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PE3IOME

Tpedcmasneto onucatue ycnewHo2o Xupypauieckozo Jedenus nayuesmyu ¢ Helipogubpomamozom I muna u euzaHmekoti Hetipoguopomoli
npomexcHocmu, 3ampyonsioujeli nepedsuNceHue U Mewaroweti nposooums uzueHuveckue npoyedypsl. OnyxoneguoHoe 06pa3o8aHue pasme-
pom 60x30 cm pacnpocmpananocs Ha npagyo S200UHHYIO U NEPUaHanbHYIo obnacmu, 06aacme npasoti 6obwiol no106ol 2y6bl U HA 3A0HIOH
nosepxHocmy npagozo 6edpa, 3HaHUMebHO YXYowas Ka4ecmeo Hu3Hu nayueHmku. Beibop xupypeuieckoli makmuxu nedeHus onpeoens.-
€51 2DOMAOHBIMU pazMepamu onyxoau. HumpaonepayuoHHo ocoboe BHUMAHUE ObLIO YOeIeHO NEPUaHAIbHOL 30HE U 30HE NPOMENCHOCU,
20e 07151 3aKkpbimus 0edeKkma ucnoab308a1ach NAACMUKA MeCMHbIMU mKaHamu. [Ipu yoanenuu namonozuieckux mxkareli Heo6xo0umo Oblo
usbexcams nospexcoeHus 80JI0KOH CHUHKMEPA U MeM CaMblmM npedomapamumes passumue aHansHol UHKOHmuHenyuu. Mempaonepayuok-
HO 8bINOJIHANOCh NepesusaHLe KOMINOHEHMO8 Kposu (C6exce3amMopodiceHHas Naasma, apumpoyumapnas é3eecw ). Kposonomeps cocmasuna
300 mn. B pannem nocneonepayuonHom nepuooe (yepes 2 Mec. nocjie onepayuu) ommedeHo yoosaemeopumenbHoe COCMOsHUE NOCaeonepa-
YUOHHbIX pyOL08, 3HAHUMEIbHOE YAYHIIEeHUE KAHeCm8a HCU3HU. 3aCUBAEHUE PAH NepeudHbIM HamayceHuem. YHKYUS AHAIbHO20 CHUHKME-
pa He HapyweHa. [uzuenuyeckue npoyedypsl NAYUEHMKA 8bINONHSeM 0e3 3ampPYOHEHUL.

KitoueBble croBa: 6onesHb PeknunexayseHa, nepugeputieckuti Helipogubpomamos, pakomamos, MUKCouoHas Hetipopubpoma, xupypaeuye-
CKoe JieveHue.
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ABSTRACT
Surgical treatment of a patient with giant perineal neurofibroma
S.A. Bystrov, E.V. Shestakov, A.I. Bezborodov, O.E. Lisin, A.V. Arustamyan, E.V. Semenaya, S.V. Poletaeva, S.E. Katorkin

Samara State Medical University, Samara

The article describes the successtul surgical treatment of a patient with neurofibromatosis type I and giant perineal neurofibroma, which
hinder movements and interfere with hygiene procedures. The 60x30 cm tumor spread to the right gluteal and perianal areas, the right labia
majora area, and the posterior surface of the right thigh, significantly deteriorating the patient’s life quality. The choice of surgical treatment
tactics was determined by the huge tumor size. Intraoperatively, special attention was paid to perianal and perineal areas, where local flaps
grafting was used to hide the defect. When removing abnormal tissues, it was necessary to avoid damage to the sphincter muscle fibers and
thereby prevent the development of fecal incontinence. Blood components (fresh frozen plasma, red blood cell suspension) were transfused
intraoperatively. Blood loss was 300 ml. In the early postoperative period (2 months after the operation), a satisfactory condition of post-
operative scars and a significant improvement in the life quality were noted. Healing by primary intention. Anal sphincter function is not
impaired. The patient performs hygiene procedures without any difficulties.
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110 OPOMHBIX pasmepoB. OMyXoJM NaHHOTO TUIA NpeuMyliie-
CTBEHHO JJ0OpOKaueCTBEHHbIE, OHAKO BBHUY BbICOKOI 4acToO-
Tbl HOBbIX MyTauuii B 3—15% cilyyaeB MOryT 03J10Ka4ecT-

