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MHOXECTBEHHbIV JTMMOMATO3 (EOJTE3Hb MALENTYHIA) U
MOPAXEHWNE MOYEK. ABA KITMHUHECKUX CJTYHAS

M.M. Batyushin, A.V. Pasechnik, N.A. Sadovnichaya

MULTIPLE LIPOMATOSIS (MADELUNG'S DISEASE) AND KIDNEY INJURY.
TWO CLINICAL CASES

'Kadenpa BHyTpeHHMX 6051e3Hel ¢ ocHoBaMu dusmoTepanmm Ne 2; 2koHCynbTaTMBHAsS NOSIMKIMHNKA; *Hedponormyeckoe otaeneHne PocTos-
CKOro rocyapCTBEHHOro MeAMLUMHCKNIA yHuBepcuteta MmHnctTepcTea 3gpaBooxpaHeHunst Poccuiickon @epepaumm

PEDEPAT

B cTtatbe npuBoautcs 0630p nutepartypbl No npobseme cMcTeMHOro nunomartosa (6onesHn MagenyHra), a Takke apa Kim-
HWUYECKUX OMUCaHNSA CUCTEMHOIO IMNoMaTo3a B COYeTaHUM ¢ natonornen novek. Oba naumeHTa My>ckoro rnosna. B nepsom
cnyyae Habnoganock coveTaHne MMNnomMaTosa ¢ MUKPOCKOMMYECKMM NONNaHIMUTOM U MOPaXXeHNeM Mnoyek no Tmny rnomMepy-
noHedputa. Bo BTOPOM cnyyae MMnomMaTo3 COHETANICA C XPOHUYECKMM [TIOMEPYOHEDPUTOM, pa3BMBLLUEMCS HA HOHE paka
noykun, n 6onesHoto GoH Mmnnens—Jinupay.

KnioueBble cnoBa: CYCTEMHbIN NMnomaTos, 601e3Hb MapenyHra, 60NEe3HN NOYeEK.

ABSTRACT

This article provides an overview of the literature on systemic lipomatosis (Madelung's disease), as well as two clinical descriptions
of the system lipomatosis in combination with kidney disease. Both male patient. In the first case, a combination with a microscopic
poliangiit lipomatosis and renal injury on the type of glomerulonephritis. In the second case lipomatosis combined with chronic

glomerulonephritis that developed against the background of renal cancer and disease von Hippel-Lindau.
Key words: systemic lipomatosis, Madelung's disease, kidney diseases

MHOXECTBEHHBIH  10OPOKAYECTBEHHBIH  JIUTIO-
MaTo3, win Oone3np Manenynra (Madelung), Obut
onucal Brepsble bponu (Brodie) B 1846 romy [1].
Otto Magenyur B 1888 rogy omy6nmukoBan 33 Ha-
OronieHus «KUpOBHKa Ha 1iee» [2]. JlecsTpro roma-
mu no3xe JIyno (Launois) u bencax (Bensaude) cne-
JIaJIA KJIaCCUYECKOEe OMUCcaHue OO0JIe3HU Ha TpUMEpe
65 ciyvaeB [3]. bonbiias 4acTh OMMCAHUM KacaeTcs
MPEUMYIIIECTBEHHO MYKYUH C HEOJAronpusTHBIM
AJIKOTOJILHBIM aHAMHE30M, OJIHAKO OOJIC3Hb pa3BHUBa-
€TCSl KaK Y MYXXUYHUH, TaK U Y KCHIIMH, B TOM 4YHUCIIC
IIpH OTCYTCTBUU aJIKOTOJIbHOTO aHamHe3a [4, 5]). Ilo
nanaeiM R. Gonzalez-Garcia u coaBT. [6], COOTHO-
[ICHUE MYXYUH M KCHIIUH Kojebnercs oT 15:1 mo
30:1. B nuteparype BCTpeUyaroTCs pa3HbIe TEPMUHBI,
ONMCHIBAIOIINE MHOKECTBEHHBIH CHUMMETPUYHBIN
JIUIIOMAT03, B YaCTHOCTH, JIOOPOKAYECCTBCHHBIN CHM-
METPHUYHBIN JTUIIOMaro3, cuapom Jlyno—bencaxa. B
HACTOSIIICE BPEMs OMKUCAHO OKOJIO TPEXCOT CIIydacB

Barrommu M.M. 344022, r. Pocros-na-/lony, nep. HaxuueBauckuii, 1.
29, I'bOY BIIO PoctI'MY Mumnzapasa Poccun, kadeapa BHYTPEHHHX
GonesHeii ¢ ocHoBamu (pusroreparuu Ne 2, tei.: 8-918-501-88-01, E-mail:
batjushin-m@rambler.ru

