH K KOKHBIM NPOsiBJIeHMsAM. B /omosiHeHHe K KjaccH4eCKUM
NPU3HAKAM HAJMYHE JPYIUX JIEMEHTOB, TAKMX KaK AHEMHMYECKHI HEBYC M IOBCHHJIBHAS KCAHTOrpaHyJieMa,
TAK/KE€ MOIYT HMMeTh NpOrHocTu4eckoe 3HaveHue. HeiipodpunOpomaro3 sBaseTcds MYJIbTHCHCTEMHBIM
3a0oieBaHMeM ¢ Pa3HOOOPa3HOW KJIMHHUYECKOH KAPTHHON, MEHSIIOIIEHCH C BO3PAcTOM, 4YTO O0OCHOBBIBaeT
BKJIIOYCHHUE B JUCTIAHCEPHOE HAOII0JeHUE He TOJIbKO BPa4a-1epPMaTOBEHEPOJIOra, HO H CMEKHBIX CIEHATNCTOB.
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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.

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

HeiipopubOpomaro3  mpencraBiasieT  cOOOH  IeHETHYECKM  TE€TEPOTEHHYI0  TpyHIy
HACJIe/ICTBEHHBIX MOHOT€HHBIX 3a00JyieBaHMi. B HacTosiee BpeMsi onrcaHo 7 TUIOB, U3 KOTOPBIX
HaunOoJIbIIee KIMHUYECKOE 3HaUeHUE UMEIOT NEPBbIE /IBA.

bonesnp  Pexnmuraysema (BP, meiipopubpomaroz 1 Tuma, nepudepudeckuit
Heiipopubdpomaros, H® 1) oTHOocuTCs K TpyIie CUCTEMHBIX HACIEICTBEHHBIX HEUPOKYTaHHBIX
(akoMaTo30B M XapaKTepH3yeTCs pPAa3BUTHEM OIYXOJIEH SKTOJEPMAalIbHOTO IPOUCXOKICHUS.
3aboneBanue ObUI0 omrcaHo B KoHie XIX Beka yuenukom Pynonbsda Bupxosa ®@punpuxom ¢on
Pexnunrxaysenom. bP Bcrpeuaercs ¢ wactoroit 1:2000 — 1:3500 nacenenus, B Poccun 1,28:10000
[6; 7; 16; 20]. Ob6a mona GONEI0T OJMHAKOBO YacTo. THIT HacIeJOBaHUS ayTOCOMHO-IOMUHAHTHBIN

C BBICOKOH MeHeTpaHTHOCTHIO (0m3koi k 100%) 1 BapuabenbHOM SKCIIPECCUBHOCTRIO [3; 6; 20].



I'en H® 1 Owbut BeisiBieH B 17 xpomocome Ha Jokyce qll1.2 B 1987 romy. On
HKCIPECCUPYETCs] B IIBAHHOBCKUX KJIETKaX, MEIAHOLUTAX, JEMKOLUTAaX, KIETKaX HAAINOYEYHUKOB,
LEHTPAJIbHOW HEPBHOM CHUCTEMBI U KoIupyeT Oenok Heiipopudpomun [7; 8; 16]. benok comepxur
ocoOb1if fomen (H®1-I'P/I), koTopslii OKa3bpIBaeT TOPMO3HOE BIUSHHE HA MPOJIYKT MPOOHKOTEHA
RAS u B HOpMe HHTHOUpPYeET ero (yHKIHUIO, 33 CUET Yero 00eCreunBaeTCs CyNpecCOpHbIi AP PeKT B
OTHOIICHUH KJIETOYHOW mponudepanun. BosneiictBue mpoonkoreHa RAS He orpanuumBaercs
ydyacTHeM B TpoJudepaTHBHbIX Ipoleccax, OMUCAHO €ro BIMAHUE Ha (OPMHPOBAHUE
KOTHUTUBHBIX HAapyIIEHWH B BHUAE 3aTpyJHEHHS B Ipolecce OOy4YeHHs UTCHHIO, IHUCHMY,
Marematuke [6; 8; 18; 20].

