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TUKa C JIBYXYPOBHEBOW KJIMHOBUIAHOUW pe3eKiueit
TPYAWHBI C HAKOCTHBIM OCTEOCUHTE30M TUTAHOBBI-
MU MJJACTUHAMMU WJIM OCTEOCUHTE3OM CTAJIbHOM JiUra-
TYpOM.
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OPPEKTUBHOCTD XUPYPITUYECKOI'O JIEYEHUA T Hl:AHTCKOfI
HENPO®PUBPOMbI HUZKHEU KOHEYHOCTHU ITP1 HEUPO®UBPOMATO3E

A.A. Maaunun®, C.H. Ilpadko, C.FO. Cepeees

®I'BHY «Hayunblii IeHTp cepaeuHo-cocyaucToii xupypruu uM. A.H. bakyneBa» (mupekrop — akanemuk PAH u PAMH

JILA. Bokepust), 121552, Mocksa, Poccuiickast Denepariust

[IpencraBien KIMHUYECKUI ClTydail yIaquHOTO XUPYPTUUYECKOTO JICYCHUSI OCIOKHEHHOI (POPMBI TUTAHTCKOM Helipoduopo-
Mbl HUDKHEH KOHEUHOCTHU MpU HeitpodudbpomaTose. BbIOOp XUpypruyeckoil TAKTUKHU JeYeHUST ONPEaeasiyicsl TpOMaIHbIMU
pasmMepamu OMyXxoJii, KOTOpasi pacipoCTPaHsIaCh MO BCeil TOJIeHU U NMpUBoaMa K AedhopMaluu KOCTE KOHEUHOCTH, ClaB-
JIMBAaHWIO MarUCTPaIbHBIX COCYI0B M BTOPUYHOM JTUMbeneMe CTOITHI.

OrpoMHbIe HepoGhUOPO3HbIE Y3/Jbl HE UMEIM MHOUIBTPAaTUBHOTO POCTa W HE MpOopacTajyd B MBILILLI U COCYIbI, a ObLIU
MpeACTaBIICHbl N30JIMPOBAHHBIMU MHKAIICYJIMPOBAHHBIMU 00pa30BaHUSIMU, UTO IMO3BOJIVIIO MPOBECTH X yaajeHue 6e3 Ha-
pYILIEHUST KPOBOCHAOKEHMSI KOHEUHOCTH. B TmocieonepalimoHHOM Teprojie MpoBeieHa KOMIUIEKCHAs peaOuInTals ¢ IpU-
MEHEHHUEM KOMITPECCUOHHO-(DUKCUPYIOIINX U3IEINIA, KOTOPbIEe 1alu BO3MOXHOCTh BOCCTAHOBUThH OMOPHYIO U JBUraTe/b-

Hy0 (DYHKIINIO HIKHEN KOHEYHOCTH.

Koouessie ciioBa: HelipodrdpomaTo3 PekimHrxay3eHa; HeiipoKyTaHHast 00Jie3Hb; HEBPOME30AepMaTOAUCTPOpUST; HEHPUHO-

MaTo3 [IEHTPaIbHBIN U TiepudepuIecKuii; hakoMaTo3s.

Jlaa wumuposanus: Annaist xupyprun. 2014; 4: 53—56.
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THE EFFECTIVENESS OF SURGICAL TREATMENT OF THE LOWER LIMB
OF A GIANT NEUROFIBROMA IN NEUROFIBROMATOSIS

A.A. Malinin, S.1. Pryadko, S.Yu. Sergeey

A.N. Bakoulev Scientific Center for Cardiovascular Surgery, 121552, Moscow, Russian Federation

Presented clinical case of successful surgical treatment of complicated forms of giant neurofibromas of the lower limb with neu-
rofibromatosis. The choice of surgical treatment was determined by the enormous size of the tumor, which was distributed
throughout the leg and led to the deformation of the bones of the limb, the compression of the great vessels and secondary lym-

phedema of the feet.

Huge neurofibroma nodes had no infiltrative growth and did not grow muscles and vessels, and were presented isolated encap-
sulated entities, which allowed to make their removal without disrupting the blood supply to the limbs. In the postoperative peri-
od conducted comprehensive rehabilitation using a compression-fixing of products, which gave us the opportunity to recover

the anchor and motor function of the lower limb.