CHCTEMHOI'0 JIMIIOMAaro3a, B TOM YHCIIE HECKOJIBKO
CllydaeB pa3BUTHs OOJE3HM B JAETCKOM Bozpacte [7,
8]. IamueHTsl ¢ CUCTEMHBIM JINLIOMATO30M OOBIYHO
UMEIOT U30BITOYHYIO MaccCy Tejla C IOBBIILICHHBIM
OTJIOKEHUEM KHpa B OOJIACTH IlIeH, BEPXHEH YacTu
CIUHBI («OBIYHUN TOPO»), MEKIIOMATOYHON 00IacTH,
Trpyay, HWKHUX KoHeuHocted [9]. Beimenstor He-
CKOJIbKO THNOB Oone3nu Manenynra [5, 10]. Tum 1
XapaxkTepusyercsi 00pa3oBaHHEM JIMIIOM Ha Ilee B
BUJIC <CKUPOBOTO XOMYTa» U BCTPEUACTCS MPUMEPHO
B 70% cny4aeB Oosie3nu [4]. Tun 2 wim cucTeMHbIN
CUMMETPUYHBIH JIMTIOMATO3 C TIOPAKESHUEM IIJICYEBO-
O 1osica, TpyAHOM KJIETKH, Oeslep U KUBOTa, HHOTA
BU3yaJbHO 0003HaYaeMoe KaK ICEBIOATICTHYECKUH
cumnrToM. Tum 3 BcTpeyaeTcsi peiko U MPOSIBIISETCS
(dbopmMupoBaHHEeM JIUIIOM B obnactu Oenep (TMHEKO-
WJIHBIN THUII).

B orHomennn narorenesa 3aboneBaHusi HHTEpEC-
HBIMHU TIPEACTABIAIOTCS JaHHbIE 00 SKCIPECCHU Ha
MOBEPXHOCTH CTBOJIOBBIX KHUPOBBIX KIIETOK JIUIIOMbI
10 aHaJoruu ¢ Oypoil ’KUPOBOW TKaHBIO pa300IIaro-
mtero Oenka-1 (uncoupling protein, UCP-1), napac-
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TaHUS KOHLEHTPALMU KOTOPOIO HE IPOMCXOAUT B
OTBET Ha CTUMYJIALIMIO KaTeXxoJaMHUHAMH, HECMOTpPS
Ha HaJM4yhe Ha MMOBEPXHOCTH KJIETOK bl-, b2- u b3-
aapeHopenentopos [11]. bsuto Takxke nokazaHo, 4To
KaTeXOJIaMHUHbl HE MHIYLHPYIOT JIUIIOIU3 B KIETKax
munomsbl [12]. B uccnenoBanun A. Giordano u co-
aBT. [13] ObUTO TOKAa3aHO, YTO B )KHPOBBIX KIETKAX
JKCIIPECCUPYETCsl CHHTa3a OKcuzaa a3ora (nitric ox-
ide synthase, NOS). Hopaapenaiun Tepsier cnoco0-
HOCTb CTUMYJIHMpOBaTh 3kcnpeccuto NOS B kieTkax
JIMIIOMBI, BMecTe ¢ TeM JoHaropsl NO HHruoupyior
nposudepanmio 3TUX KJIETOK U CEJICKTUBHO MOJIaBJIsi-
T npoimdepanuto, ctumyiauposaniyo NOS [14].
Takum o0pa3om, maToreHes 3aboseBaHus, BEPOITHO,
COCTOUT B Je(eKTe aJpeHepruyecKu CTUMYIHPO-
BaHHOTO Junonusa. Jlpyras teopus npeanonaraer
HaKOIUICHHE IMOPHOHAIBHOTO Oyporo xupa [15].

B GonplnHCTBE cy4aeB JIUIIOMATo3 HE SBISAETCS
CHCTEMHBIM 3a00JeBaHUEM, OAHAKO B PsJe CIydaeB
pa3BHUBAIOTCS BUCLEpAJIbHbIE MPOSIBIEHUS, B 4acT-
HOCTH TMOPAKEHHE IE€YEHHU, TMIIOTHPEO3, CaxapHbIN
nradeT, HeBPOJOIMYECKHE pacCTpoiicTBa, KOTOpPHIE,
BEPOSATHO, ACCOIMMPOBAHBI C JUIoOMaro3oM [15,
16]. Onucansl Kak CEHCOPHbIE, TaK U MOTOPHBIE U
ABTOHOMHBIE HEBPOJIOTMYECKHE HapylieHus. B He-
KOTOpBIX OINHCAHUSAX BCTPEUAIOTCS apTponaruu M
HHBIE MATOJIOTUHU JOKOMOTOpHOTro anmnapara [17, 18].
Omnwucanbl cemeiinple ciaydaun Oosie3Hn ManenyHra,
00yCIIOBJICHHBIE MHUTOXOHJAPHAJIBHBIMA MYTaLUSIMH
[19, 20]. [Ipu ananu3e cMEpTHOCTH B TpyIIe OOb-
HBIX ¢ Oosie3HpI0 MajenyHra ObUIO MOKa3aHo, YTO
4acTo OHa Mpe/ICTaBIeHa BHE3AITHONW CMEPThIO, BEPO-
SITHO, OOYCIIOBJICHHOW MPUCYTCTBHEM aJIKOTOJIBHOTO
anamHesa [4]. B penkux ciydasx HaOmogaeTcs: KoM-
npeccusi JTUIMOMaTONIHON TKaHbIO MUIIEeBOa, OPOH-
XHaJILHOTO JIepeBa, COHHOW apTepuu U BETBEU BepX-
Hel monoit BeHsl [21, 22]. MOXHO HpPeanOa0XKUTh,
YTO JIMIIOMATO3 KpalHE pPEIKO MaJUTHU3UPYETCH.
B nuteparype HaMm BCTpeTWJIMCH BCEro JiBa ciiydas
oznakouectBienus [23, 24]. Jduddepenunansuyio
JUarHOCTHKY JIMIIOMAaTo3a MPOMU3BOIAT ¢ JuMocap-
KoMoH, Gone3nblo Jlepkyma, HelipoduOpoMaro3om,
JIEKapCTBEHHO MHIyLIMPOBAHHBIM JIMTIOMATO30M (CTe-
pOMIHBIE, aHTUPETPOBUPYCHBIE NpeNnaparbl), aHTHO-
aunoMamu, rudoepnomMamu. OgHAaKo B OOJBIIMHCTBE
ciryyaeB auddepeHnmaibaas JUarHoCTHKa HE Mpe-
CTaBJIAET TPYAHOCTEM.

