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BeepeHue. Heiipodubpomsbl, Bo3HUMKaOWMe Npu Hellpothubpomatose 1-ro TMNa, peAKO AOCTUTaloT GOMbLIMX Pa3Mepos,
OAHAKO NpU MAacCUBHOM MOPAXEHMU BbIOOP ONTUMANbHOM TAaKTUKM NleYeHUs COMpPsKEH C psAoM TpyaHocTeid. Haubonee
4acTo KIMHULMCTBI NPUOEralnT K XMPYPruyecKoMy TeYeHuto, KOTOpoe Ha AaHHbI MOMEHT ABnAeTca 3MHEKTUBHBIM UHCTPY-
MEHTOM VY4 LEHWUA KAaYeCcTBa KU3HU NALUEHTOB U NO3BONAET NOAYUYUTL XOPOLIME KOCMETUYECKME Pe3yNbTaThl.

Llenb pa6boTbl — onucath YCRew b ONbIT XUPYPruyecKoro AeyeHus naLueHTa ¢ r1uraHTcKoi Heilpodubpomoit 1-ro Tuna,
nopaxatolen MacCUBHbLIA Ny MATKUX TKaHEN.

Knunuyeckuit cnyyait. NaumeHt, 22 net, obpatuncs B HaumoHanbHbIi MeULUHCKUI MCCNef0BaTeNbCKUI LEHTP OHKONO-
rum um. H.H. BnoxuHa c fuarHo3om «Heiipodubpomaros 1-ro TMNa C MacCUBHBIM NOPAXKEHUEM MATKUX TKAHEN HUXHei
TPETU CNUHBI, ATOANYHON obnacTy, befep». 3aboneBaHne CyWecTBYeT C POXKAEHUS, CEMEHbIA aHaMHe3 OTArOLEH: oTel,
yMep OT 3/10Ka4eCTBEHHOTO NPOABNEHUA HEMPOTreHHON Onyxonun. Y mMnaglwen cecTpbl TaKXKe AUArHOCTUPOBAH Helpodu-
GpomaTo3 ¢ nopaxeHueM roJIOBHOrO MO3ra U HanuymeM NaTeH LBeTa Kode C MONoKOM Ha Tene. C y4eTOM MacCUBHOO
OMyX0NeBOro NOPAXEHUS, 3HAUUTENILHO CHUKAIOLLEr0 KAaueCTBO XMU3HU 60NbHOrO, PELEHO BbIMONHUTL LMTOPELYKTUBHOE
XUPYPruyecKoe nevyeHne, 3afiaya KOTOPOro — MakCMManbHO pafiMkanbHOE YoaNeHUe BCeX AOCTYMHbIX ONYXO0JeBbIX MAacC
C LeNbio 0b6NeryeHns COCTOAHMA NauueHTa.

3akntoueHue. lpefCTaBNEHHbIA KIMHUYECKUIA CyYait NPOLEMOHCTPUPOBA YCNELWHbIA ONbIT XUPYPrUYECKOro JeYeHus
naumMeHTa C r’MraHTCKoi HelipothMbpPoOMOit, Nopaxarolen MaCCUMBHbINA NYN MATKUX TKAHEN.

KnioueBble cnoBa: Helipohnubpomaros, Helipothubpoma, 6one3Hb PeknuHrxay3eHa, MacCcUBHas OMyXO0/b, FTUraHTCKAsA Ony-
X0Jb, OHKONIOTUSA, OHKOOPTONEANA
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Introduction. Neurofibromas developing in neurofibromatosis type 1 rarely grow to a large size. However, in cases
of massive lesions, selection of optimal treatment tactics can be complicated. Clinicians usually resort to surgical
treatment which currently serves as an effective instrument for improving patients’ quality of life and for achieving
good cosmetic results.

Aim. To describe a successful experience of surgical treatment in a patient with giant neurofibroma type 1 affecting
a massive pool of soft tissues.

Clinical case. Patient, 22 years, sought medical help at the N.N. Blokhin National Medical Research Center of Oncology
with diagnosis of neurofibromatosis type 1 with massive lesions in the tissues of the lower third of the back, gluteal
region, thighs. The disease has existed since birth, family medical history is fraught: father died of malignant manifesta-
tion of a neurogenic tumor. The younger sister is also diagnosed with neurofibromatosis affecting the brain and mani-
festing through café au lait spots on the body. Due to massive tumors significantly decreasing the patient’s quality
of life, cytoreductive surgical treatment was prescribed aimed at maximally radical resection of all available tumors to
alleviate the patient’s condition.