Key words: neurofibromatosis Recklinghausen; Eurocucina disease; neurorestoratology; neurinomas central and peripheral;

pacemates.
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HeiipodubpomaTos PeximHrxayseHa Imo 3THOJIO-
TMU OTHOCUTCS K (paKoMaTo3aM, KOTOPbIE€ XapaKTepu-
3yIOTCSl HapyllleHMeM oOMeHa M OOYCJIOBJIEHBI IO-
BpeXJEHWEM TeHa, KOAMPYIOIIEro CUHTE3 OAHOTO
13 BaXHbIX (pepMeHTOB. OH SIBJSIETCS CPaBHUTEIBHO
YacTO BBISIBISIEMbIM MOJUCHUHAPOMHBIM HEWUPOIKTO-
JlepMaJIbHbIM HaCJIeZICTBEHHBIM 3a00JIEBAHUEM C ayTO-
COMHO-JOMMHAHTHBIM TUIIOM Tlepeaauu. MyTaHTHbBII
reH npu Helipoguodpomarose I Tuna (mepudepudec-
KoM) HaxoauTcs B 17-i1 xpoMocome, npu Helipohuo-
poMmarose Il tuna (ueHTpasibHOM) — B 22-i1 XpoMO-
come. B ocHoBe maToJioruu JIEXUT HapylleHue
npoaudepanuu U AUdGbGEepeHIMPOBKU KIETOK,
MPOUCXOMASIIIIUX U3 HEBPaAJbHOTO Ipedelnka (Mea-
HOLIMTOB, IIBAHHOBCKHUX KJIETOK, (pubpobiacToB
sHaoHeBpus). HelipohubpomMaro3 ognHAKOBO 4acTO
BCTpeYaeTcsl Kak y My>KUWH, TaK U y XKeHIIMH. 3a060-
JiIeBaeMOCTh HelipodudpoMaTo3oM | Tumna cocraBisieT
30—40 cayyaeB Ha 100 Tbic. HaceneHus [1, 2].

B HexkoTophIx ciyvasx HelipohuOpoMaTo3HBIE y3-
JIbl JOCTUTAIOT OTPOMHBIX Pa3MeEpoB, AedOopMUpYIO-
IIMX KOHEYHOCTb U Hapyllawux ee (GpyHKINUU.

XUpypruueckoe JieueHue SIBISETCS €IUMHCTBEH-
HBIM CIIOCOOOM MoMOYb OosbHBIM. IIpeacrtaBisiem
KJIMHUYECKUI ciydail 9ppeKTUMBHOCTH TaKOTO BUIA
JieueHus.

XKeHumrua 28 jgeT mocTynuia ¢ xajiobaMu Ha Ha-
JINYMEe TUTAaHTCKOTo IedOopMUpPYIOIIEro O0O0bEeMHOIO
00pa30BaHuUs JIEBOW TOJIEHU U Oellpa, COUYETaoNIEroCs
¢ TMM(baTUYECKUM OTEKOM HUXKHE KOHEYHOCTH.

C paHHero jeTcTBa ObL1 YCTaHOBJIEH Hepodudpo-
MaTo3 ¢ TUIMUYHBIMU KJIMHUYECKUMU TTPOSIBICHUSIMMU.
B Bo3pacTe 8 neT naimeHTKa OTMeTIIIa yBeJIMYeHUeE Jie-
BOI HMXXHEH KOHEYHOCTM B O0BbEME M OrpaHUuYeHUE
JBUXXEHUU B JIEBOM KOJIGHHOM cycTaBe. 3a MocjeqHue
TPpU Trojla OTMeUaeTcst ObICTPOE MPOrpecCUpoBaHUE 3a-
0oJieBaHUS: 3HAYUTEJbHOE YBEJIWYEHUE OTEeKa JIEBOU
rojieHu, mpuBosiee K 80%-HoMy HapyIIeHUIO (hyHK-
LIMiA B KOJIGHHOM UM TOJIEHOCTOITHOM CYCTaBax, pe3Ko
orpaHMYMBalollee aKTUBHBIE ABIKeHUS (puc. 1, a).
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IIpu ocMoTpe oTMeyasloch TMTaHTCKOe 0O0beMHOe
0o0pa3oBaHUE JIEBOI TOJIEHU C €€ MSATKUM OTEKOM J10
100 cM B okpykHOCTU. TakxKe BBISIBJISUTMCH TOBEPXHO-
CTHBIE BHYTPU- U TOJAKOXHBIE DJIEMEHTBI, HE CIasiH-
HbIE€ C TMOJJIEXAIlle TKaHbO U 0e300JIe3HEHHbIE MTPU
nanbnaiuy. BeHo3HbIl pucyHok ycuieH. [To Beeit mo-
BEPXHOCTHU TeJla UMEJIMCh MHOTOUMCIEHHbIE PAa3HOO0-
pa3HbIe MO AUAMETPY, BHICOTE U TJIyOMHE MUTMEHTHbIC
MSITHA KOPUYHEBOTO 1IBETA, OAMHOYHBIE U TPYIIIOBbIE
nanuiioMsl (puc. 1, 6).