Onucanuii acconyanyy nopaskeHus movek ¢ 6omnes-
HbI0 MajienyHra B IuTepaType HaMm He yJaJloCh HalTH.

[IpencraBnsgem paBa COOCTBEHHBIX HAOMIOACHUS
MHOKECTBEHHOI'O CHMMETPHUYHOTO JINIIOMATO3a B CO-
YETAaHUU C [IOYEYHOU I1aTOJOTUEH.

Boasnoii K., 63 aer, naGmonancs B Hedponoru-
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geckoM otaesneHuu PoctI'MY c ampens 2012 r. no
¢espanpb 2013 . 3 anamuesa uzBectHo, uto ¢ 2009
. CTpajajl caxapHbIM IuabeToM 2 Tuma, Mo MOBOLY
4yero npuHuUMai rmkinasug 60 mr/cyt (ypoBeHb IIH-
KEMHH 5—6 MMOJIB/IT), C TOTO K€ BPEMEHH OTMEYal
NoBbILICHHE apTepuanbHoro gasnenus (Al) (c mak-
CUMaJIbHbIMH 3HaueHussMu 1o 210/100 MM pT. CT.),
NpUHUMaJ pa3jinuHble aHTUTUIEPTCH3UBHBIC IIpe-
naparbl, OHAKO TOOUTHCS 1IeJIEBBIX 3HAYCHUI apTe-
pHAJIBLHOTO JaBiieHHs He yhaaBanoch. HaOmionmamncs y
SHJIOKPUHOJIOTA U TEPAaIeBTa 10 MECTY KHUTEIbCTBA.
B ampene 2012 1. B X0 KJIMHUKO-JIAOOPATOPHOTO
oOcnenoBanus ObLIM BBIABICHBI aszoTemus (130
MKMOJIB/TT) ¥ nipotennypust (2,64 r/1). Knuangeckoe
cocTosiHMe OBbLJIO paclieHeHO Kak JuadeThdeckas He-
¢ponarus. Xponuueckas 00Je3Hb MOYEK 3A CTaIuH.
Hanpasnen Ha xoHcynbTauuio k Hedpoiory Poc-
TI'MY.

IIpu OOBEKTMBHOM OCMOTpe ObUIM OOHapyxe-
Hbl MHOJKECTBEHHBIE CHMMETPUYHBIC KHPOBBIE 00-
pa3oBaHMA, pACIONOKEHHbIE Ha MepeaHeOOKOBBIX
Y 3aJIHUX MOBEPXHOCTSX MpeIIuieubsl U IUieya, aua-
METpOM OT 2 710 6 cM, O0e300JIe3HEHHbBIC NP MaJIb-
nanuu, noaswkHbE. CO CIIOB OONBHOTO, BIIEPBBIC
3aMeTHJI MosiBjeHue oOpazoBanuii okono 30 yeT Ha-
3a]] B BHJIE €IUHUYHBIX JIUIIOM, pa3MepoMm 1-2 cMm Ha
3aJHel MOBEPXHOCTH IUIe4a. B TeueHue mocieaHux
5 JIeT OTMETHIT yXyALUICeHUE O0IIEro COCTOSHUSA, TOSB-
JICHHE HOBBIX 0YaroB JIMIIOMAaTo3a, PAaCIpOCTpaHEeHUE
JKUPOBBIX 00pa3oBaHMi MO BCEW MOBEPXHOCTH PYK,
yBEJIMUEHHE B pa3Mepe. buoricus u xupypruyeckoe
JieYeHUE JTUTIOMATO3a HEe TIPOBOIMIIUCE.

VYuuThIBas HaJM4YMe CYyCTaBHOTO CHHApPOMA B Te-
YEHUE JUJIMTEJBHOTO BPEMEHH, MPOSBISIOIIETOCS
00JIE3HEHHOCTBIO U CKOBAHHOCTBIO B JIOKTEBBIX, KH-
CTEBBIX cycTaBax, yBennueHHoe COD (25-30 mm/u)
OBbUT KOHCYJIBTUPOBaH peBMarosioroM. Ha ocHoBanuu
Kaso0, TaHHBIX aHaMHe3a, Pe3yJbTaTOB MMMYHOJIO-
THYECKOTO MCCIeoBaHUs (aHTUTeNa K LUTOIUIa3Me
HerrpopminoB, ANCA, MON0KHUTENbHBI) U THCTONO-
THYECKOTO MCCIIEOBaHUS MMOYEYHOTO OHomnTaTa ObLI
JUAarHOCTUPOBAaH MHKPOCKOMUYECKHH MOJIHapTEpH-
uT. bonbHOMY Ha3HaueHa Tepamusi METUIIPEIHNU30-
JIOHOM B j103¢ 12 mr/cyT, nukiopocdamMuioM B 103
100 mr/cyT, ¢ MONOXKHUTEIHHONW IMHAMUKOW B BHJIC
KyNnupoBaHHsi OOJIEBOTO CHHApPOMA, CHHXKEHHUS IpPO-
TEUHYPUH, A30TEMHH.

