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CnecapeHko H.A., MoppucoH A.B., MapyeHko B. M., Moucees A.A., Llllepcmo6umoea K. 0., luumyxamemoea P. A. Heit-
pochubpomaTtos B npakTuke gepmartonora. CapaTtoBckuii Hay4HoO-MeaULMHCKUI xxypHan 2018; 14 (4): 760-763.

HelipodnbpomaTos oTHOCMTCA K rpynne CUCTEMHbIX HAaCNeACTBEHHbIX 3ab0neBaHuin 13 rpynnbl )akoMaTo30B, Xa-
pPaKTEPU3YIOLLMXCA MOPOKaMy Pa3BUTUSA CTPYKTYP 9KTOAEepMarbHOro U Me304epMarnbHOro NPOUCXOXAEeHUs, Npenmy-
LLIECTBEHHO KOXW, HEPBHOW W KOCTHOWM CUCTEM, C MOBbILIEHHLIM PUCKOM Pa3BUTUSI 310KAYECTBEHHLIX onyxonen. Cy-
LLleCTBYHOLLME CEMb TUMOB 3ab0NeBaHNs BKIIOYAOT LLUMPOKUIA AMana3oH KIMHUYECKUX NPOSIBNEHWI Aaxe B npeaenax
OHOW CeMbW: MPOrpeccupytoLLiee Te4EHNe, BOBMEYEHME B NPOLECC MPAKTUYECKN BCEX OPraHOB U CUCTEM, BbICOKUM
PYCK OCITOXHEHWI, CPEAM KOTOPbLIX MHOIO TSPKEMbIX, MPUBOASILLMX K NeTanbHOMY UCXOAY (CepAeYHo-NeroyHas HegocTa-
TOYHOCTb BCINEACTBME BbIPaXXEHHbIX CKENETHbIX aHOManui, 3rnokadecTBeHHOe nepepoxaeHne Henpodnbpom u ap).
MpvBeaeH pasbop NATU KMMHUYECKUX CIyYaeB C HEMpOonbpomaTosom.

KntoueBble cnoBa: dakomatos, Heilpodmbpomaros (bonesHb PeknuHrxay3eHa), KTMHUYECKWIA Cryyai.

Slesarenko NA, Morrison AV, Marchenko VM, Moiseev AA, Sherstobitova KYu, Ishmukhametova RA. Neurofibromatosis
in the practice of dermatology. Saratov Journal of Medical Scientific Research 2018; 14 (4): 760-763.

Neurofibromatosis belongs to the group of systemic hereditary diseases from the group of phakomatosis, char-
acterized by developmental defects of ectodermal and mesodermal structures, mainly of the skin, nervous and bone
systems, with an increased risk of developing malignant tumors. There are 7 types of the disease include a wide range
of clinical manifestations even within the same family: a progressive course, the involvement of almost all organs and
systems in the process, a high risk of complications, including many serious and fatal (cardiovascular) pulmonary insuf-
ficiency due to severe skeletal abnormalities, malignant degeneration by neurofibromas, etc.). An analysis of 5 clinical
cases with neurofibromatosis is presented.

Key words: phakomatosis, neurofibromatosis (Recklinghausen’s disease), clinical case.

Henpodunbpomaros (HP) — Komnnekc cMCTEMHbIX
HacneacTBeHHbIX 3aboneBaHnin U3 rpynnbl dpakomaro-
30B, XapaKTepu3yLUMXCS MOpOKaMu pasBUTUS CTPYK-
TYp 9KTOAEepManbHOro 1M Me3oAepmMarnbHOrO MPOUCXOXK-
OEHUs, MPeVMYyLLECTBEHHO KOXW, HEPBHOW U KOCTHOM
CUCTEM, C MOBbILEHHBIM PUCKOM PasBUTUS 3rioKkave-
cTBeHHbIX onyxonewn [1-3]. KnuHuueckne nposiBneHus
pa3Hoobpa3Hbl, HEKOTOpble aBTOPbl BLIAEMSAT CEMb
TunoB 6onesHu [4].