BBEINEHUE
Heitpodubpomaros | tna (6onesnp PexknuurxayseHa) —

3TO HACJeNCTBEHHOe 3a60seBaHNe U3 IPYMIbl HaKOMaTo30B,
obycnosnenHoe myrauueit reda NF1 B 17q xpomocome, sIB-
JISIOLLErocsl CynpeccopoM onyxosieBoro pocra [1]. V nannoro
3abosieBaHKsl ayTOCOMHO-IOMUHAHTHBIN THUI HAacjefoBaHUs
¢ neHetpaHTHOCTbIO OKoyo 100%. B opranusme uenoseka
red NF1 B 17q XpoMocOoMe OTBeuaeT 3a CHHTE3 OEeJKOB, IMo-
DaBJISIIOLLIMX OMyXOJEeBbli POCT KJleToK. B ciyyae myTaunu
B reHe NF1 nmpoucXonuT HapylueHue GanaHca pocTa KJeTOK
B cTOpoHy nposnudepaunu [2]. Takum 00pasoM, noaasieHKe
OMyXOJIEBbIX KJIETOK HE MPOMCXOUT, X ONyXOJIU Pa3pacTaroTCsl

BATbCA [3].

Heitpodubpomaro3 | Ttuna Brepebie omvicaH B 1882
HemeukuM BpauoM F. von Recklinghausen. B Hacrosiee
Bpemst 3a0oJieBaHWe M3BECTHO Kak OoniesHb PeximHrxay-
3eHa (von Recklinghausen’s disease, von Recklinghausen
neurofibromatosis) 1 umMeer MexnyHaponHblii OdULMANb-
HbIii TeHeTnueckuii cuMBon — NF1 [4]. 9to Haubonee yacto
BCTpeuvatolileecss MOHOTEHHOe HacJe[CTBEHHOe 3a0ojeBaHue
(uacrotra Bctpeyaemocty B nonyssiuny — 1 Ha 3000 HaceneHust).
B 1990-1995 rr. Gbl1a orpereneHa reHeTyeckas puposa aaH-
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HOro 3a00JIeBaHMsl, a TAKKE BblfieleHa MyTaLlisl Ha XpOMOCOMe
17q11.2. Y GonbHbix HeipodrOpomarosom | Tuna omvcaHo
cbitiie 500 pasnuuHbIX MyTaLUii B reHe Ha xpomocoMe 17q [5].

KnuunueckuM nposiByieHreM JaHHOTO 3a00J1eBaHNs SIBISIIOT-
Csl MHOYKECTBEHHble HeiipoprOPOMBI, 00pasyioLIKecst Mo Xoay
neprdepryecKrx HepPBOB B BiZie 00TIE3HEHHDIX OKPYITIbIX Y3€JIKOB
B TOJILLIE KOXKU, KOTOPbIE 3HAUNTENIbHO Pa3/IMualoTCsl [0 pasmepam
1 7loKam3auuy. [lepBble BUaMMBble MposiBIIeHMs Heiipodrbpoma-
TO3a BBISIBJISIOTCS! B MPENyOepTaTHOM 1 1yGepTaTHOM MepHoe.
Tlo 30-netHero Bospacta 'y 94% naLueHToB ¢ Helipopubpomaro-
30M | TMMa oTMeuaeTcst MHTEHCHBHBII POCT HEMPOGUOPOM, UTO
3acTaByisieT 00paTUTbCs K Bpady. B nasbHeiiluem NpoMCXOmuT
crabunusaiyst OMNyxoJeBoro mpouecca. KivHuueckast KapTu-
Ha MpeJICTaB/IeHa OMyXOJIeBUIHbIMU Pa3pacTaHUsIMU OKpYIJIOiH
¢dOpMbI pasHbIX pa3MepoB: OT MeJNKUX 00pa3oBaHMil MO TUITY
TPOCSIHOTO 3epHa 10 KPYIMHBIX y3JIOB, JOCTUralolUX 5—7 M
1 6onee. OIHAKO BCTPEUAIOTCS M TMTAHTCKKE Pa3pacTaHus, Ha-
pyLuaroiiie GpyHKLUMM COCEIHUX OPraHOB M PE3KO CHIKAIOLLMe
KauecTBO »KM3HU MaL1eHToB. Hepesiko BO3HMKaeT runepTpodust
TNOpaskeHHbIX Y4aCTKOB Tea (CIoHOoBOCTb ). [Tpy nanbnaumm orny-
XOJIeBMAHOE 00pa30BaHKeE MPENMYLLECTBEHHO 6e30071e3HEHHOE,
He CMelLaeMOe MPOJOJIbHO,  IPU CMELLIEHNH B TTONEPEYHOM Ha-
TpaBJieHH BMECTe C HepBHbIM CTBOJIOM MOTYT BO3HUKATb CUJIb-
Hble 60711 B 0071aCTH MHHEPBALMU TOrO MJIM WHOTO HEPBHOTO
CTBOJIa WJIM KOpelLKa [6].