Takke Obuta mpoBeAeHa Tepanus: 1) aHTUrUIep-
Ten3uBHas (f1ozaptan 100 Mr + rugpoxsiopTuazuj
12,5 mr/cyt, 6uconpoion 10 mr/cyt, amnogunud 10
MT/CyT); 2) He(pOIPOTEKTUBHASI TEPAITUS CYJIOACKCH-
JIOM 2 MJI B/B Kall; 3) Teparnusi, HapaBiieHHasl Ha KOp-
pekuuio B -ponueBoneduuurHoii anemun ((ponme-
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AJl (MM pT. cT.)

1T

w064 1485 03 0,3 1,0
Kpearunun

(hconn | 126 132 154 162 210
CK® | 48 47. 39 35, 30
(CKD-EPI mn/mun)

T'emoryoOuH (r/1) | 96 99 106 114 95
M

comomny [ 450 550 470 510 530
ANCA | TT0a0KHUTETLHBI

CycTaBHOM CHHAPOM | N - o e e

Amnpeins 2012 . Arycr 2012 . HosiOps 2012 1. STuBaps 2013 . @eBpans 2013 1.

Puc. 1. KnnHuko-nabopaTopHble nokasatenm 6osbHoro K.

Bas kuciora 6 Mr/cyT, mnanokobaramud 0,05% 1 M/
CyT B/M). B xone Tepanun ynanoch CHU3UTh YPOBEHb
AJl mo 160/100 MM prt. cT. OnpeneneHbl CPOKH IS
JOCTH>KEHHUS L1eJ1eBOro ypoBHs AJl.

o HostOpst 2012 1. marmeHT HaOMIomaIcs y Tepa-
[IeBTa, PeBMaTOJIOTa 10 MECTY JKHUTENIbCTBa. B xome
IJITAHOBOW TOCTUTamu3anuu B HosiOpe 2012 1. Oplia
npoBeaeHa HePPONMPOTEKTUBHAS, AHTUTHIIEPTEH-
3WBHAs Tepamusi, JaHHbIE KIWHUKO-TA00pPaTOPHOTO
KOHTPOJIS TIPEJICTABICHBI Ha puC. 1.

Kak cramo m3BeCTHO, PETPOCHEKTHBHO YXY/IIIe-
HHME cocTosiHus oTMeTws B sHBape 2013 r. B Buje
HeKOHTpopyembIx moabemMoB AJl (180/100 MM pr.
CT.), CYCTaBHOTO CHHJIPOMa, YBEIIMYCHUS KOJIHMIECTBA
JKUPOBBIX 00pazoBaHuii. HOBBIE TUTIOMEBI MTOSBUIIUCH
Ha TIepe/iHel MMOBEPXHOCTH Oefep W KUBOTA, pa3Me-
poMm 110 4 cM, 6e30051e3HEHHbIE TIPH TTaIbIIAITNH, TTO-
BIDKHBIE. B xone 00cienoBaHus MO MeCTy JKHUTEb-
ctBa B pepasre 2013 1. OBIT OTMEUECH IPUPOCT Kpea-
TUHUHA, TPOTEUHYPHUH, BBIABICHA THUIEPYPUKEMUS
(cm. puc. 1). HecMoTpsi Ha IpOBOAMMYIO TEpAITHIO,
TOOUTHCS YITyHIIeHUsS COCTOSHUS B BUJE CTaOMIM3a-
nnn AJl, Hopmanm3auu 1abopaTopHBIX JaHHBIX HE
yaaBanock. B ampene 2013 1. G01pHON CKOHYAIICS OT
OCTpOI cepieuHOl HEeJOCTATOYHOCTH.

Bboannoii U., 33 net, Habmromaercs B Hedporo-
ruueckoM otaenenuu PoctT’MY ¢ mas 2013 . o Ha-
CTOSIIIIEE BPEMS.

Ilpu nmepBoil rocnuTaIM3alud NPEIbABISLT Ka-
J00BI HA BBIPAKEHHYIO OOIIYI0 cI1aboCTh, OBICTPYIO
YTOMIISIEMOCTh, OTEKH TOJIEHEH, CTOIl, MacTO3HOCTb
JWIa, TIOBBIIEHHE AapTepuajIbHOTO IaBICHUS 0
160/100 MM pT. CT., O0TH B CycTaBax pyK, MOBBIIIIE-

Hue Temneparypsl 1o 38 °C.