OCHOBHBIMH ~ TMarHOCTHUECKUMH KPUTEPUSMHU  SBISAIOTCS KIMHUYECKUE CHMIITOMBI,
peKoMeHZI0BaHHbIe MeXIyHapOAHBIM KOMUTETOM 3KCIIEPTOB MO HeWpodhuOpoMaTosy, NpUHATHIE B
1988 rony. B cooTBeTcTBHM ¢ JaHHBIMH KpUTepuUsMHU auarHo3 BP moxer ObITh ycTaHOBIIEH Ipu
HINYUK y O0JTBHOTO MUHUMYM 2 TIPU3HAKOB [3; 4; 22].

1. Hanuune 5 1 6osiee TUTMEHTHBIX MATEH IBETA «KO(e C MOJOKOM» THaMETpPoOM Ooiiee 5 MM y

nereit 1omyoepTaTHOTO BO3pacTa M HEe MEeHee 6 IATeH AuameTpoM Oosiee 15 MM B mocTmybepTaTHOM

BO3pacTe.

2. BecHymuaTocTh B OAMBIIIEYHBIX H/MIIH MaXOBBIX CKIIA/IKAX.

3. He menee 2 nelipodubpom ar000ro TN UM 0HA MIEKCUPOpMHas Heiipogubdpoma.

4. Jlucrutasust Kpblula KIMHOBUIHOM KOCTH HIIM BPOXKICHHOE UCTOHUYEHHE KOPTUKAIBHOTO CIIOS

JUTMHHBIX KOCTEH C IICeBI0APTPO30M MITH O€3 Hero.

S. I'mnoMa 3pUTenBsHOrO HEpBa.

6. He menee 2 y3enkoB Jluma (ramMapToMbl) Ha paay>KKe, BBISBISEMBIE IIPH UCCIEIOBAHUU C
IIOMOILIBIO IIEJIEBOU JIAMIIBI.

7. Hannune H® 1 y poacTBEHHUKOB NEPBOl CTENIEHU POJICTBA.

M3 Bcex HAMAarHOCTMYECKHX KPUTEPUEB KOXKHBIC TIPOSIBICHUS SBIAIOTCA Hamboiiee
3HaYMMBIMH, TaK KakK JOCTYIHBI NPH OCMOTPE M 3a4acTylO0 OBbIBAIOT IMEPBBIMH CHUMITOMaMHU
0oJe3HHU.

[TurmenTHble TATHa IBeTa «Kode ¢ MoJokom» (¢panu. «café-at-laity) - mepBblii u
MIOCTOSIHHBIM mpu3HaKk Oone3nu PexnunHraysena, Bcrpevaromuiics B 95% cimyuaeB. IIurmeHTHble
IIITHA MOTYT BBISIBJISITHCSI NPU POKIACHUM, HO 4Yallle HNOSIBISIFOTCS K TPEXJIETHEMY BO3pacTy Ha
3aKpBITHIX ydyacTkax Tena [3; 9; 13]. Ouu nmpenactaBisioT co00 MOHOXPOMHBIE MSATHA OT CBETJIO-
0eXeBOoro 70 TEMHO-KOPUYHEBOTO IIBETA, OAHOPOJHBIC O CTPYKTYPE, OKPYIJIBIX MM OBAJIBbHBIX
OYEpPTaHMUH, C POBHBIMU KpassMM M YETKMMH TpaHHLaMHU. Pa3Meppl MOTYyT BappuUpOBaTh OT
HECKOJIbKUX MWJUIMMETPOB /0 HECKOJIBKUX CAaHTHUMETPOB, OJHAKO JWAarHOCTUYECKH 3HAUYUMBIMU

ABIISIIOTCS TISITHA AUaMeTpoM Oojiee 5 MM y neteld 10 myOepTara u Oosiee 15 MM mocie 1mosioBoro



co3peBanus (puc. 1). Pazmep msateH yBenuuuBaeTcsi IpONOPIHOHATLHO pocTy pedenka [7; 16; 20].
[Ipy TUCTONOTHYECKOM HCCIEIOBAaHMM B oOdYarax OOHApYKMBAeTCs IOBBIIICHHOE COIEp)KaHUE
MenaHuHa B MenaHomurtax [2; 9; 13]. I[lurmenTHBIe MATHA IBETa «KOPE C MOJIOKOMY CIEHAYyEeT
middepeHInpoBaTh € TUNEPIUTMEHTHPOBAHHBIMU HEBYCaMH, MEJIAHOIIMTAPHBIMU HEBYCAMH,
IIOCTBOCHAIIUTEIBHOW TMIIEPIIUTMEHTALUEH.