[To naHHBIM YJIBTPa3BYKOBOTO AYIJIEKCHOTO CKa-
HUPOBAHWS HUXHSIS T0J1asi, MOJB3AOIIHbIE, TTOBEPX-
HOCTHBIE U TJIyOOKME BEHbI 6€3 MPU3HAKOB TPOMO03a,
BocmajieHusl, MpoxoauMbl. OTMevaeTcsi BapuKO3HOE
paciliMpeHue CTBOJAa U IPUTOKOB U HECOCTOSTENb-
HOCTb KJIaITaHOB OOJIbIION M MaJIOi TOJKOXHBIX BEH,
a Takxe nepopaHTHBIX BEH B HUXKHEN U CpeiHel Tpe-
TSIX TOJIEHU cieBa. BelpaxkeHHBIN JUM@OCTa3 KOHEU-
HocTu. OrpoMHbIe HelpoduOpoMaTO3HBIE Y3JIbI C
KarcyJioi 06e3 mpopacTaHusl TKaHEl, TUITOMbI, XKMIKO-
CTHbIE U (PUOPO3HBIE 00pPa30BAHMST PA3TUYHON MIOT-
HOCTU U pa3MepoB.

BbosibHOI BBINIOJIHEHO McCeueHre Helipoduopoma-
TO3HBIX y3JIOB Ha JIEBOU TOJICHU, C TJIACTUKON MECT-
HBIMU TKaHSIMMU.

ITon crivHanbHOM U SNIKAYPAILHON aHecTe3uel oT
TOJICHOCTOITHOTO CyCTaBa 0 BEpXHEU TPETHU JIEBOI TO-
JIEHU M0 TepeaHeMeAnaTbHOU MOBEPXHOCTU BbIMOJI-
HEH TOJYJIYHHBIN pa3pe3 KOXKHbIX TOKPOBOB (CErMEHT
KOXHW OTMpaBJieH Ha TUCTOJIOTMYECKOEe MCClieoBa-
Hue). OTmeyaeTrcs BbIpakeHHasT KPOBOTOUYMBOCTh
MojjIeXaliux TKaHei, 3HauuTeIbHO BhIpaXKeHHas Bac-
KyJissipu3alus TKaHel, BbIpakeHHbIN (pruOpo3 TKaHei,
MpopacTaHue B 33JHIOI0 IPYIIITY MBI, C BOBJIEYEHU-
€M B TIPOIIECC CBI30YHOIrO arrapara, COCYIMCTO-
HEPBHOTIO IMy4yKa. TyIbIM M OCTPBIM CIIOCOOOM IIO ITe-
peaHel TOBEPXHOCTHU TOJIEHH! BbIAEJIEHO OIPOMHOE 00-
pazoBaHue — Helipodubpoma 25x20 cM, KoTopas
yaaieHa. C TeXHUYECKUMU TPYAHOCTSIMU MCCEUYEHbI
U30bITOUHBIE (PUOPO3HBIE, OTEUHbIE TKaHU. JInTeNb-
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Puc. 1. BHelHuMii BUI ruraHTCKOi Heipo(hruOPOMBI JIeBOIi TOJIEHU Criepeu (a) U TieKCuhOpMHbIe HeipohrOpOMbI — dehaHTra3