W3 anaMHe3a W3BECTHO, YTO BIIEPBBIE B Cepelu-
He nexadps 2012 roma mosBUIUCH OONHM, YTPEHHSA
CKOBaHHOCTH B CyCTaBaxX BEPXHUX M HI)KHUX KOHEY-
HOCTEH, BKJIIOYasl CyCTaBbl MaJbLEB KUCTEH U CTOII,
oOpaTuiics B MOJUKIMHUKY 1O MECTYy JKUTEIbCTBA,
rae Oblia BBISBIICHA THIIEPYPHUKEMHUs, Ha3HAUCHA Te-
panus (TpenapaToB He TIOMHHT), 0e3 CyIIeCTBEHHON
MTOJIOKUTEILHOW TUHAMUKH. B ¢deBpane ObLT ToCu-
TaJN3UPOBaH B PEBMATOJIOIMYECKOE OTJEIICHUE, T
B X0/I€ KIIMHUKO-JIA00PaTOPHOTO MCCIICAOBAHMS OBLITH
BEISIBIICGHBI @30TEMUS, IPOTEHHYpHUA (PHUC. 2), OTKyIa
OBLIT BBHINIMCAH C HE3HAYUTEIHHOHN IMOJOKHUTEIbHON
TUHAMUKOH (YMEHbBIIICHHE MHTEHCHBHOCTH OOIH B
CyCTaBax) IOCIie TPOBEICHHUS CUMITOMAaTHYeCKON
Tepanmuu ¢ auaraosoMm «HemuddepeHmupoBanHbIi
apTpUT, aKTUBHOCTh BBICOKasi, nojauaptput; OK 2,
®H 1», ¢ pexomerpanusvu (cyiabdocanazua 1000 mr
2 pa3a B JIeHb), OTHAKO B OMOXMMHYCCKUX aHaTN3ax
KPOBH COXPAHSAJIACh a30TEMHS.

B MapTe otMeTnn yXy/ieHne COCTOsIHUS (TemMIiepa-
Typa Tena B TedeHue cyTok 10 38 °C, He Kynupyemas
YKapOTIOHMKAIOIIIMMHU TIpeTriapaTaMu, TYIIbIe TSHYIIAEe
00T B IMMOSICHUIHOMN 00J1aCTH ), 00paTHIICS B TIOJTUKITH-
HUKY 110 MECTY JKUTEJIbCTBA, T/I€ M0 TAHHBIM YIIBTPa-
3BYKOBOTO HCCJIEIOBaHUS 3a0PIOMIMHHOTO IMPOCTPaH-
CTBa OBIJIO BRISIBIICHO OKPYIJIOE 00pa30BaHUE B TIPABOU
noyke. bbuT rociMTanM3npoBaH B ypOJIOTHIECKOE OT-
nenenue 6onpHULE T. PocToBa-Ha-J/{oHY ¢ muarno3zom
«370KaYeCTBEHHOE HOBOOOPA30BAHKE TIPABON ITOUKH
T2H M, HeppoTryecKuii CHHAPOM», BBITIOIHEHA He-
(PAIKTOMUS ITPABOH ITOYKH, TTOCIIE MOP(OTIOTHIESCKOTO
MCCIIeIOBAaHUSI KOTOPOU OBLI IMOCTABIIEH ITHATHO3

91



ISSN 1561-6274. Hedpponorusa. 2013. Tom 17. Ne5.

AL (v pr. c1.) A| 180/100 170/90  160/90 160/90 150/90 145/95
Iporeunypus
(x/) | 03 1,0 50 30 30 165
1
K
(ctom/) | 146 153 156 165 179 144
CKD
Pt v | 53 50 49 46 2 56
Fevornooms (v/n) | | 148 115 83 79 100 93
M
ooy 661 481 470
CycTaBHOI CHHAPOM | + + ++ +++ +++ +++
OHKOMapKepbI:
CA-125 E/mn | 29,9 EJI/mMn
OrneparnuBHOE ITynec-tepanus
Jleuenue (HedpakTOMHUS CIIpaBa) Conymenpon +1L1D
Jleuenue

SuBaps 2013 . @espans 2013 . Mapt 2013 . Anpens 2013 . Mait 2013 . Mroms 2013 1

Puc. 2. KnnHnko-nabopaTopHble nokasaTteny 6onbHoro M.

«IToueuHo-KIeTOYHBIH pak rpasoi moyku T2H M, co-
cTosTHUE TIocTe HedpakTomuH cripasa (29.03.2013 ).
Membpano3Has HedporaTs, HeppOTHIESCKUI CHH-
apom». beut nepeBenieH B He(POIOrHUECKOE OTeIIe-
HUe, 1€ IPOBOIMWIACH CUMIITOMaTH4eCKas Teparus,
BBINHKCAH C YAy4IICHUEM B BUJIC YMCHbBIICHUS OTCKOB,
CHIJKECHUS IIpoTenHypuu. B Mae ¢ xanobamu Ha 60mb
B JICBOH MOSICHUYHOI 00J1aCTH, TIOBBILICHUE TEMIIEpa-
TYpBI T€Ja, 0OITYT0 cIab0CTh 00paTHIICS 32 METUIIH-
CKO MOMOIIIbI0, OBbIJI TOCHUTAIM3UPOBAH B YPOJIOTH-
YecKoe OTAEJCHHE, INIe TUAarHOCTUPOBAH «OCTPHIH
MUEeNOHEeYPUT STUHCTBEHHOM MOYKH», IPOBOIMIACH
aHTHOAKTEepHUaNbHasl, Ae3MHTOKCUKALIMOHHAS TepaItus,
C IOJIOKUTENILHON JUHAMHUKOHN B BHJIE KyIHMPOBaHMS
0o, JIEHKOLMUTYPHUH, OJHAKO COXPAHSIIACH BBICOKAs
nporennypus (3,0 r/m), Mukporemarypusi. beur Ha-
TIpaBIlieH Ha KOHCYNBTAIuio K Hedpomory PoctI' MY,
TOCHMTAIM3UPOBaH B HE(PPOIOTHUECKOE OTICIICHHE C
JMarHO30M «XpOHUUYECKHUH IIIoMepyaoHedpuT (mapa-
HEOITaCTUIECKHA), MOp(oornaeckn MeMOpaHO3HAs
Hedponarys, XpOHUUECKUI He(hPOTHUECKUI CHHIPOM,
oboctpenne. XbII II. CumnTomariueckas aprepuatb-
Has runeprensus 1 ctaguu, II ctenenu, puck 2. XCH
0. Anemus. [ToueuHO-KIETOUHBIN paK NPaBOX MOYKHU
T2HxMx, cocTtosHHre Tociie HePIKTOMHH CIIpaBa
(29.03.2013 ). LlepebpoBucHepaTbHBII aHTHOMATO3
I'mmmens—JInngay. Ledanruaeckuit cHHAPOMY.