KnmHnyeckast AMarHocTrKa JaHHOTO 3a06071eBaHMst OCHOBA-
Ha Ha BbISIBJIEHUM IMarHOCTUYECKUX KpUTEpUEB Helpopuopo-
MaTo3a, omnpenesieHHbIx HalnoHanbHbIM MHCTUTYTOM 3710pO-
Bbs CLLUA (1987) u MexxnyHapoOHbIM KOMUTETOM 3KCIEpTOB
no Heifpodubpomarosy. uartos «HeipopubpomMaros» Mo-
)eT ObITb MOCTaBJIEH NMpPY HAIMYMM Y MalMeHTa Mo Kpail-
Heit Mepe JIByX 13 MepeunCrIeHHbIX MPU3HAKOB:

— 2 nm 6onee HeiipopnOpombl moboro tvna uu 1 nek-
cudopmHas Heiipodrbpoma;

TJIMOMa 3PUTENIbHOTO HepBa;

MHO3KECTBEHHble MeJIKWe MUTMEHTHble MSITHA MO TUIy
BECHYILEK B KPYMHbIX KOXKHBIX CK/IaAKax (MOAMbIILeY-
HbIX WJIM TTaXOBBIX);

2 wnu 6os1ee MMTMEHTUPOBAHHBIX FTAMApPTOM Ha padysk-
Hoit 06osouke (y3enku Jluiia);

KOCTHble aHOMaJIM/ B BUIE UCTOHYEHHOTO KOPTHKAJIb-
HOTO CJ10s1 TpyOUaThiX KOCTelf;

AMarHo3 «HeipoduOpomaros | Tuna» y poncTBEHHUKOB
TepBoit CTereHu pPOJCTBA, YCTAHOBJIEHHBII MO BbiLle-
YKa3aHHbIM KPUTEPHSIM;

He MeHee 5 MsiTeH LBeTa Kode C MOJIOKOM Auame-
TpoMm Gosiee 5 MM Y fieTeii mpenyGepTaTHOro Bo3pacra
M He MeHee 6 TaKuX IsSITeH AnameTpom Goree 15 Mm
B NOCTIYOepTaTHOM MepHoze.

B Hacrosiliee Bpemst He CyLEeCTBYeT MaTOreHeTHYeCKOit Te-
parmu Heiipopubpomarosa | tuna. OcHOBHAsE MeIMLIMHCKas
CreLMaNM31poBaHHasl MOMOLLb 3aKJIOYAeTCsl B CUMITOMATH-
4eCKOM JIeYeHUH: TIPH BbIPasKeHHOM 60JIEBOM CHHAPOME MpH-
MEHSIIOT HeCTepOMIHblE MPOTUBOBOCHAIUTEIIbHbIE CPENCTBA,
HEONMUOMIHblEe ¥ ONMMOWJHbIE aHaJIbIeTUKH, TPULMKIIMYEeCKUe
aHTHZleNpeccaHTbl, a Npu He3pdeKTUBHOCTH KOHCEpPBATHB-
HOTO JieueHusl NpUOeraloT K XMpypruueckuM metozam [7].
JleueHre KpyMHBIX HOBOOOPA30BaHMI NPY JAHHO MaTOJIOTMK
BO3MOYKHO TOJIbKO XMPYpruyeckuM myrtem. [py manvrausanmu
o6pasoBanust (ot 3% no 20% cnydyae) mpuberaT K JTy4eBoi
1 xumuoTepannu [8]. [IponoyKUTeNbHOCTb KU3HHM Y MaLneH-
TOB C Helipodr6pomMaTo3om | Tna MeHblie MpUMepHo Ha 15%
10 CPAaBHEHMIO CO CPEZHEN B MONYJISILIAM.