Henpodmbpomaros 1-ro Tvna BnepBble ONMCaH He-
MeukuMm BpadoM PpuapuxomM oH PeknuHrxayseHom B
1882 r. YactoTa BcTpedaemocTtu: 1 cnydanm Ha 3—4 TbIC.
HaceneHns — cYnTaeTcst OQHOW 13 camblX pacnpocTpa-
HeHHbIX (hopm. Oba nona nopaxarTcs 0AUHaKOBO 4acTo.
Hacnenyetcs ayToCOMHO-AOMUHAHTHO, B OCHOBE 3ab0-
neBaHNs NexuT myTauus reHa «Hd 1» B 17g-xpomocome.
o coBpeMeHHbIM AaHHbIM, OH BXOAUT B rPyrny reHos,
nogaBNSAoOWMX POCT OMNyXOneW, U KOHTPONUpyeT Bbl-
pabotky 6enka HenmpodunbpuHa. CHMXKEHME unn oTcyT-
cTBMe 3TOoro Genka NpUBOAMT K NEPEPOXOEHMIO KMETOK
[2, 5]. Y naumeHTOB C Hempodmbpomartoszom 1-ro Tvna
UMeEeTCsl PUCK Pas3BUTUS 3MOKAYECTBEHHbLIX OMyxonemn
(Hempobriactombl, capkoMbl, nenko3 n ap.). Ana atoro

OTBeTCTBEHHbIN aBTOp — MouceeB AnekcaHap AnekcaHapoBuy
Ten.: +7 (960) 3547132
E-mail: S00102008@yandex.ru

TMMNa XxapaKkTepHO Havaro y>xe B paHHeM BO3pacTe C MNo-
saBneHvem Heripodubpom B 6onbLLom KonuyecTse. Mo-
ryT ObITb M NATHA, O4EHb MOXOXME Ha BECHYLLKMN, TOMNbKO
NOSIBNSATCH OHW Yalle BCEro B Naxy WU Nof MblLLKaMu.
BcTpevatoTcs pasnuyHble HEepBHO-NCUXMYECKUE Hapy-
weHud [1, 2, 5].

HelpodmbpomaTtos 2-ro Tuna, KoTopbIi BCTpeYaeTcs
pexe: 1 cnydan Ha 35-50 Tbic. HaceneHuda [1-3], oxa-
pakTepun3oBaH NOSBAEHUEM MIOTHbLIX ONyXOoneun, a Hen-
podrnOpoMbl MPOSBMASIOTCS TOMBKO B HECKOMbBKUX CryYa-
AX UM Ux BoOOLLE MOXET He ObiTb. OCHOBHOWM CUMMNTOM
3TOro TMna — ABYCTOPOHHSA HEBPUHOMA CITyXOBOIO He-
pBa, KOTOpas Yalle BCero NpMBOAUT K MOSHON rnyxoTe.

HenpodnbpomaTtos 3-ro Tuna ABNSETCS CMeLlaHHON
dopmoW, y aeTern oHa He nposinsaetcd. Passutne atoro
TMna npuxogutcsa Ha nepuog ot 20 go 30 net n obycnos-
1IEeHO BbICTPBIM POCTOM OMyXOofen. XapakTepHon YepTon
AaHHOro BuAa SIBNSETCHA MOsIBNIEHNE MEerKMX onyxomnen
Ha nagoHsAX.

Helpodunbpomatos 4-ro Tuna nposiBNSETCst Orpom-
HbIM YMCMOM HerpodunbpoMm, HO Takke eCTb PUCK pas-
BUTUSI IMMOMbI 3pUTENBHOIO HepBa.

HelpodmbpomaTtos 5-ro Tuna nposiBnsieTcs B Buae
nopa)keHnsi OA4HOro CerMeHTa KOXu UNn TONMbKO onpeae-
NeHHoN YacTu. Ha koxe nosasnsawTcs Herpodrnbpombl,
BHELLHE OYeHb MOXOXWNE Ha reMUrnnepTpoduio.

CapatoBckuil Hay4HO-MeanLMHCKUIA xxypHan. 2018. T. 14, Ne 4.
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Puc. 1. Heipodmnbpomatos 1-ro Tvna. MaumeHT 3., 15 net: A — reHeTudeckas kapta nauueHTa; b — ovaru nopaxeHusi Ha koxe
nateparnbHbIX MOBEPXHOCTE TyrnoBuLLa 1 6egpa; B — ovyaru nopaxeHusi Ha Koxe nepefHei NoBepxHocTn 6eapa
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Puc. 2. Heipodpmbpomatos 1-ro tvna. MaumeHT K., 8 net: A — reHeTuveckasi kapta naumneHTta; b — ouarv nopaxeHus Ha koxe
B 3afHeln obnactu weu; B — ovarn nopaxeHus Ha KOXe CruHbI

EgvHcTBEHHOE 3ameTHOe nposiBreHue Hewnpodu-
H6pomatosa 6-ro TMna — 3TO NUrMEeHTaLUMs KOXHOro no-
KpoBa [4, 6].