[Ipu 06beKTHBHOM OCMOTpE y OOTFHOTO OBIITH BBI-
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SIBIIEHBI MHOKECTBEHHBIE KUPOBBIE 00pa30BaHus Tie-
penHEeOOKOBBIX U 3aJIHUX MMOBEPXHOCTEH MPEATICUbs
1 PYK, TIOSICHIYHOM O0JIACTH CTIMHBI, BUCOYHOH YacTh
TOJIOBBI, TMaMeTPOM OT 2 10 6 cM, 6e300e3HeHHbIe
TIPH TaJIBIAINH, TTOIBIKHBIE. BOBHOI BIiepBhIE 3a-
METHJI TIOSIBICHWE IIPU3HAKOB JIUTIOMATo3a OKOJIO
5 7er Hazaj, B BHJE €IUHUYHBIX 00pa3oBaHU 10 2
CM B TOSICHIYHOW 00JIaCTH CTIMHBI.

C ocenn 2012 1. oTMeTHIT yXY/IIIIEHHE OOIIETO CO-
CTOSTHUSI, C TOTO K€ BPEMEHHU 3aMeTHJI yBEeIMYCHHE
KOJIMYECTBA JIUTIOM, M3MEHEHHE pa3Mepa >KHPOBBIX
00pa30BaHM{ W PACIPOCTPAHEHHE 10 TTOBEPXHOCTH
Tena.

JaHHBI ciydail TMnoMaTo3a, BEpOsITHO, SIBJISET-
cs cemeitapiM. Co cJI0B OOJBPHOTO, MHO)KECTBEHHBIC
JKUPOBBIE 00pa30BaHMsI JUArHOCTUPOBAHBI B COCE]I-
HUX TOKOIeHusAX (Oparbs Marepu). OJHAKO TOYHBIX
JAHHBIX TI0 KOJIMYECTBY W pa3Mepy JIUIOM IIpeo-
CTaBJICHO HE OBLIO.

B mepwox rocrnmranmzammm OompHOMY Oblia
BEITIOJTHEHA MAarHWTHO-PE30HAHCHas ToMmorpadus
(MPT) ronoBHOTO MO3Ta, 10 3aKIFOYSHHIO KOTOPOTO
oOHapyKeHBI MPU3HAKN MHOKECTBEHHOTO 0Y4aroBOTO
nmopakeHus1 0OJbIMX Tonymrapuil. [Ipu moBropHOM
MPT uepes 2 mec pazMepsl 00pa3oBaHMi HE U3MEHU-
JUCh. BBIT KOHCYITBTHPOBAaH HEBPOJIOTOM, ITOCTABICH
nmuarno3: «llepeOpopeTHHOBUCIIEpATBHBIN aHTHOMA-
to3 ['mmmensi—JIuanay. Ledanrnueckuit cuHIpOMY.
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Bonesns ¢on ['mnmens—JIunnay (VHL-cunapom)
SIBJIIETCS] HACJIEICTBEHHBIM CHHIPOMOM, IpejIoa-
TalolM Pa3BUTHE PA3IHYHBIX JOOPOKAauYeCTBEHHBIX
U 3JI0KaYeCTBEHHBIX HOBOOOpa30BaHMN (reMaHrHo-
OracToMa LEHTPaIbHONH HEPBHOM CUCTEMBI U CETYaT-
KM TJIa3a, OIMyXOJIb BHYTPEHHEro yxa, KapLuHOMa U
KHUCTBl TIOYEK, (eoXpOMOLMTOMA, HEHpPOIHIAOKPHUH-
Hasl OIyXOJIb ¥ KUCTHI MOKENyI0YHOH xene3sbl). [1o-
MHUMO 3TOro, 6one3ns Gon ['unnens—J/Ilungay — Hau-
Oosiee pacnpocTpaHeHHass NPUYMHA HACIEACTBEH-
HOro paka mouku. ['emanruo6macromel [THC moryt
BBISIBIISITECSA B JIETCKOM BO3PAcTe, OAHAKO CPEAHUN
BO3pacT JUarHOCTUPOBaHUs cocTasiseT 29 ser [25].
B 3aBucuMocTH OT pa3mepa U MECTOIOI0KEHHUS OITy-
XONM KIMHUYECKHE NPU3HAKU TeMaHTHOOIACTOMBI
HHC Bxio4aioT rojioBHYIO 005b, TOLIHOTY, TOJO-
BOKpPY’KE€HHUE, aTaKCHUIO, PACCTPONCTBO KOOPAMHALNN
JBIKEHUH, HUCTArM, paccTporcrsa peuu. ['emanruo-
0JacToMa CIIMHHOTO MO3ra MOXET IIPUBOIUTD K Clia-
0ocTH KOHeYHOCTeH W mapecre3usiMm. /luaros ycra-
HaBiuBaerca ¢ noMmoubto MPT ronosHOro mosra u
[103BOHOYHHKA.