IpencrapnsieM KIMHMYECKOe HAOMIONIEHHE YCIIELHOTO X1-
PYprvYecKoro jieueHusi TMraHTCKOro HOBOOOpa3oBaHMsl Mpo-
MEKHOCTH NpH Hefipodubpomarose | tuma.

KNMHUYECKOE HABJTIIOJIEHUE

Mauuentka I, 67 ner, obpatunach B mapre 2019 1. K xu-
PYPry B CreLnani3MpoBaHHbIil KOHCYJILTaTUBHO-AUarHOCTUYe-
ckuii nentp Kmank GIrbOY BO CamI'MY Munsnpasa Poccnn
¢ kanobamu Ha HajuyKe rMraHTckoro oopasoBanmst B 0071acTy
TIPOMEKHOCTH, 3aTPYAHSIOLLEr0 NepesiBikeHre 1 MeLlatoLIero
TNPOBOAMTD MMIMeHNYecKre NpoLieNypbl Mocie akra Aedpekaunn
1 MouencrnyckaHust (puc. 1). M3 aHaMHe3a M3BECTHO, UTO Aua-
THO3 «HelipopuOpomaro3 | TMma ¢ TUMMYHBIMU KJIMHUYECKH-
MU MpOsIBIEHNSIMM» Obl1 YCTaHOBJIEH B IOHOLIECKOM BO3pacTe.
3a nocyefHuit rof NalMeHTKa OTMeTWs1a pesKoe yBeJnyeHue
HOBOOOPA30BaHMsl B 00JIaCTH MPOMEKHOCTH, KOTOPO€ JIOCTHT-
710 TUTAHTCKMX Pa3MepOB 1 CTAJIO OTPaHMUKBATh NIEPEIBIDKEHHE.
IauyeHTKa KOHCY/IBTPOBaHa OHKOJIOTOM. BbirosnHeHa 6romncust
00pa3oBaHMsl — 3JI0KaUeCTBEHHbII1 XapakTep mpoecca Obui
VICKJIIOU€H, Tociie 4Yero ObUI0 PEKOMEHIOBAHO OIepaTHBHOE
JledyeHre B xupypruueckoM craumonape. 04.04.2019 nauuent-
Ka OblJ1a rOCMUTANIM3MPOBAHA B XUPYPrUYeCKOe OT/eNIeHHe KIH-
HUMKM rocnuTasbHoit xupypri Cam'MY B riaHoBOM nopsiaike.

ITpu ocmoTpe oTMeuanoch 06beMHoe 06pa3oBaHKe, UCXO-
Jsllee U3 MArKMX TKaHeit MPOMEKHOCTH C pacrnpoCTpaHeH!eM
HO3KKM OIMYXOJIM Ha MPAaBYIO SITOANYHYIO U [epUaHaibHyIo 00-
7nacTH, 0651acTb NPaBO¥t GOJIBLLION MOJIOBOI IryObl M HA 3aIHIOO
MOBEPXHOCTb npasoro 6eznpa, pasmepom 60x30 cm. KoskHbiit
MOKPOB Haj 00pa3oBaHKeM runepnurMeHTrpoBaH. [pu nasb-
nauuy onyxosb 6e300J1e3HeHHas!, TI0THO-9JIaCTHYECKOi KOH-
cucreHumu. [Ipy nombITke CMellieHNsl OTMevanach Goe3HeH-
HOCTb. [lo BCeil MOBEPXHOCTH Tesla UMeJHCh MHOXECTBEHHbIe
MUrMeHTHbIe MSTHA LjBeTa Kode ¢ MOJIOKOM U Helpodpubpo-
Mbl paaMepamy OT 2 ¢M JI0 8 cM.