HenpodurbpomaTos 7-ro Tuna nposiBNseTcs TONbKO
nocrie ABaguaTy fneT, U XxapakTepHOW ero 4epTon cunTa-
eTca Hanu4yme Herpodumbpom [4].

[ns pepmatonora HanbonbLuel 3Ha4MMOCTbIo obna-
naet Henpodgmbpomatos 1-ro Tuna [5]. Ytobbl ycTaHo-
BUTb AMarHo3 «Henpodgubpomartos 1-ro Tuna», Heobxo-
OVMO He MeHee ABYX OMarHoCTU4ecKnx Kputepues [4].

Ha koHCynbTaumio B KIMMHWKY KOXHbIX U BEHepuye-
ckux GonesHen PrbOY BO «CapatoBckui rocygap-
CTBEHHbI MeauUMHCKUA yHuBepcuteT uMm. B.W. Pas-
YMOBCKOrO» B T€YeHue rnocnefHero roga obpartunuce 3
nauueHTa ¢ AUarHo3om «Heripodubpomaros.

MaumeHT 3., 15 net. BoneH ¢ 1 roga, Koraa Ha Koxe
TYNOBMLLA, @ 3aTEM Ha HWKHUX KOHEYHOCTAX Mama 3a-
MeTUna nosiBfieHMe KOpuYHEeBaTbIX MATEH, He BO3Bbl-
LIaloWmMXCcs Hag ypoBHEM KoxW. CyObeKTMBHbIX OLLy-
LeHun He 6bino. Co BpeMEHEM KONMYECTBO U pa3mepbl
NATEH yBeNWyMBanmuCb, HO K Bpayy He obpaluanuce.
HanpaBneH Ha KOHCynbTauMiO U3 KNWHUYECKON 6onb-
Huubl um. C. P. Mupoteopuesa CI'MY ans yTouHeHus
AvarHo3a. B aHamHe3e npocnexuBaeTcs yeTkas Ha-
CrnefcTBeHHas NHMA: y 6abyLUKn CO CTOPOHbI OTUa Uy

narbl OTMEYEHblI MHOXXECTBEHHbIE MUTMEHTHbIE NATHA U
Helipodunbpomsl, y otua — y3enku Jinwa. O6bEKTUBHO
Ha TYNOBWLLE, BEPXHUX N HUMKHUX KOHEYHOCTAX BUAHbI
Yy4acTKM runepnurmeHTauumn pasmepom o 3 Ha 5 cwm,
LuBeTa «Koge C MOJIOKOM», He BO3BbILLAKLIMECs Hapg,
YPOBHEM KOXM. BbicTaBneH guarHos «Heripogumbpoma-
T03 1-ro Tvna». B gaHHoOM cnyyae nedyeHne He TpebyeT-
csa (puc. 1).

MauwmenT K., 8 net. Obpartuncsa no HanpasneHuo oT
neavaTpa U3 NonuKIIMHUKLA MO MECTY XXWUTEeNnbCTBa, rae
neynscs ¢ AMarHO30M «pasHOLBETHbLIN nuwiany», 6es
OuHaMmyku. B aHamHe3e BbIACHWMOCH, YTO 06pa3oBaHne
NsTeH Hayanocb ¢ AByx neT. KonuyectBo n pasmepsbl
BbICbINAHWIA NOCTEMNEHHO YBENUYMBAKOTCSA C BO3PACTOM.
[Mpy cocTaBneHWM reHETUYECKOro aHamMHe3a BbISICHU-
1nocb, 4YTO NogobHbIE BbIChINAHWS Y MaMbl U 6abyLuku.
KnuHuyeckaa kapTvHa: Ha wwee, TYnNOBULLE, BEPXHUX U
HWKHUX KOHEYHOCTSIX BMAHbI Y4acTKU rmMneprnurMmeHTa-
L1mn pa3amepom 40 3 Ha 3 CM, LiBeTa «Kode C MOSTOKOMY,
He BO3BbILLAIOLIMECH HaL YPOBHEM KOXMW. BbicTaBneH
amnarHo3 «Herpodgubpomaros 1-ro Tuna». B gaHHOM
cnyyae neyeHue He Tpebyetcs (puc. 2).