Conclusion. The presented clinical case demonstrates successful experience of surgical treatment of a patient with giant
neurofibroma affecting a massive pool of soft tissues.
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BeepeHue

Heiipodpubpomartos 1-ro tumna (HP1) (6one3un Pe-
KJIMHTXay3eHa) — TeHeTUIecKoe 3a00JieBaHNe, 00YCIOB-
JICHHOE ayTOCOMHO-TOMUHAHTHBIM TUIIOM HACJIeIOBaHUSI,
CBSI3aHHOE C MYTallMSIMU B T€HaX, KOTUPYIOIINX OEJIOK
HelipouopomuH [1]. Kak rpaBuiio, 310 106pOKaYeCTBEH-
HbIe HEMPOTEHHBIE OIYyXOJIM, KOTOpbIe MOTYT AU dy3HO
IMopaxkaTb HEPBHYIO CUCTEMY, MSATKHE TKaHHU, KOXY, BHY-
TPEeHHUE OpPTraHbl, a TAKXKe OOBEANMHSITLCS B COJTUTAPHBIC
y3JIBI, CMeIasl IIepPeIrcIeHHBIe CTPYKTYPhI U BBI3bIBAs
MOPOKM pa3Butus [2]. 3aboieBaHNE XapaKTepu3yeTcs Ha-
JIMIMEM TIITeH 1IBeTa Kode ¢ MOJOKOM, IOIMBIIICUHBIX
BECHYIIICK, y3eJIKOB JInIa 1 MHOXECTBEHHBIX KOXHBIX
HelipoduobpoM. Takke HepeaK cliydad MaJIWTHU3ALUUN
JMAHHBIX CTPYKTYP C pa3BUTHEM 3JI0KAaYeCTBEHHBIX (DOopM
OITyXoJIel 13 000yI0UeK NepudeprndecKux HepBoB [3].

IMatmenTsr ¢ HP1 gacto cTpagaroT BpOKIEHHBIMU IUIEK-
c(OPMHBIMU HeiipodrdpoMaMu, KOTOpbie MOTYT UMETh
HETIPEePBIBHBIN POCT U OOBEAUHSATLCS B TUTAHTCKYIO HEHPO-
¢ubpomy. TepMuH «ruraHTCcKast HeiipoprOpoMa» He UMeeT
YETKOTO OTIPEIEICHNS Y MCITOIB3YeTCs IUIST OTTMCAHMST HEeli-
PoHOPOMBI, KOTOPast pa3pociIach 10 3HAYUTEIBHBIX 1 He-
oIpeIe/icHHBIX pa3MepoB. B muTeparype nMeercs psim co-

OOILLIEHUIA O CIydasiXx U cepusiX HaOMIOAEeHUI TMTaHTCKUX
HelipodudbpoMm [4—10]. HekoTopbie aBTOPBI MCITOIB3YIOT
TEPMUH «TUTaHTCKasI HeMpoGhrOpoMa» IS OITyXOJIeil BeCOM
B HECKOJIBKO KIJIOTPaMMOB; caMasi KpyITHasI OIyX0JIb, O KO-
TOPOI1 coO0IIANIOCh B TUTeparype, Becrta 90 xr [11].

Br110 TpoeMOHCTPUPOBAHO, 4TO MmanueHTsl ¢ HD1
0oJsice TSKENIO IEePEHOCSAT CUMITOMBI, YeM MaIlMeHTHI
C OMyXOJIIMHU 00004eK Tepudeprndyecknx HepBoB [12].
B penkux ciydasix mo3gHee oOpallieHUe 3a MEIUITMHCKOMN
TIOMOIIIBIO MOXET IIPUBECTU K PA3BUTUIO OYCHD OOJIBIITIX
OITyXOJIeil, TpeOYIOIIMX CI0XHOI MHTpaoIepallMOHHOMN
U nocieonepauoHHoi tepanuu. K coxanenuro, mHdop-
MallMM O JIEYEHUU OOJIBIIMX I'MTaHTCKUX Hepopuopom
HEIOCTAaTOYHO.

Knununyecknit cnyyan

Iayuenm M., 22 sem, obpamuacs 6 kaunuky Hayuo-
HAAbHO20 MeOUUUHCKO020 yeumpa oukonoeuu um. H H. Bro-
XuHa 6 Hosope 2022 e. IIpu ocmompe eu3yasusuposaua eu-
2aAHMCKAST ONYXO0Ab MSAKUX MKAHel CHUHbL, NOSCHULbL
u bedep (puc. 1). OcHoenoll rHcanroboil 1645110ck yxyodulerue
Kauecmea JCU3HU 6 C6A3U ¢ POCOM Onyxoau, docmueuiel
OonbUIUX PA3MEPO8.

