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BBenenne. IlurmeHTHass Kcepomepma (CHMHO-
HUMBI: 3JI0Ka4eCTBEHHOE JICHTUTO, PETUKYJISIPHBII
MpeapakoBbIi 1epMaTo3, IMTMEHTHas aTpodoaepMa,
3JI0Ka4eCTBEHHBIN 3(UINI03) — FreHETUIECKH IeTep-
MUHMPOBaHHBIN (hOTOIEPMATO3, KOTOPHII HACJIeNyeT-
csI TI0 ayTOCOMHO-pPeILIeCCUBHOMY THUMY. B ocHOBe 3a-
0oJIeBaHUS JIEKUT MOBBIIICHHAS] YYBCTBUTEJIBHOCTh K
pa3IMYHBIM BUIAM Jy4eBoit aHepruu. YacTora BCTpe-
yaemocTu B EBpomne cocraBnser 1 ciyyait Ha 50—500
ThICSIY 4esioBeK [1]. BriepBbie ero onucan U3BeCTHBIN
onkoJor Kaposi B 1870 roay. [IpuunHoii 3a601eBaHUS
CYMTAIOT MyTallMKd B XpoMocomax 2, 6 uinu 9. Y takux
OOJIbHBIX OOHAPYXXMBACTCSA HapYLICHUE CUCTEMBI BbI-
paboTKM (pepMEHTOB, HEOOXOIUMBIX JJI BOCCTAHOBHU -
TEJbHBIX MPOIIECCOB B KOXE MOCJE MOBPEKIAIOIIECTO
BO3IEUCTBUS YIBTPAdUOICTOBOIO U3TYYCHUS UM pa-
nuauuu. CoTHEUYHbIE JIYIM BBI3BIBAIOT CTOMKYIO BOC-
MaJTUTEIbHYIO PeaKIINIO KOXHM Ha OTKPBITHIX yUyacTKax
TeJla ¢ Mmoceayoolleit ee aTpodueii 1 HepaBHOMEPHOI
nurMeHTanuvein. B manpHeiem mnpoucxoaut oOpa-
30BaHME OOJBIIOrO0 KOJUYECTBA BECHYIIEK, OOpo-
IaBYATBIX pa3pacTaHUl, MEPEepPOXIAIOIINXCI 3aTeM
B 0a3aJIbHO-KJIETOUYHBIA M IJIOCKOKJIETOYHBIM pax,
3JI0Ka4eCTBEHHBIC MeTaHOMBI. Ha KoXke mosBisioTcs
TPELIMHBI, KOPKU, U3bSI3BICHUs. ATpodruecKkue 13-
MEHEHMS KOXU JINIIA COMMPOBOXIAIOTCSI NICTOHUYCHEM
XpsIieit Hoca, YITHBIX paKOBUH, CYXXEHHUEM HOCOBBIX
XOIIOB, POTOBOT'O OTBEPCTHsI, BRLIBOPOTOM BeK, OJiecha-
PUTOM, U3BSI3BICHUEM KOHBIOHKTHUBBI, BBHITIaICHUEM
PECHUII M HapyIICHUEM HUX pOCTa, IOMYTHEHUEM pO-
TOBUIIBI.

PanukanbpHBIX CIIOCOOOB JICYCHMUSI MTUTMEHTHOM
kceponepmbl (1K) Ha ceromHsHUI AeHb HE CYIIe-
cTBYeT. BecHOIT 1 0CeHBIO, KaK IIPaBUIO, PEKOMEHIYIOT
MPUMEHSTh CUMIOTOMATUICCKYIO TEpAITUIo; IeJarui B
COYETaHUM C BUTAMUHAMU, TTAHTOTCHOBYIO KUCTIOTY [4,
5, 7]. Ilpu nosiBIeHUM ONMYXOJEBUIOHBIX 0Opa30BaHUM
COBMECTHO C OHKOJIOTaMHU ITPOBOMISIT UX XUPYPTUIECKOE
yIajleHue, KPUOAECTPYKIIMIO, IMATEPMOKOATYJISILIMIO
[2, 3, 6]. ITpu BEIBOpPOTE BEK, HApYILIEHUU POCTA pec-
HUL TIpuberarT K 0ojee CI0XHBIM PEKOHCTPYKTUB-
HBIM onepauusaM. OgHako u3-3a Tpyooro pyoieBaHUs
MOJIYIUThb XOPOIIWI (PYHKIIMOHAIBHO-3CTETUUECKUIA
HCXOIIl OTIEPaTUBHOTO BMEIIATEILCTBA TOBOJIBHO CIOX-

Ho. B KauecTBe WJLTIOCTpALIMK YCTIELIHOTO CJydasi Jie-
YyeHUs nopaxeHus BeK y 6osbHOM ¢ [1K ¢ yueTom oco-
OEHHOCTE!l PEeKOHCTPYKILWUM MPUBOIUM CJIEIYIOLIMIA
npumMep.