BbpyHca npaBoii rpyaHoi xee3sbl (6) y TO ke NaluueHTKU

Puc. 2. BHenHuit Bua JeBOi ToJIeHU MOcC/e yaaleHus Heilpo-
(huOpOMBI ¢ MIACTUKON MECTHBIMU TKaHAMU (a) U peaduinTa-
1MST TIAUEHTKU C MCTIOIb30BaHNEM KOMITIPECCUOHHO-1aCTH -
YECKUX U3MEIUii ¢ aJieMeHTaMU 00KOBOI (hukcaluu (6)

HBII TEMOCTA3 C MPOLIMBAHUEM U MEPEBSI3ZKOU BEHO3-
HbIX U apTepuabHbIX MIPUTOKOB. JleeKT cTeHKU mo-
KOJIEHHOM BEHBI YIIIUT HUTHIO TipoJieH 6/0-13. Bu3sya-
JIUBMPOBAH TUOMOIEPOHEANbHbII CTBOJ, 3aHSsIS
OouibllieOeplioBasi apTepusi, BOBJIeUeHHasl B TIpolecce,
MpoILINTa, MepeBd3aHa U nepecedyeHa. [IpousseneHa
KOXXHasl TIacTMKa MeCTHbIMM TKaHsMM. PaHa yiiuTa
BHYTPMKOXHBIM IIBOM U CTSITMBAIOIIMMMU IIBAMU 110
JoHaTu C UCIOJb30BAHUEM PACCACBHIBAIOIIETOCH Ma-
Tepuajla, C OCTaBJIeHHWEM aKTUBHOIO JpeHaxa
(puc. 2, a). BoInojiHEHO 371acTUYECKOe OMHTOBaHUE.

B c¢Bsi3u ¢ pasBuBILIelics B MocieonepalioOHHOM
nepuonae y 00JbHOW aHEMMEl CO CHMXEHUEM TeMo-
r1o6uHa 10 52 r/n motpeboBaIoch repeanuBaHue 6 103
JIOHOPCKOW 3PUTPOLIMTAPHOI MacChl.

OTMEYEeHO 3aKMBJIIEHUE PaHbl MEPBUYHBIM HATsI-
JKeHHEeM.

K MOMEHTY BBIITMCKM COCTOSTHUE OOJILHON yIoBJIe-
TBopuTenbHOe. [To gaHHbIM Y3U MITKuX TKaHel 30-
HbI OMepalyu XUJAKOCTHBIX U OIyXOJEBUIHbBIX 00pa-
30BaHMI, a TAKXKE MPU3HAKOB TPOMO03a INyOOKHUX BEH
HeT. [IpoBeneHbl peadMIMTALIMOHHBIE MEPOITPUSITHS C
BOCCTaHOBJIEHUEM [IBUTaTEJIbHOTO U (DYHKIIMOHAIb-
HOTO COCTOSIHMSI OTIEPMPOBAHHON KOHEYHOCTU, HC-
MOJIb30BaHbI KOMITPECCUOHHO-3JIaCTUUEeCKUE U3ETUs
¢ bokoBoOIi (pukcanueit (puc. 2, 6).

[Tpu BeIMKCKE PEKOMEHIOBAHO MOCTOSIHHOE 3J1ac-
TUYeCKoe OWHTOBaHWE C YCUJIEHHEM ITOPOJIOHOM,
CHOPTUBHBIE 0aHIAXU, KOMIIPECCUOHHBIM TPUKOTAXK
2—4 Kjacca KOMIIPECCUM, OpTe3bl, a TaKxkKe Teparusi
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aHTUOMOTUKAMU JUIMTEILHOTO JeWCTBUS (peTaprieH
WIN OULIAJIIUH-S).