Puc. 1. BHewHuli 8ud nayueHma Ha momeHm obpalyeHus 8 HayuoHanbHbIl MeduyuHckul uccnedosamenbckuli yueHmp oHKonoeuu um. H.H. baoxuxa
Fig. 1. Appearance of the patient at the time of admission to the N.N. Blokhin National Medical Research Center of Oncology
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Puc. 2. CocmosHue nayueHma nocne onepayuu
Fig. 2. Patient’s condition after surgery

B xode maznumHno-pe30HanHCHOl momozpapuu bis61eHO
Haau4ue MaccuBHO20 ONYX01e8020 NOPANCEHUs. MACKUX MKA-
Hell HUJICHell mpemu CRUHbl, NOSCHUYHOU U 5200UHHOU 00-

- —~

Puc. 4. BrewHuli sud nayueHma 4epe3 2 mec nocsae onepayuu
Fig. 4. Appearance of the patient 2 months after surgery
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Puc. 3. YoanerHas onyxons
Fig. 3. Resected tumor

aacmeil, 6edep. Tlo pesyavmamam eUcmonsoeu4ecKoeo 3aKao-
UeHUs NPUBHAKO8 310KA4ECMBEHH020 POCcma He 00HAPYHCEHO.
Muaenos: eueanmckas uetipogpuopoma. Panee nauyuenm oopa-
WANcs K OHK0A02aM NO MECIY HCUMeabecmea, 00HAKO 6 Xu-
pypeuyeckom aeyenuu 6ui10 omkazaro. Habarodancs xupyp-
20M 1O Mecmy JHCUMeAbCmea.

Jlannblil Kaunu4eckuil cay4aii 06cyscoancs Ha Myasmu-
JucyunaunapHom Koncuauyme. Pexomendosano xupypeuue-
cKoe neueHue 8 00semMe MaKCUMAAbHO20 UUMOPEOYKMUBHO20
YyoaneHus: 00CMYNHbIX ONYX0Ae8bIX Y3108 C Yeabio YAYHUIeHUS
Kauecmea JCus3HU NAyUeHma u 00CuNICeHus ONMUMANbHbIX
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Kocmemuueckux pezyabmamos. Onepayus 6blnoaHeHa 6 de-
Kkabpe 2022 2. 6 omoene obueil onkonoeuu Hayuonanvroeo
MeOQUUUHCKO020 UCCAe008aMENbCKO20 UeHMPa OHKOAORUU UM.
H.H. bnroxuna (puc. 2, 3).

IIpodoaxcumensrocme onepayuu — 7 4, 0bwas Kpoeo-
nomeps cocmasuaa 6 a, éec yoasenHoii onyxoau — 23 Ke.

[locaeonepayuontblii nepuod 0CA0NCHUACS HACTMUYHBIM
UHDUYUPOBAHUEM NOCACONEPAUUOHHOLL PAHbL, YMO NOMPebO-
6410 npogedeHUs: PedU3UOHHO20 BMeUamenbcmea 1 ycma-
Hoeku VAC-cucmemor (VAC — vacuum-assisted closure) oas
MAKCcUMAanbHoll 3paduxayuu omoensieMo2o u3 10%ca yoaieH-
Hoeo obpaszoeanus. Tlayuenm evinucan Ha 28-e cymku noo
HabardeHue OHK0A02a N0 MeCHYy JCUmenbCmaa.

B nocaeonepayuonnom nepuode 604bH0IU ommeuan 3Ha-
YumenvHoe yayHuleHue cocmosnus (ygeauderue no08UICHO-
cmu U 066eMa 8blNOAHAEMbIX 0BUICEHUIL), A MAKICe XOPOUIULL
Kocmemuueckuil agpgpexm (puc. 4).

1o pezyasmamam 0gyxmecssuHo20 HAOAIOO0eHUS — NOA0MNICU-
menvHas dunamuka 3axcusaenus. Tlayuenm ommeuaem obnee-
YeHue COCMOsIHUSL U YAy4lueHle 8HeulHe2o auda (cm. puc. 4).