JononHnTenbHbI OCMOTP MaTtepy AaHHOro nauu-
€HTa nokasasn HanuMune CXOXeWn KIMMHUYECKOWN KapTUHBbI:
NUrMeHTHbIE NATHA LBeTa «Kode ¢ MONoKOMy, Borbluoe

Saratov Journal of Medical Scientific Research. 2018. Vol. 14, Ne 4.
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CKOMMEeHVe ManeHbKMX NSTEH B NMaxOoBOW M MOOMbILLEY-
HOM 06nacTaX, MHOXECTBEHHble MOAKOXHblE OMyXomnu
(puc. 3).

MaumneHT ., 17 net. CocTonT Ha yyeTe y SHAOKPUHO-
fiora ¢ AMarHO30M «COMAaTOTPOMNHas HEAOCTATOYHOCTbY,
HanpaeneH Ha KOHCYNbTaUMIO B KIMHUKY KOXHbIX W Be-
Hepuyeckux 6onesHenr CIMY no nosogy nosBNeHUsi
HOBbIX BbICbINAHUIA, BO3BbLILLAIOWMUXCA HaL YPOBHEM
KOXW. AHaMHe3: nepBble NATHA NOABUITUCH C POXAEHUS,
OecnokolicTBa He BbI3blBanun, Tak Kak B cemMbe Mnoaoot-
Hble NATHa U HenpoduBPOMbI OTMEYAKTCH Y Mambl, y
cTapwero 6pata (21 rog) n mnagwen cectpbl (14 ner).
[Mpu ocmoTpe Ha Lwee, TynoBuLle, BEPXHUX U HUKHUX
KOHEYHOCTSX BWAHbI Yy4acTKM runeprnurMeHtTauum pas-
Mepom A0 2 Ha 3 cM, LBETa «KOhe C MOITOKOMY», He BO3-
BbILLAOLLMECA HAaJ YPOBHEM KOXW. Ha crnivHe, BepXHUX 1
HVXXHUX KOHEYHOCTAX €AMHWYHbIE Y3nbl A0 3 CM, NioT-
HOW KOHCUCTEHUMK, 6e3 CyObeKTUBHbIX OLLYLLEHUA Npu
Puc. 3. Ouarv nopaxeHus Ha KOXu B NOAMbILLEYHON obnacTu nanbnauuy. BbicTasneH AvarHos «Heipocgubpomaros

1 TynosuLia matepy nauuenTa K. 1-ro Tvnax» (pwuc. 4).

B ob6nacTtHoii [OepmaToBEeHEepOoriorM4yeckuin - guc-
naHcep (r. OHrenbc) obpatuncst naumeHt 0. 18 nerT.
HanpaBneH u3 BoeHkOmaTta AepMaTtonoroM Ans noa-
TBEPXAEHUS anarHosa «Hempodunbpomaros 1-ro tunay.
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Puc. 4. Henpodmnbpobatos 1-ro Tuna. MaumweHt ., 17 net: A — reHeTndeckas kapTa naumeHTta; b — Helipodmnbpoma
B 06n1acTu cnuHbl; B — Heipodnbpombl Ha HUKHUX KOHEYHOCTSAX

Puc. 5. Henpodumbpomaros 1-ro Tuna. MNaumeHT K0.,18 net: A — MHOXeECTBEHHbIE HeNpodnbpombl; B — Herpodmnbpoma
Ha nNpaBoM MnpeAnneybe KpynHbIM nnaHom; B — Helpodunbpombl Ha natepanbHO NOBEPXHOCTH TYMOBULLA KPYMHBLIM NiiaHoOM

CapaToBCKUii HayYHO-MEeAULIMHCKNIA >xypHan. 2018. T. 14, Ne 4.
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Co cnos 6onbHoro, 3abonesaHne Havyanocb B paHHEM
[JEeTCKOM BO3pacTe C MOSBMEHWS TMNepnMrmeHTUpPoBaH-
HbIX NATEH, CO BPEMEHEM KOJMMYECTBO BbIChINAHWIA yBe-
NMYMIOCh, CTanu MOSBMNATLCA BO3BbILANOLIMECS Haf
NMOBEPXHOCTbLIO KOXM MMOTHble 06pa3oBaHus. OTmevaeT
Hanmyme nodo6GHbBIX BbICHINAHUA MO XXEHCKOW MUHWUK Y
Mambl, 6abyLukM n npababyLuku.