[lo naHHBIM yJIBTPAa3BYKOBOTO MCCIENOBAHMS], CTPYKTY-
pa HOBOOOpa3oBaHMsl MPOMEXHOCTH HEOJHOPOZHasl, CO-
NMAHAasl, ¢ HEeOOJBLIMMH AHIXOTEHHBIMU BKIIIOUEHUSIMH, 9XO-

ey 2 e S ety
S s - s ChmT -

Puc. 1. Bug ruraHtckon HempodmbpomMbl MPOMEXHOCTH

le
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TeHHOCTb CMellaHHag. B CTPYKType 10 JaHHbIM LIBETHOI'O
JIOMIJIEPOBCKOTO KapTUPOBAHMSI ONPEENIsIIOTCS MHOKECTBEH-
Hble KPOBOCHAO3KaIOLLME COCY/bl.

08.04.2019 nauueHTKe NpoBeIeHO OnepaTUBHOE JIeYeHHe.
[lon snnoTpaxeanbHbIM HAPKO30M BbINOJIHEHO MCCEUEHHe HO-
BOOOpA30BaH¥sl C MPOLIMBAHNEM, [IEPEBS3KON U KoaryJsiLuei
NUTAOLLMX COCy10B. HoKKa 0Mmyx0mu no3TanHo NOpLUOHHO Ie-
peskara 3axxuMaMH, OTCeueHa, nepessidana (puc. 2). l'urantckas
Heifpodubpoma ynasneta. C 607bLIMMU TEXHUUECKUMH TPYIHO-
CTSIMM POM3BEJIeHa KOKHAs! NJIaCTMKA PaHeBOro JiedpeKTa mpo-
MEKHOCTH U SITOANYHOI 006J1aCTH MeCTHbIMM TKaHsiMu. Ocoboe
BHMMaHMe ObUIO YHENeHO YIUMBAHMIO PaHbl B NepUaHajbHOM
o6nactH, 4ToObl M30ekaTb HapylueHus: GYHKLMM aHAJIbHOTO
cpuHKTepa. MiHTpaonepalMoHHO MPOBOAUACh reMOTpaHCcdy-
315l CBEXKe3aMOPOKEHHOM My1a3Mbl B 00beMe 900 M1 1 3pUTpo-
LMTapHOI1 B3BecH B oObeme 273 Mi. KpoBornoTepst BO BpeMst
onepauuu cocrtaBuna 300 mi.

B nocneonepauroHHoM nepuoze MpoBoaMiach MHQY3u-
OHHasl M aHTHOaKTepuasbHas Tepanusi, BBOAMJIMCD Mpenaparhbl
anbOymuHa. [TauueHTKa BbinMcaHa U3 cTaLMoHapa Ha 17-e cyt-
KU 10CJie ONnepaTBHOIO JiIeYeHusl. PaHbl 3axkunu epBUYHbIM
HaTsbkeHMeM. B paHHeM nocneonepauuMoOHHOM nepuoze (ue-
pes 2 Mec. mocne ornepaiu1) OTMe4aeTcsl YA0BIeTBOPUTEb-
HOE COCTOSIHME IOCJIEONepPaLMOHHbIX PYOLIOB, 3HAYUTENIbHOE
yiydllleHre KauecTBa X13HU. OyHKUMS aHabHOrO CPUHKTEpa
He HapyllieHa. ['MrueHuueckue rnpouenypbl nNalkeHTKa BbIMOJI-
HsieT 6e3 3aTpynHeHuit (puc. 3).

YnaneHHblit npenapat Obl OTIPaBJIEH Ha TMCTOJIOTMYECcKoe
uccnenoBane. MakpocKonMyeckn Onyxosb Obla pa3Mepom
60x30x20 cM, MIOTHO-3JIAaCTUYHOIM KOHCUCTEHLMU C KOKM-
CTOJ1 oBepXHOCThIO. Ha paspese TKaHb OMyXoiu Cepo-po3o-
Basl, C KeJITOBAaTbIMM BKJIIOUEHHMSIMU T10 TUITY XKeJle.