O0cyxknenue

M3 nutepaTtypbl U3BECTHO, UTO B MOJOBUHE CJlyya-
eB HeliporOpoMaTo3 SIBJISIeTCS HACJAeACTBEHHBIM, a B
MOJIOBUHE — PE3yJIbTaTOM CIIOHTAHHOW MyTaluu. Ya-
CTOTa MyTallMii FTEHOB, MOJOMKA KOTOPBIX MPUBOJUT K
nepudepuyeckomy Heitpocudpomatosy | Tuna, sBisi-
€TCSl CAaMOWM BBICOKOW M3 U3BECTHBIX IS TEHOB YEJIO-
Beka [l]. YuuTbhiBasi aHaMHe3 IaLlMEHTKU, MOXHO
npejrnosaratb HacjleJCTBEHHYIO 3TUOJIOTHIO 3a00Jie-
BaHUS.

B naHHOM ciyyae umenach Kjiaccuueckasi KJIMHU-
yeckasl KapTuHa Helipo¢guOpomarosa, KOTopasi Xxapak-
TEpU30BaJIaCh MHOXECTBEHHBIMU TSITHAMU 1IBETA «KO-
¢e ¢ MojlokoM», HelipoduOpoMaMy ¥ MTUTMEHTHBIMU
ramMmapToMaMu pany>XkKu, TMIeKCU(DOPMHBIMU HEUpo-
(bubpomamu B Bune Aud@y3HbIX, YITUHEHHBIX, ILIOC-
KHX, CBUCAIOLIMX, MITKUX OMyXxoyieil. Y malueHTKu B
00J1aCTU MpaBOil TPYTHOH KeJie3bl MMEJUCh J0Jbya-
Thleé MaCCUBHbIE OYarM MeIIKOOOpa3HO CBUCAIOIIEi
KOXH, CMOPUIEHHONH M HEPEJKO TMIEepPIUIMEHTUPO-
BaHHOI1 (puc. 1, 6), KOTOpbIe U3BECTHBI KaK Helipodu-
OpomaTo3HbIl anedaHTras bpyHca.

s HeiipoprOpomaTosa xapaKTepHO 00JIbIIOE KO-
JINYECTBO PA3JUUYHBIX Pa3HOBMIHOCTEH MOIKOXHBIX
HelipouOpPOM, KOTOpbIe MHOIIA pacroiaraloTcs riy-
0OKO TOJI KOXEU U TOCTUTAIOT OTPOMHBIX Pa3MEPOB.
OHU uMeloT 6oJiee TIOTHYIO KOHCUCTEHLIMIO, OBOU/I-

56

Hylo (GOopMy, HEpEJIKO COUeTalTCsl ¢ JUIMOMaMM, Te-
MaHTMOMaMU U JPYTUMU 0Opa30BaHUSIMU.

B paHHOM ciiyyae y 00JIbHOII MMEJUCh OrPOMHbIE
Helipo(nOpPOMAaTO3HEIE Y3JIbl FOJIEHU, B KOTOPBIE BXO-
JIIUJIM MarucTpajbHbie apTepuaibHble U BEHO3HBIE CO-
Cy/bl, YTO MOTPeOOBAJIO YYACTUSI COCYAUCTBIX XUPYP-
TOB JUISI TPEIOTBPAILeHUSI MIIIEMUYECKUX PACCTPOMCTB
KoHeuHocTU. B pesynbrare Bce HeilpodubOpomaTos-
HbI€ Y3JIbl TOJIEHU ObLIM yAaJeHbl C COXpaHeHUEeM Ma-
TUCTPAIbHOTO BEHO3HOI'O U apTepUabHOIO KPOBOTO-
Ka. DYHKIMOHAJIBHOE COCTOSIHUE KOHEYHOCTU BOC-
ctaHoBjeHO. boinbHOII TpeOyeTcsT TOCTOSHHOE
KUCIIOJIb30BaHNE KOMIIPECCUMOHHO-31aCTUYECKUX M3-
el st TpoUIaKTUKKU MPOTrPecCUpOBaHUS JIMM-
deaeMbl KOHEYHOCTH.

TakuMm 00pa3oM, KIMHUYECKUI Cllydail J1eMOHCT-
pUpyeT BBICOKYIO 3(P(PeKTUBHOCTb XUPYPruyecKoro
yIaJIeHUsI TUTAaHTCKMX Helpo(hurOpOMaTO3HBIX Y3JIOB
HUKHENT KOHEYHOCTM C BOCCTAHOBJICHUEM ee (DYHK-
LIWIA.
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