Status localis: Ha koxe TynoBuLa 1 KOHEYHOCTEWN OT-
MeYalTCs rMnepnurMeHTUPOBaHHbIE NSITHa OO0 7 CM B
avameTpe, uBeTa «kode ¢ MOMOKOM», MHOXECTBEHHbIE
y3nbl oT 1 40 6 CM, NNOTHON KOHCUCTEHUMK, 6e3bones-
HeHHble Npu Nnanbnauun. BeicTaBneH AnarHo3 «Hepodun-
6pomaTtos 1-ro Tuna» (puc. 5).

Takvm obpasom, HeCMOTps Ha TO YTO 3aboneBaHve
BCTPEYaeTCsa peaKko, Haly HabngeHus NaTu KNMHnYe-
CKMX CIy4aeB 3a KOPOTKUIA NPOMEXYTOK BpEMEHU CBUAE-
TENbCTBYIOT 00 akTyanbHOCTU Npobnembl Herlpodrbpo-
mMarto3a, 0 HeobxoAMMOCTU MPOBEAEHUS TEHETUYECKNX
KOHCynbTaummn G6epemeHHbIM, 0COBEHHO TeM, B cembe
KOTOPbIX YK€ €CTb POACTBEHHMKM C 3TUM 3aboneBaHneMm.
Kpome kocmeTnyeckoro gedekTa, onacHocTb 3abonesa-
HUSA 3aKYaeTcs B TOM, YTO MpuW STON HAacneACTBEHHON
naTonorMm nopaxeHbl ApyrMe opraHbl U CUCTEMbI, YTO
TpebyeT CBOEBPEMEHHOW KOpPPEKUMM 1 NOCTAHOBKU Ha
y4eT y COOTBETCTBYHIOLLMX CNEeLManvcToB.

KoHdnukT nHTEepecoB oTCyTCTBYET.
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capeHko, A. B. MoppucoH, B. M. MapueHko, A. A. Mounce-
eB, P.A. MwmyxameToBa, K. 1O. LLepctobuTtoBa; yTBEpX-
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CnecapeHko H.A., MoppucoH A.B., MapyeHko B.M., Mouceee A.A., YnaHoea A.B., Jo60uHa A.FO. KnuHuyeckui cnyyvai
AWarHoCTUKM o4YeHb peakoi hopmbl kepatoaepmun y pebeHka. CapaToBCKuiA HayYHO-MeaUUMHCKUIA KypHan 2018; 14(4):
763-765.

Kepatogepmuu aBnsATCA caMbiMy pacnpoOCTPaHEHHbIMY Cpean reHo4epMaTo30B 1 3aHMMaloT BTOPOE MECTO Mo-
cne rpynnbl UXTMO30B. YacToTa BCTpeYaeMoCTn kepaTtoaepMuii B CTpaHax mupa, Bknodas Poccuio, coctaBnser ort
1:300 go 1:15000.CyLuecTByeT o4eHb peakas hopma auddy3Hon kepatogepmMmmm, HasbiBaemas cuHgpomom Onmcre-
a, kotopas k 2009 r. onucaHa B AECSTU UCTOYHUKAX HAy4YHOW nutepaTtypsbl. [NopaxeHune 3aTparmBaeTt He TONbKO Nafao-
HY 1 MOAOLLBbI, HO 1 KOXY BOKPYI €CTECTBEHHbIX OTBEPCTUI, (hopmMumpyeT crnbaTtenbHble AehopmaLm U KOHTPaKTypbl
nanbLeB, BNAOTb 4O CMNOHTaHHbIX amnyTauui. B HekoTopbix HabrogeHnsx oTMevaeTcs Hanuune PonnmKynspHoro
KepaTto3a Ha KOHEYHOCTSIX, NlerikokepaTto3a Ha nuue 1 s3bike, NepepacTSXMMOCTM CyCTaBoB, aroneuun, oTCyTCTBue
npemornapos. MNMprBeAeH KNMHUYECKUI criyyan naumeHTa ¢ JaHHOW naTonorven.
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