MATEPUAJI U METO/IbI. B rmasunoe otnene-
HHe AJIeKCAHIPOBCKOl KIMHMYEeCKOi OonbHMIbl I. KueBa
17.02.11 r. moctymuia 6osbHas 1. 1979 r.p. (ucropus 60ie3H1
Ne 4200305) ¢ kano0amu Ha 00JH, pe3H, CI€30TeYeHHE, CBe-
TOOOSI3HB B JIEBOM IJIa3y, HOBOOOPA30BaHNE, BLIBOPOT HIZKHETO
BEKa JIEBOro I1a3a.

Koxa mna u pyk ucronuyeHa, arpouuna, ¢ 00 IbIIMM KO-
JIMYECTBOM BbIPAKCHHBIX MATMECHTHBIX MATECH, BECHYIIICK, HOBO-
00pa3oBaHmii OKPYIIOii (hOPMBI KOPUIHEBOTO IBETA.

AHamHe3: poAWIach KJIMHNYECKH 310poBoii. ITepBbie npu-
3HaKH! 3360J1enamm MPOABUINCH B 4-x JIETHEM BO3pacTe, Koraa
ObLIM OTMEYEHbI: IPUTEMA, YCHJIEHHOE LIeTylIeHHe KOXKHI Ha 0T-
KPBITBIX YYaCTKaX, ¢ MOCJIEIYIOIIUM PA3BUTUEM THNICPIUITMEH-
Tanus No Tumy Jenturo. Kaxkmoe mocieayomee npedbiBaHne
HA COJIHIIC YCWJIMBAJIO 3TH CUMIITOMBI. B cBs131 ¢ yacThIMH 060-
CTPEeHNsIMH XPOHHYECKOTO Osie(hapuTa, KOHBIOHKTHBATA, Kepa-
THTA HanueHTKa ¢ 10 Jet HAdMOIAIACH H JIEYHIACH Y 0()TAJIb-
MoJiora mo Mecty xkureabeTBa. C 1993 roaa Ha Koxe JMia u pyK
HAYaJIi 00Pa30BbIBATHCA TPEIIMHbI, KOPKH, U3bS3BJICHHS, HO-
BOOOPA30BAHMSA, B CBSI3H C ITUM 0OJIbHASI HAXOAWIACH MO INC-
NaHCEepPHbIM HA0II0IeHHEeM Y oHKoJIora. [IpoBoauiaoch yaaienune
HOB0OOpa3oBanmii (0a3a,1MOM) IPH NOMOIIM KPHOAECTPYKIIMHA 1
XHPYPrUYecKux onepanuii. B cBg3m ¢ pa3BuTieM U Nporpeccu-
pOBaHNEM BBIBOPOTOB BeK 000ux mia3 B 2005 roay mamuenTka
camocTosTesbHO oopaTmiack B Kuesckmii LlenTp Mukpoxupyp-
rud mia3a, rae B 2008 u 2009 rr. TpmKapl ObLIa ONIepUPOBaHA MO
MOBO/LY BHIBODOTOB HMKHHX BEK 000HMX IVia3, OJHAKO YIOBJIET-
BOpPHTEIbHBI (YHKIMOHATBHO-3cTeTHIecKmii 3hdekT He ObLT
JIOCTUTHYT M3-32 TPYOBIX PYOIOBBIX M3MEHEHWii, YTO BbIHYIIIIO
ee 00paTUThCA B IIa3HOe oTeeHne AJIeKCAHIPOBCKOM KIMHM-
qyecKoii 001bHuIbI T. Kuena.