06cyxaeHune
OnyxoneBoe nopaxenue rmpu HP1, kak mnpaBuio,
HOCUT J0OpOKAaYeCTBEHHbII XapakTep. OQHAKO €CTh Be-

A0 W TEPATYPA

1. Shen X.Q., Shen H., Wu S.C. et al. Surgically treated solitary giant
gluteal and retroperitoneal neurofibroma: a case report World J oSurg
Oncol 2016;14:125. DOI: 10.1186/s12957-016-0880-y

2. Ross A.L., Panthaki Z., Levi A.D. Surgical management of a giant
plexiform neurofibroma of the lower extremity. Surgical management
of a giant plexiform neurofibroma of the lower extremity. World
Neurosurg 2011;75(5—6):754—7.

3. ZhoulJ.D., Chen Z.Z., Li W.M. et al. Clinical features and pedigree
report of a patient with giant neurofibroma. Med Oncol
2012;29(2):1280—4. DOI: 10.1007/s12032-011-9882-3

4. Hamilton S.J., Friedman J.M. Insights into the patho- genesis of neuro-
fibromatosis 1 vasculopathy. Clin Genet 2000;58(5)341—4.

DOI: 10.1034/3.1399-0004.2000.580501.x

5. Beall D.P, Vander Kolk C.A. Giant dorsal neurofibroma in a young male.
Clin Radiol 1997;52(12):958—60. DOI: 10.1016/50009-9260(97)80233-4

6. Bhatia S., Khosla A., Dhir R. et al. Giant lumbosacral nerve sheath tumors.
Surg Neurol 1992;37(2):118—22. DOI: 10.1016/0090-3019(92)90187-r

7. Cebesoy O., Tutar E., Isik M., Arpacioglu O. A case of isolated giant
plexiform neurofibroma involving all branches of the common peroneal
nerve. Arch Orthop Trauma Surg 2007;127(8):709—12.

DOI: 10.1007/s00402-007-0303-1

8. Ghani A.R., Ariff A.R., Romzi A.R. et al. Giant nerve sheath tumor:
report of six cases. Clin Neurol Neurosurg 2005;107(4):318—24.
DOI: 10.1016/j.clineuro.2004.07.006

Bknaa asTopos
A.K. BajueB: HarMcaHue TEKCTa CTaThy;

A.T. CanibKOB: JieYeHUe MalMeHTa, ONrMcaHue KIMHUYECKOro HaboAeHUSI;

POSITHOCTH 3JI0KAa4eCTBEHHOTO IIePEepPOXICHUsI, KOTOpasi
cocrtaBisieT 2—5 % [13]. Helipodubpomer npu HD1 MoryT
OBITh KJIaccU(UUMPOBAaHBI KaK AU Gy3HBIE U Y3JIOBEIE.
JHuddy3Hbie HelipopOPOMBI TIPEACTABIISIOT COOOI 10~
X0 OYEPUCHHEBIE OITyXOJI1, KOTOPBIE IIIMPOKO PaCIIpoCTpa-
HSIOTCS BIOJIb IIJIOCKOCTEW COEAMHUTEIbHOU TKaHU
1 OKPYXaoT HOPMaJIbHBIC CTPYKTYPHI 0€3 MHBa3MBHOM
nmectpykuuu [14, 15]. Bt onyxoiau Ha3bIBAIOT HEMpOhU-
OpOMaTO3HOI CJIOHOBOU 00JIE3HBIO, KOTHAAa UMEETCsI pa3-
pacTaHre OKPYXKaIOIINX TKAHEW C UI3MEHEHHOM KOXKEeW Hal
HuMH [16]. B nprBeaeHHOM KIMHUYECKOM Cilydae y Haiu-
eHTa Obla ruranTckas (23 kr) muddysHast Helipodhuopo-
Ma, cBs13aHHast ¢ HD1, koropag pocia 6omee 20 nert.

3aKkntoyeHue

IIpencraBneHHbIN KIMHAYECKUIA CIy4dail MPOAEMOH-
CTPUPOBAJ YCHEUIHBIA OIBIT XUPYPIrUUECKOTO JIEUCHUS
MalMeHTa ¢ TUHTAaHTCKOI HeiiponOopoMoii, mopaxkaroiei
MaCCHUBHBIN ITyJI MSTKUX TKaHeil. BeiOpaHHast ieyeOHast
TaKTHKa 3aKjIoyajach B MAKCUMAJIbHOM YIAJIEHUU J10-
CTYITHOU OMYXOJ! U TUIACTUKe Ae(heKTOB MECTHBIMU TKa-
HSIMM, YTO MO3BOJIUJIO TOJYUYUTh YIOBIETBOPUTEIbHbBIE
KOCMETUYECKUE PE3YJIbTaThl M YIYUIIUTh KA4eCTBO XKU3HU
MnalueHTa.
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