I'emanrnoGnacToMbl  OOBIYHO XapaKTEpU3YIOTCS
MEJIEHHBIM POCTOM U UMEIOT BBICOKUH PUCK KPOBO-
TEUEHHH, YacTO SBJIAIOTCS MYJAbTU(POKATBHBIMU [26].

V¥V nanuentos ¢ cungpomoMm VHL moryr Berpe-
4yaTbCsl KaK KUCTHI, TaK U pak mnouyek. CpenHuil Bo3-
pact manudecrauun — 37 yer. ns ITUarHOCTUKA
ncnonb3ytoT KT n Y3U. [lockonbky conmunHble paku
MOTYT COJIEpXaTh KUCTO3HbIE YaCTH (UTO 3aTPyIHSET
muddepeHupoBaHie J00OPOKAYSCTBCHHBIX U 3JI0Ka-
YECTBEHHBIX IIPOLIECCOB C MOMOIIbIO BU3YaIU3UPYIO-
LIMX METOAMK), TPH OTCYTCTBUHU JJAHHBIX O METacTa-
3ax JIeYeHHe JI0JDKHO OBITh HApaBleHO Ha ylajleHue
9THX 00pa30BaHMH 110 BO3MOKHOCTH € COONIOACHUEM
MIPUHILIMAIIA OPraHOCOXPAHSIOUIEH onepauuu. ITo Mo-
3BOJISIET MOAJIEPKUBATh MOYEUHYIO (YHKIHUIO Mak-
CHUMAaJIbHO JIONTO U n30exkarh auain3a. OmyXoiu mo-
YeK OTIMYAIOTCS MEJIEHHBIM pocTtoM (<0,5 cm/rox).
Puck meracrazupoBaHus KOppelIMpyeT ¢ pa3MepoM
OIyX0Ju. XHUPYPrudeckoe JIeYeHHe PEeKOMEHIyeTcCs
IIpU pa3Mepe CONMIHBIX omyxoyieil >3 cM (1o craH-
napram CIIA) wmu 5 cm (o crannapram EBpormbi)
[27]. Hekotopskie aBTOpHI [28] cOOOIIAIOT O BHICOKOM
pHCcKe MecTHOTO peunansa (mpudiauzuresnsHo 50%) B
cpenHeM B TeueHue 53 mec (nmamnazon 10-115 mec)
U pOCTE OMYXOJHU CO CKOPOCThIO 34 Mm/rox (nuarna-
30H 1-10,8 MM). «3010ThIM» CTaHIAPTOM JICUCHUS
HEOONBIINX OIMyXOJIEH SIBIISIETCS OTKpPbITas W Jiara-
pockonuueckasl yacTuyHast Hegpakromus. B HacTos-
1iee BpeMs HCIOJB3YIOTCS TaKXKe albTepHATUBHBIE
METOJIbl — KPUOTEPaKsl U paJnovdacToOTHAs alnanus
[29].

[Tocnennue MeTOABI MOTYT MOBJIHSATH Ha PE3YJib-
TaT NaroMopQOIOrHYecKoro TUar€osa, XoTd, Mo He-
KOTOPBIM JIaHHBIM, NMAaTOMOP(HOJOTHYECKUH TUarHo3
1ocJyie MepBOro IMKIa KpUOTepanuu NprOIn3uTeNb-
HO B 91% ciyuaeB noATBep:KIaeT pe3ysbTaThl Mpe-
BapuTenbHON ouoncuu. Y 90% HocuTeneld MyTanuu
VHL k 60-neTHeMy BO3pacTy UMEIOTCS T€ WM WHBIE
KIMHUYeCcKue mposieieHus cuuapoma [30]. Ha mon-
TOCPOYHBII MPOrHO3 U CMEPTHOCTH OOBIYHO BIIHSET
Haymune remanruoonactom ceryarku u [{HC, a Tak-
K€ KapIIMHOMBI MOYKHU Ha MO3JHUX CTanusx [25].

JluHamMuKa KIMHHUKO-Ia0OPaTOPHBIX JaHHBIX I1a-
muenTa M. mpencrasiena Ha puc. 2.

[MaumeHTy ObLT NPOBEEH J1a0OPATOPHBINA MOMCK
OHKOMAapKepOB:

PDA (pakoBosmOpuoHanbHblii anTuren) — 1,18
ur/mi (N <3,4 ur/mi), CA-19.9 10,7 E/mn (N < 18,3
E/min), CA-125-29,9 E/mn (N menee 21 E/mn), ATID
(ampda-deronporenn) — 1,55 mE/ma (N 2,0-13,0 mE/
mi), Cytra 21-1 — 0,7 ar/mn (N < 3,3 ar/mn), NCE
(neiipon-cnernuduueckas enonasa) — 7,9 ar/ma (N <
13,0 ur/mm). Yposens npoiaktuHa — 358 MME/1 (N
53-360 MME/n).