Ina3Hoii cTaTyc Npu NOCTYIJIEHNN:

Ipassrii ma3. Octpora 3penust — 0,6 H/K. [azHas mean
nedopMupoBaHa, OTMEYEHO PYOLOBOE YKOpOUEHHE HIKHETO
BeKa, KPaii BeKa NPWIEKNUT K NIA3HOMY S0JI0KY, PECHHIIbI TOH-
KHe, PelKHe, YaCTb M3 HHX HAmpaBlieHa B CTOPOHY IIA3HOIO
s0J0Ka. HaOmomaercs runmepmiasuss KOHbIOHKTHBBI BEK, PO-
TOBHIIA B HU2KHEM CETrMEHTE NMOMYTHEHA, BACKYJISAPU3ALIUN HET.
Ilepenusas Kamepa oka3ajach CpeaHeil DIyOMHBI, C MpPO3pay-
HbIM colep:KuMbIM. Panykka B 1BeTe, pUCYHKe M pelibedpe He
u3MeHeHa. 3PavoK MPABWILHOI ()OPMBI M BEJMYUHBI, PEAKIHS
HA CBeT XKuBasi. XPYCTAIMK NMPO3PAYHbBIiA, HA DIA3HOM JHE TUCK
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3PUTEJILHOTO HepBa 0J1eIHO-PO30BOT0 BETA, TPAHULBI OTYETIIH -
BbI€, APTEPUM U BEHbI 0OBIYHOTO KAIUOPa, MaKyJISIpHas 00J1aCTh
0e3 ocodeHHOCTeiA.

JleBblii r1a3. OcTpora 3peHuss — IBIKEHHE PYKH Y JIMIA.
Ha nmkHeM BeKe JIeBOTO I71a3a B 7 MM OT Kpas, onpeneisieTcs
HOBOOOPa30BaHHE KOPHYHEBOTO IIBETA, OKPYIOii (hopmbl, pa3-
Mepom 2 x 3 mm. HukHee BeKO OTCTaeT OT MIa3HOro si6J10Ka 3a
cyer rpyoo copMHpOBaBIIErocs MOCJIEONEPANMOHHOTO PyO-
na. Kpaii Beka yroJimeH, 60/1biasi YacTh PECHHUII OTCYTCTBYET,
OCTaBIIKECS PECHHIIbI HCTOHYEHBI, YACTb U3 HUX HANPABJIEHA B
cTOpOHY I1a3Horo si6;10ka. Habmonaercs arpodus Tap3aibHoii
miacTuHKU. KOHbIOHKTHBA BEK rMINEPIJIa3HPOBAHA U THIIEPEMH-
poBana. OTmeuaercsi clie30TeueHne, CBETO00S3Hb, OJedapo-
Cna3M, BbIPAKEHHAS CMEHIAHHAS MHbeKINS, MHPUIBTPAT GeJio-
O IBETA B HIDKHEM CErMEHTE POTOBHIIbI, CTAPbIE MOMYTHEHHUS
poroBuipl. L1y0kenexamue cpeabl He 0TaTbMOCKOMUPYIOTCS
U3-32 COCTOSIHUSI POTOBHIIBI.

Ha ocHoBaHuM aHAMHE3a, KIMHHMYECKHUX JAHHbIX U 1O pe-
3y/IBTATAM JIONOJHUTEIbHBIX METOA0B MCC/IENOBAHUS ObLI 1O-
CTaBJIeH IMArHO3: MUTMEHTHAs Kcepoaepma.

IIpaseiii a3 — aedopmamus Ia3HOM HieM, pyOIOBOE
YKOpPOYeHHe HIDKHEr0 BeKa, TPUXWA3, TMMepPIUIa3usi KOHBIOH-
KTHBbI, TIOMyTHEHHe POroBHIbI. JIeBblii I1a3 — HOBOOOPa30-
BaHWe, PYOLOBbIii BbIBOPDOT HUKHEr0 BeKa, THJIO3 Kpas Bek,
YACTHYHbII MaJaapo3, TPUXMA3, TMNEPIIA3us KOHBIOHKTHBBI,
keparur (puc. 1).

Puc. 1. Boabnag K., 32 rona, ¢ nurMeHTHOi Kcepoaepmoii 10
ONEepaTHBHOTO JIeYEeHHSl.

17.02.11. Ha JeBOM KIa3y ObLIO MPOBEIEHO ONEPATHBHOE
BMENIATEILCTBO, KOTOPOE BKJIIOYAJIO: yIaJeHHe HOBOOOpPa3oBa-
HUSI HUZKHETO BEKa JIEBOr0 I1a3a C MOCJIeayIonieil PEKOHCTPYK-
1Hei BeKa, yCTPaHeHne BHIBOPOTA HIKHET0 BEKA C HCII0JIb30Ba-
HHEM CBOOOIHOTO AYTOJIOCKYTa C BEPXHET0 BeKa BTOPOro Iia3a,
npoBeeHne BpeMeHHoii 0Jedapoppadun ciieBa.