Becnymiku (cumnrom KpoyBa) — 3TO MUrMEHTHpOBaHHBIE MIATHA pa3MepoM 1-3 mMm, cBETIIO-
KOPUYHEBOTO IIBETA, JIOKAJIM3YIOLIUECS B MOIMBIIICYHON U/WIIN TaXOBOM 00J1aCTH, MOJT MOJIOYHBIMU
&Kene3aMH, KaK MPaBUIIo, MOSIBIAIONINECS HA BTOPOM TOJly *KH3HH, peKe B IMEpPBbIE MECSIIbI TOCIEe
poxzaenusi. CoTHeYHOE U3TydYeHUE HE SBIISCTCS MPOBOLUPYIOUINM (HaKTOPOM UX BOSHHKHOBEHHS, B
OTJIMYME OT OOBIYHBIX BECHYIIEK. J[JIs1 UX BOSHUKHOBEHUS UMEET 3HAaUCHUE TPEHUE U Mareparus [2;
3; 5]. YacToTa BBISBJICHUS BeCHYIIEK Npu Oosne3Hu Pexnuuraysena Bapbupyet oT 21 mo 93,7% [9;
13; 16].

Heiipopubpombr — 310 n0OpOKayeCTBEHHBIE OMYXOJH, MPOU3BOJHBIC HEPBHOW OOOJIOYKH
nepudeprdeckux HepBoB. OHM COCTOST M3 PA3TMUHBIX THUIIOB KJIETOK: IIBAHHOBCKHX KJIETOK,
($ubpoOIACTOB, TYUHBIX KIIETOK, SHAOTEIHATBHBIX KIETOK, a TAK)KE KOJUTAr€HOBBIX BOJIOKOH [3; 10;
16]. HelipoduOpoMbl mpeacTaBisioT cOO0O0W OKPYTIIbIE Y3€IKH Ha KOXKE W/WIM B TOJIIE KOXH,
MSTKOJIACTHYECKOW KOHCHCTEHIMH, CHHIOIIHO-KPACHOTO 1IBETA W/ MM IIBETa HOPMAJILHOU KOXH,
pasMepamu OT MPOCSHOTo 3epHa 10 5 cM u Oonee (puc. 1, 2). [lpu nanbnanun 6e30071€3HEHHbIE, 3a
UCKJTIOUCHHEM CJIy4aeB BOBJICUCHUS MEepUPEepUUIECKUX HEPBOB, KOTJAa BO3HUKAIOT T'HIIOCTE3UU U
0071, UPPATUUPYIOIIKE B COOTBETCTBYIOIINE 30HBI MHHEpBanwu [6; 7; 11].

B Hactosmiee Bpemsi HEeT eauHOM Kiaccu¢ukanuu Helipodgubpom. M. Ruggieri u coasr.
Npe/UIaraloT BBIIENATh IOBEPXHOCTHbIE M TiyOokue oOpasoBanusi, a J. Zeller u coasrT.
MOJPA3IeNAI0T MX Ha KOXHBIE, MOAKOXKHBIE M Mekcudopmubie [26; 29]. Takoe paznmuune
MPOUCXOTUT  BCJIEACTBUE HECOOTBETCTBUS KIMHMYECKHX MPOSBICHUNH THCTOJIOTHYECKOMY
pacnonoxxenuto HeiipodpubOpom. A. Herndndez-Martina u coaBr. B 2016 roay MNONBITAIHCH
00BEeTMHUTD JaHHbIE KJacCHU(PUKALUU. ABTOPHI pa3fensioT HeHpopuOpoMbl Ha TOBEPXHOCTHBIE U
riyOoOKHe, MpH OSTOM K ITOBEPXHOCTHBIM OTHOCAT KOXKHBIE (ZIe€pMajibHbIE) U TOJKOKHBIC
HEHpopHOPOMBI, KOTOPBIE PACIIONOKEHBI B THIIOJIEPME, OJJHAKO TAKK€ MOTYT MMETh JAepMalbHBIN
koMIioHeHT. K riry0okuM oTHOCAT miekcudopMHyto Heiipodudpomy [16].