Ilo pesynsraram UDA cbIBOPOTKH KPOBH MALIMEHTA
OTMEYEHO yBEJIHMUYCHHE B KPOBH YPOBHS OHKOMapKepa
CA-125, 9yT0 MOXKET OBITH CBSI3aHO C METacTa3aMu
paka MOYKH B JIETKHE, a TaKKe YBEIMYHBACTCS MPH
pake JIerKHux, paKe MeYyeHH U MOJPKETYIOYHOM Ke-
JIe3bl, paKke TOJICTOM KHUILKH, a TaKKe Yy MalMeHTOB,
MMEIOLINX OHKOJIOTHYECKYIO MaTOJIOTHIO B HEIaBHEM
nporuioM. YpoBeHb CA-125 MoXkeT ObITh yBEIUYCH
IPY XPOHUYECKOH MOYEUHOM HEIOCTATOYHOCTH MTOCTIe
NepeHECEHHOH OTepaLuy 110 MOBOJY PaKa MOYKHU. bbun
BBITOJTHEH MPOTEOMHBIN aHaM3a 0Mooopasua (Moun)
namyeHTa.

[To naHHBIM Macc-CIEKTpOMETpUU MouH (Taliu-
1a, puc. 3) MOXXHO CYIUTb O HATMYUHN MOJIEKYJISPHBIX
MapKepOB BO3MOXXHOTO PELMIMBA OIYXOJNU MOYKH
WIM €¢ METacTa3upoBaHMs B OpraHbl-MULIEHH ([3,-
MUKPOIIIOOYJIMH, MyLIUH 1, aHHEeKCHH A5, Iy TaTHOH-
S-tpancdepasa, omyxosib-acCOUMUPOBAHHBIN HHIH-
ourtop TpuncruHa). HecMoTps Ha IUPOKHiA mocieore-
PaLMOHHBIN MMOKCK, TOBTOPHOTO OIYXOJIEBOTO POCTa
o0OHapyxkeHo He 0b110. COXpaHSIOIIUeCs SIBICHHS aK-
TUBHOTO He(ppHTa IPEAONpe eI BEIOOp aKTHBHOM
MaTOTCHETHYECKON Tepanmuu  (METHIINPETHU30JI0H
500 mr B/B kam Ne3 exemecsiuHo, HUKIopochamun
600 mr B/B kan Nel exeMecsYHO — KOMOMHHUPOBaH-
Hasl MyJIbC-Tepanus, METHINpeIHN3010H 40 Mr/cyT),
aHTUruneprensuBHas (mpoecapran 150 mr/cyT, 6uco-
nposon 10 mr/cyt, amnoaunud 10 mr/cyT), cumnTo-
Marudeckas (amutonypuHon 100 mr/cyt, oMmenposon
40 mr/cyT, monucop0), HanpaBieHHAs! Ha KOPPEKIUIO
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CnekTp o6HapyXXeHHbIX 0eNKOB B Mo4e

Ne | HazBaHue 6enka Moneky- Beposr-
napHas HOCTb
macca

1 |MatpukcHasa metannonpoTteun- 78 458 p<0,05
Hasa 9

2 |MaTtpukcHaa meTtannonpoTeu- 72000 p<0,05
Ha3a 2

3 | B2-mukpornobynuH 13715 p<0,05
PeuenTtop K annaepmanbHOMy 7519 p<0,05
dakTopy pocTa

5 | Onyxonb-accoLUMMPOBAHHbIA NUH- 8 507 p<0,05
rméuTop TPUMNCUHA

6 | MepokcupenokcuH 1 22110 p<0,05

7 | MvumrH - amnamHoTpaHchepasa 48 455 p<0,05

8 | MyuuH 1 122 102 p<0,05

9 | ArmatuHasa 37660 p<0,05

10 | KomnnemeHT C4B 192 793 p<0,05

11 | OHonasa 2 47 269 p<0,05

12 | AHHekcuH A4 36 000 p<0,05

13 | AHHekcuH A5 35937 p<0,05

14 | TnytaTnoH-S-TpaHcdepasa 23 356 p<0,05

15 | Uuctatnn B 11140 p<0,05

16 | PnbpoHEKTUH 1 13 341 p<0,05

aHemuH (kesesa kapOokcumanbsro3ar 200 Mr B/B Karr)
Tepanus. BT BBIMUCAH € MOJOKUTEILHON JTUHAMU-
KOU B BHJIC YMCHBIICHUS MPOTCHHYPHH, OHAKO CO-
XpaHHUIAch a30TEMHSI, AHEMHUSI, CYCTABHON CUHIIPOM.

B Hacrosiiee BpeMsi MAalMEHTY MPOBOJUTCS Ma-
TOTeHETHYECKAasl TEPAIus U MPOJOKACTCS aKTUBHOEC
HaOmronenue. [lo pesynpraTraMm HcCle/OBaHUN Ha-

Onroaercsi 4acTHYHasE pEeMHCCHUS HEPPOTHUECKOTo
CUHJpOMA.

TakuMm 0Opa3om, peACTaBICHBI J1Ba CIydas coue-
TaHHsI CUCTEMHOTO JIMIIOMATO3a C I1aTOJOTUeH IOYeK.
Bropoii ciyuait MOXXHO OTHECTH K ceMeliHol (opme
C HU3KOU IIEHETPAHTHOCTBI F€HETUYECKOI0 IIPU3Ha-
Ka, IPOTEKAOLIEl B COYETAaHUU C IPYrol reHeTuye-
CKOll aHOMasnuei — 6onesnpio Gon ['mnnens—JIunnay.
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