Onepanyio MPOBOJMIM BMECTE C AHECTE3HOJIOTOM, TO-
CKOJIbKY M3-32 HEYPABHOBEIIEHHOW NMCUXHMKH NMANMEHTKH MpH-

HIJIOCh MECTHYIO AaHECTE3HIO IONOJHUTH BHYTPUBEHHBIM 00€300-
JIMBAHHEM.

Onepanusi BbIIOJHEHA CJEAYIOMMM 00pa3oM: mocje 00-
PaOOTKH M MOATOTOBKH ONEPALMOHHOTO MOJISI BBINOJIHEH pa3pe3
KOKH HIZKHEro BeKa JIEBOTo IJia3a Ha BCIO JUIMHY, oTcTynas 3—4
MM OT pecHHYHOro Kpas. Kpas pa3pe3a orcenapoBaHbl B CTO-
poHbl. YiajieHO HOBOOOpa30BaHKe, HCCEUYEHbI PYOIIbI U PYOIIOBO
U3MEHEHHAS MOJKOXKHAA TKaHb. OnpenejieHa NyOUHA, INMPUHA
M BbICOTA 00pa3oBasmerocs nedekra. C BepxHero BeKa npaBo-
0 I1a3a, COOTBETCTBEHHO pa3mepy ledeKTa, BLIKPOEH JOCKYT
KOXKH, NlepeHeceHHblii Ha MecTo JedeKTa M THIATeIbHO NPHIIN-
Thlii y3;10BbIMH miBamMu 9—00. Onepanus 3aKOHYEHA TPEXJOKYC-
Hoii 6siepapoppadueii. Ha Beko Hajl0KeHa Tyras acenTuyeckas
MOBSI3KA.

PE3VIIBTATBI 1 NX OBCYXIEHMHE. Ilpu
MOATOTOBKE K OIepalliy MallMeHTKa BHYTPb MojyJyaia
ButamuHbl A, B, E, necencubunusupymomiyie mnpemna-
paThl, MECTHO Ha KOXY BeK — (DOTO3aIIUTHBIE KPEMBI.
C 1enblo KOppeKUMU BBIpaK€HHO HEYCTOMUYMBOCTU
MCUXUKU OOJIbHOI Tepen orepauneil U B paHHUM Mo-
cJieonepalMOHHbBIN Mepro I ObLIM Ha3HAYeHbI aHKCHUO-
JuTtuky (aganrtoi, agpobaso).

ITpu muranupoBanuu 6J1eaporIaCTUKU KaK MOX-
HO 0oJiee YeTKO COOJI0aaIu MPUHILIMIT TTOJTHOTO CXO[I-
CTBa 3aMEHSIEMBIX TKaHEei ¢ 3aMeHSomMMU uX. Jus
YCTpaHEHUsI BBIBOPOTA HIDKHETO BeKa Y IMallMeHTKU C
IK npumeHuIn crocod cBOOOIHOI repecagky KOXHU,
B34TOM M3 BEpPXHETr0 BeKa BTOPOro Ija3a, Haubosee
MMOIXOMMBIIEH IO LIBETY U CTPYKTYpE.

Omnepaltiys 1 ocjeorepalMoOHHbII TeprUo ITPOIII-
M 6e3 ocnoxHeHui. [lepBylo nepeBsI3Ky MpoBeand Ha
MIATHIA IeHb Tociie orepaluy. B rmociaeonepaimoHHOM
Meproie MCIOJb30BaIM MECTHOE M 00llee MPOTUBO-
BOCTIAJINTEIbHOE JiedeHue, Tpoduueckyro u ¢orosa-
IIUTHYIO Tepanuo. Ha cenbmoil neHb OOJIbHOM CHSIN
KOXKHBIE IIIBBI U BHIMTUCATIH.

CocTostHYe IJ1a3 TP BBITIMCKE: JIEBbI I1a3 — IJ1a3-
Hasl 1Ieb 3aKphiTa, 01edapoppaduueckue MIBLI JeXaT
XOPOIIIO, BEKM MpUIIeXkKaT K IJIa3HOMY SI0JIOKY, Tepeca-
JKeHHBI! ayTOJIOCKYT Ha HUKHEM BeKe T10 BUIY U LIBETY
He OTJIMYaeTCs OT OJIM3JIeXKalIX TKaHei (puc. 2).