[TpoBouupytomum (akTopoM pocta HelpopuOpom sBIsSETCS TOPMOHAJIBHAS MEPECTpOiiKa
opranusMma: myoeprar, 6epeMeHHocTh. Ha HauaipHOM 3Tame pa3sBUTHs KOXKHBIE HEHpO(UOPOMBI
MOTYT HE BH3YaJMU3UPOBATHCS, B TO K€ BpeMS C TOJaMU JOCTHraTh OOJBIIUX pPa3MepoB,
KYIOJ000pa3HO BO3BBIIIASACH HAJA TOBEPXHOCTHIO KOXU. Takum oOpa3oMm, NHepBbIE BHIUMBIC

AJIEMEHTHI MOSABJISIOTCS B IEPUO/I ITOJIOBOrO co3peBanus [5; 6; 11].



HeiipopuOpombl manbnupyroTcs Kak MOJKOXKHbIE 00pa30BaHMs, PacIlOJIOKEHHBIE JUHEHHO
no Xxoay nepuepudeckux HEpPBOB, MITKOAIACTUYECKOH KOHCHCTCHIIMM, INpU HalbHaluu
C/IBUTAIOTCS B MOINEPEUYHOM HAIPABICHUU BMECTE C HEPBHBIM CTBOJIOM, XapaKTEPHBIM CUMITOMOM
SBIISICTCS MPOBAJIMBAHUE MAJIbLIA MTPH JIETKOM HaJaBIMBAaHUU ((DeHOMEH «KHOIIKa 3BOHKa»). Moryr
JIOKaJTM30BaThCs HA JIIOOOM y4acTKe Tela, 0JIHAKO HECKOJIBKO Yallle BCTPEYAIOTCs Ha TOJIOBE U 1ee,
B 9TOM Clly4ae UX HeoO0Xo1umMo qudQepeHIrpoBaTh ¢ yBeIHMUESHHBIMU uMboysnamu [5; 7; 10; 16].

I'mybokue mekcuopmMHble HEHpoPUOpPOMBI OOBIYHO MPUCYTCTBYIOT C POXKICHHUS U
OCTAIOTCSl HE3aMEUYEHHBIMU TPU KIMHHYECKOM OOCIIEZIOBAHUU 10 TeX IOp, MOKa He TMOSBISAETCS
HEBPOJIOTUYECKAss CUMIITOMAaTHKa (TIapecTe3nu, nape3bl, MOTepsl YyBCTBUTEIBHOCTH, 00JIb), HIIH Ke
oHM OOHapyxuBatoTcs npu nposenennn MPT-uccnenoBanus [3; 16]. Ilo manasim U. Dagalakis u
COAaBT., PaCIPOCTPAHEHHOCTh TUIEKCU(POPMHBIX Helipopubpom y nereit cocrasuser 10%. Y 8-13%
O6onbHBIX BP OHHM MOTYT 03/10Ka4ecTBIATBCSA, MEpepoXxkaasch B Helpogpudpocapkomy. O
37I0KaueCTBEHHOM TpaHC(hOpMaluu CBHICTEILCTBYET HENPOXOJsias 00Jib, ObICTPOE yBEIHMUEHHE

pa3MepoB, MOSIBJICHUE YIIJIOTHEHUH, HEBPOJIOTHUYECKasi cuMnToMaruka [3; 12; 19].