Mukpockonuueck — HOBOOOpa3oBaHHe  NpeNCTaBJIeHO
BEpeTEeHOBUIHBIMK KJeTKaMu Tuna ¢Gpubpo61acToB C BbITS-
HYTbIMW TMIEPXPOMHBIMU MOJMMOPQHBIMU SAPAMU C HU3-
KOl MUTOTMYECKOI aKTMBHOCTbIO, KOJIJIareHOBbIMH BOJIOKHA-
MH C SIBJIEHUSIMU JUCKOMIIIEKCALIMM, KCAHTOMHBIMH KJIETKAMH.
Takxxe oTMeuanuch ouarosasi IMMQPOLNUTapHas MHPUIBTPALMS,
MEKKJIETOUHbII OTEK, y4aCTKU MUKCOMATO3a, MEJIKUe COCYb
KaMWISIPHOTO ¥ CUHYCOMZIHOTO THIA.

Jl51s1 yTOUHeHust r’ucToreHesa 1 CTeneHu MUTOTUYECKO# aK-
TMBHOCTY Mpenaparsl 1 napaguHoBble 610kM OblIK OTMpaBe-
Hbl B Camapckuit 0671aCTHOM KIIMHUYECKUI T OHKOJIOTMYEeCKHit
IucnaHcep A7s MpoBeieHUs: UMMYHOTMCTOXMMHUUYECKOrO MC-
cnenoBanus. Pesynbrat: sinepHast skcnpeccust S100, ¢okanb-
Has LUMTOIIa3MaTUuecKasi akcrnpeccust aecMusa. Otcyrcraue
akcnpeccu CD34 u CD31 (BHYTpeHHUIT KOHTPOJIb — COCYZbI),
MMOTEHKHa, MaJKOMBILIEUHOTO aKTWHA, LIMTOKepaTHhHa, pe-
LIeNTOPOB K 3CTPOreHy U MpOrecTepoHy, MHIEKC nposudepa-
TUBHOI akTUBHOCTH Ki67 MeHee 5%. 3akioueHne: MUKCOUT-
Hasi Heifpopubpoma.

OBCYXIEHUE

Heitpopnbpomaros | Trna Ha JaHHbII MOMEHT He MMeeT
NaTOreHeTU4ecKoro Jyiedenus. B Hacrosiiee Bpems sedeHue
TNaLMeHToB C AAaHHOI MaToJorKeil OCHOBbIBAETCS HA CUMIITO-
MaTUYEeCKOM1 Tepanuu. OIlHaKO B 3alyLI€HHbIX Cly4yasXx, KOraa
OnyxoJieBH/Hble 00Pa30BaHMsl Cepbe3HO HapYLLIAOT HOPMaJlb-
Hbli1 00pa3 KM3HM MALMEHTOB, NPUXOAUTCS MpUOeraTh K Xu-
PypruyeckoMy JlieueHHto. B siuTepaType M3BECTHbI yCIellHble
Cilyyau XMpYpruyecKoro JieueHus HepopuOpoM passinuHoON
nokanusauuu [9, 10].

Puc. 2. 31an onepauum: HoXKa o6pas3oBaHns NOSTanHoO
nepexarta 3axumamu, nepeceyeHa, nepesssaHa

Puc. 3. BHellHWIA BUA NaumMeHTKn Yepes 2 Mec. nocre onepa-
TUBHOIO NeYeHus

3AK/TIOUYEHUE

npeﬂCTaBHeHHOQ KJIIMHUYECKOe H36J'IIOIleHl/Ie ZleMOHCTpI/l-
pyeT BO3MO>KHOCTHU XVIpyp]"I/IIIECKOFO JIeUEeHUS TUTaHTCKUX Hel-
podpubpom npomeskHoct. OnepaTHBHOE JieueHre MO3BOJISIET
3HAUYUTEJIbHO yﬂy‘l]l[l/lTb KayeCTBO >KU3HU IMALIUEHTOB C ZlaHHOﬁ
NaToJIOTUEN.
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