Hanee 0onbHast HaOmoganach amOynaTopHo. Ha
MPOTSIKEHUU CJISAYIOIINX TPeX MeCsIleB MallueHTKe
MMPOBOAMJIACh TIPOTUBOBOCHAIUTENIbHAS, Tpoduye-
ckas, (oTo3alIMTHAs M paccachiBalolllasl Teparwus,
IocJie 4ero ObLIM CHATHI OJiepapoppacduiyecKuie 1MBhI.

CocTosiHUE JIEBOTO IJ1a3a — IJla3Has 1IeIb BOCCTa-
HOBUJIACH 0 MPAaBUILHOM (DOPMBI M BEJIMUMHBI, HIX-
Hee BEeKO IIJIOTHO MPUJIEKUT K IJIa3HOMY SI0JI0KY, Kpaii
BeKa OCTaJICS YTOJIIEHHBIM, YACTUYHBIN Magapo3, pocT
COXPaHMBILIMXCS PECHMI[ HeMpaBUIbHBIA. [1a3zHOE
SI0JI0KO CITOKOIHOE, 00beM ABUXKEHMIA TTOJIHBINA, KOHD-
IOHKTHBa OJIEMIHO-PO30Basi, IOMYTHEHMSI POTOBUIILI
HECKOJIbKO TpocBetienu. [lepenHsisi kamepa cpemaHeit
[JIyOUHBI, pamyXKa He U3MEHEHa, 3pa4oK IMPaBUIbHOMN
¢GopMbI M BETMYMHBI, peakLUs Ha CBET XXUBasi. XpycTa-
JIMK TIPO3pauyHbIil, TyOxXeaexkallue cpeabl B OeTalsx
HE MPOCMaTPUBAIOTCSI 13-3a TIOMYTHEHMSI POTOBMIIBI.
Octpora 3peHus noBbicuaach 1o 0,1 H/K (puc. 3).
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Puc. 2. Borbnas K. yepe3 2 Hemem nocje npoBeaeHns: peKOH-
CTPYKIIMH BEK.

Puc. 3. Boabnas K. yepe3 4 Mecsna nocjie Xupypruaeckoro Je-
€4YHHA.

[MosrydyeHHBIE Pe3yJNbTaThl MBI OIIEHWIM KakK JI0-
CTaTOYHO IMOJIOXKUTEIbHBIC. Ha Hamr B3ryism, oHM ObLIH
MOCTUTHYTHI OJIaromapsi TPOBEICHUIO CIELMATbHON
IIpeaoTNePallMOHHOM ITOATOTOBKH, TIIATEJIbHOMY ILja-
HUpOBaHUIO OyiedaporIacTUK C y4EeTOM OCOOEH-
HOCTEIl CTPOCHMSI M COCTOSIHHSI KOXH Yy OOJBHBIX C
NUTMEHTHOM KCepoAepMOI; TOYHOMY COIIOCTaBJIC-
HUIO U TEPMETU3ALNM TKaHEH ¢ MCIOJIb30BAHUEM CO-
BPEMEHHOTO IIOBHOTO MaTepuajia ¢ MHUHUMAaJbHBIM
IMaMETPOM HHMTHU, KOTOPBI ameKBaTHO YIEpPXKUBACT
aTpoUUHYI0 KOXY; IJUTENIbHOU Oaedapoppadumn,
HCIIOJIb30BaHUIO TIPOTUBOBOCITAJIUTEIBHOM, Tpoduye-
CKOM1, ()OTO3alIUTHONM M paccachIBAIOLIE Tepanuu B
ITOCJICOIIePAIIMOHHOM TIePHUOJE, YTO CIIOCOOCTBOBAJIO
MpenoTBpalleHNIo Tpyooro pyoleBaHust U (popMupo-
BaHMIO HOPMOTPO(pUUECKOTO pyo1Ia.

BoiBoa. Takum oOpa3oM, YY€T BBIIICYKa3aHHBIX
0CcoOeHHOCTel poBeaeHUS 0J1ehapOoIUIaCTUKU Y O0JIb-
Hoi¥i ¢ TT1K mo3Boana HaM BBIOJTHUTL PEKOHCTPYKTUB-
HYIO oTiepalnio 06e3 OCIOXHEHUI U TOCTUYD XOPOIIIETO
(YHKIIMOHAIBHO-3CTETUIECKOTO pe3yJibTaTa oIlepa-
TUBHOTO BMEIIATE/IHCTBA.
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