Puc. 1. Ilayuenm A. 18 nem. bone3uv Pexnuneayzena. Iuemenmuule namua «xoghe ¢ MOIOKOMY,

MHOIHCECTNBEHHbIE KONCHbIE HEUPODUOPOMBI HA Kodice nepedHell OPIOWHOU CIMEeHKU



Puc. 2. Ilayuenm B. 47 nem. MuoscecmeenHuvle KodCHble HeUpoghudpomvl Ha cnute OOIbHO20

Hetipoghubpomamosom I muna

[TaTHa «KxOe C MOJOKOM» BCTpeHaroTCss He Toybko npu BP, HO u mpum apyrux
HACJIC/ICTBEHHBIX CHUHApPOMax M 3aboyieBaHusX. [luddepeHnnanbHas TUarHOCTUKA MPOBOIUTCS C
HelipopudOpomaTo3zom 2 Tuma, cemeiiHbIMH TsITHamu café-at-lait, cuaagpomom LEOPARD,
cuaagpomoM  McCune-Albright, cuaapomom Noonan W  JIpPYrUMH  MYJIBTHCHCTEMHBIMHU
3a00JIeBaHUSIMU.

B wuactHOcTH, Tpu HelpoduOpomaro3e 2 Tuma NUTMEHTHBIE MATHA LBETa «KOode C
MOJIOKOM» BcTpeuaroTcst y 80% O01bHBIX, OJHAKO AUArHOCTHYECKask LIEHHOCTh UX MEHEee 3HAauuMa,
yem npu BP. Taxxe Oosee XxapakTepHBIM SIBIISICTCS Pa3BHTHE IIBAaHHOM, yeM Heipodubpom. 13
omyxoneit IHHC mnpeobnanaloT MEHHHTHOMBI, TJIMOMBI, IIBAaHHOMBIL. XapaKTepHa IOBEHUJIbHAS
3a[HsIs cyOKarcynspHas katapakra [5; 6; 16].

Cemeiinbiii xapaktep msTeH café-at-lait momkeH OBITH 3amOJO3pEH MPU BBISIBICHHH Y
POJICTBEHHUKOB pa3HBIX MOKOJEHUN NMPH OTCYTCTBUU JPYrUX MpOosBICHUI Helpodpudpomarosa 1
tuna. Tum HaciaenoBaHMS ayTOCOMHO-JIOMHUHAHTHBIM, OJHAKO JO CHX TIOp HE OIHCaHBI
TeHETUYECKUE MYTAllUH, IPUBOIAIIUE K MOSBICHUIO TUTMEHTAIUH [9].

[TurmenTHble nATHA Y O601bHBIX ¢ cuHApoMoM LEOPARD, kak mpaBuio, umeroT 6osee
TEMHYIO TOJHXPOMHYIO OKpAacKy, MOJUTOHaJbHbIE odepTaHus. Kpome KOXXHBIX MPOSBICHHH, y

NaueHToB oOHapyxuBatorcss u3MeHeHuss OKI', rina3HOM rumeprenopusM, CTEHO3 JIETOYHON



apTepuy, aHOMAaJIMM Pa3BUTHsI MOJOBBIX OPraHOB, HEMpPOCEHCOpHas IIyXOTa, 3aJep)kKKa pocTa U
passurus [1; 16; 23].

Jnst cuaapoma McCune-Albright XxapakTepHo HajlMuHe MATEH «KO]e ¢ MOJIOKOM» OOIBIINX
pasMepoB, yeM npu bP, ¢ HepoBHBIMM KpasMM, HEUYETKMMM TIpaHUIAMH, HOJMIOHAIbHBIX
OUepTaHM, YACTO pACIOJIOKEHHBIX C OJHOM CTOpPOHBI, CerMeHTapHo. Tawkke y OOJBHBIX
BbIsIBIIIETCS (PUOpO3HAs MUCTIIa3us U THIEepPYHKIUS SHIOKPUHHBIX xkene3 [9; 28].

[Tatmentel ¢ cunapomMoM Noonan (EHOTHIIMYECKH IOX0XKM Ha TAllUEHTOB C
Heiipopubpomarozom 1 Ttuma. BonbHble, Kak MpaBHIO, HU3KOTO pOCTa C KOPOTKOW IIeell u
TPEYrOJIbHBIM JIUIIOM, JJISl HUX XapaKTEepPHO HAIMYKE MATEH «KOo(e ¢ MOJOKOM», BECHYIIYAaTOCTh B
MOIMBILIICYHBIX M MAXOBBIX 00JacTsAX, MUKpoLedanus, T3, CTEHO3 JISTOYHOH apTepuu, CHIKCHHE
uHTeIuiekta. OgHako mpu cubapoMme Noonan He OOHApYKHMBAIOTCS KOXHBIE HEHPO(PHOPOMBI,
OIYXOJIM LIEHTPAJIbHOM HEPBHOU cucTeMsl, y3enku Jluma [3; 25].

Crnemyer OTMETHTD, YTO XapaKTEepHbIE KIMHUYECKHE pu3Haku bP nosBisorcs y O0JBHBIX B
pasHble MEpUOABbl KM3HHM, M IO OTIEIBHOCTH HE SIBISIIOTCS HaTOTHOMOHWYHBIMM, IO3TOMY
MIOCTAaHOBKA OKOHYATEJIFHOTO JTHarHo3a MOXKET ObITh OTCpoueHa Ha MHoTue rojpl. A. Hernandez-
Martina u A. Duat-Rodriguezb B 2016 romy cooOmarT, 4To B AOMOJHEHHE K KIACCHYECKUM
nposiBieHussM BP (msaTHa «xode ¢ MOIOKOM», BECHYIIKH W HEHpOPHOpPOMBI) y OOJBHBIX YAaCTO
BBISIBIISIFOTCSL IPYIME€ KOXKHBIE CUMITOMBI, KOTOPbIE MOTYT UMETh IPOTHOCTHYECKYIO LIEHHOCTD Y
MAIMEHTOB C HEYCTAHOBJIEHHBIM UarHo3oM. K HUM OTHOCATCS: aHEMHUYECKUN HEBYC, FOBEHUJIbHAS
KCaHTOrpaHyneMa, 1up¢y3Has THIEPIUTrMEHTAIUs], THIIOIMTMEHTUPOBaHHbIE rATHA [17].

HauOosiee yacto BBIABISCTCS aHEMHUYECKHI HeByc. BriepBbie CBs3b Mexay OOJIE3HBIO
PexnuHrayzena m anemMu4eckuM HeBycoM mpenmnoyioxun Naegeli B 1915 r. Anemuueckuii HeByC
NpeacTaBIsieT coOoil OnenHOe HENMPaBUIBHBIX OYEPTAHUW MATHO pa3MepaMH OT HECKOJIBKUX
MWUIUMETPOB 10 HECKOJbKHUX CaHTUMETpoB. HeByc MoxeT ObITh OJMHOYHBIM WU
MHOJKECTBEHHBIM M PAacIojlaraThCsi Ha JIOOOM ydyacTKe, yalle BCTPEYaeTCs B OKOJIOTPYIMHHOU
obOmactu. KnnHndecku oH He Bcerja OOHApYKMBACTCA M TMPOSIBIAETCS MOCIE HE3HAYUTEIHHOTO
TPEHHUsI KOKHBIX ITOKPOBOB, IMPU 3TOM OCTaBasiICh HEM3MEHHBIM OJIEIHBIM IMATHOM Ha (oHe oOmieit
runepemMun 310poBoi koxku [11; 17; 27]. M. Marque u COaBT. OTMEUYalOT BBICOKYIO
pacrpocTpaHEeHHOCTh AHEMUYECKUX HEBYCOB Y JETEH, OJJHAKO 3a4acTyi0 OHU OOHApY>KMUBAIOTCS B
Ooyiee TO3HEM BO3paAcTe MPHU OCMOTPE JAEPMATOJIOrOM, TaK KakK OCTAIOTCS HE3aMETHBIMH JUIS
ponuteneit. Biocnencteuu y 50% neteit ¢ aHeMUYeCKMMH HEBYCaMU ObUT MOATBEPKICH JHArHO3
«bonesnp Pexnmnrayszenay [17; 21].

IOBeHunbHas  KcaHTOTpaHyleMa sBIsieTCs Hauboyiee  pacnpocTpaHeHHOH — (opmoit
ructuonuTo3a. OHa mpeAcTaBiIsieT coOOW Mamylly OKpYIJIoN WM OBaJlbHOU (hOPMBI, TUIOTHOBATOM

KOHCUCTCHIIMHU, pasMCpaMu OT 1 0 2 CM, JKCJIITOBATOr0 WM KpPACHO-XKXCIITOrO M[BCTA,



6e300J1e3HEHHAs MPH MaiblIaluU. XapaKTepHa CIIOHTaHHAsE MHBOJIIOLUS B MyOEPTaTHOM IEPHOJE.
HOBeHMIbHBIE KCAHTOTPaHyJIEMbl MOTYT OBITh €AMHUYHBIMU M MHOKECTBEHHBIMH. JIoKalu3yroTcs
Yale BCEero Ha JIMIE, BOJOCUCTON YacTH TOJIOBBI, TYJIOBUIIE, peXe Ha CIM3UCTBIX obOonoukax. Ilo
nanaeiM M. Fenot (2014), pacripocTpaHeHHOCTh IOBEHMJIBHOW KCAaHTOTpaHyleMbl y 00ibHbIX BP
Bapwsupyet ot 0,7% y B3pocisix 10 37,5% y neteit, ocobeHHO y neTei B Bo3pacte o 9 net [14; 15;
24].

Take y manueHToB ¢ 0Oo0se3HbIO PeknmHrayseHa MokeT BcTpeyarbes 3y, IudQys3Has
runep- u/ wim runonurMeHTanus. 3ya 6ecriokout 20% 60apHBIX BP U cyliecTBeHHO CHMXKaeT uX
KadecTBO ku3HU. uddy3Has runepnurMeHTanuss OTYETIMBO BBISBIISETCS NMPH CPAaBHEHHWU TOHA
KOKH OOJIBHOTO ¢ TOHOM KOKH JIPYT'HX 310POBBIX WIEHOB ceMbu [7; 17].

HeiipopubOpomaTos omaceH mpexe BCEro CBOMMHU OCIIOKHEHHSIMHU, BOZHHKAIOIIUMHU TPU
HECBOEBPEMEHHOM  JMarHOCTHKE, YTO  O0OyCJaBIMBaeT  HEOOXOJAWMOCTh  JUCHAHCEPHOTO
HabOmronenusi. Hawmbonee mnporHocTHYECKH HEOIArompusTHBIM —OClIOXHEHHeM bP  sBisercs
03JI0Ka4eCcTBIIEHUE MMeromuxcst Heipopudbpom. Taxke k ocnoxxkHeHusiM H® 1 otHOcATCs TMoma
3pUTEIBHBIX HEPBOB, MPUBOAAIIAS K CIENOTE, (PEOXPOMOLIUTOMA C PA3BUTHEM CHUMITOMATHYECKOU
3JI0KQYE€CTBEHHOW aprepuanbHON runepreHsud. [Ipm bP ommcanel BacKynuTel, NpUBOIAIIME K
CTEHO3Y MOYEYHBIX apTepui, KoapKkrauuu aoptsl [6; 10; 11].

Taxkum 00pa3oM, paHHSAS AMArHOCTHKA U JHCTIaHCEpU3alus OOJBHBIX HelpopuOpomaTozom
MMEeT pelarolee 3HaueHHe B MPOTHO3€ M KadecTBE JKM3HU NaiueHToB. [loBbimieHne 3HaHUN 00
yKa3aHHOM MaTOJIOTHH y CIELUAINCTOB pa3HOro npoduis Oyaer crnocoOCTBOBATH CBOEBPEMEHHOM
muarHoctuke H® 1 u BbisiBIeHUIO ociokHeHUW. bone3np PexnnHrayseHna siBisercs OJHUM U3

3a00JIeBaHM, TJIe BaYKHA TPEEMCTBEHHOCTD B pab0OTe Bpaueil pa3HbIX CIICIHATLHOCTEH.
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