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Y BonbHbIX € ONYyXonAMK NopaxHeHWA NoYek, CBA3dHHble KaK C CaMWMMKW HEOMNAa3snAMW, Tak U C MK NevYeHnem,
TpeﬁYH)T NPUCTanbHONO BHMMdHWMA Bpaqeﬁ. B NeKUun pacCMaTprUBatoTCA pasHble Mo MeXaHW3MY pa3sBMTHMA Ba-
PHaHTbl HE(I)pOI'IBTHFI NPy 3T10Ka4YeCTBEHHDBIX OMYXONAAX, NPOTHOCTUMYECKKW 3Ha4YMMble MKW HacTo BCTpeYalowmeca
B MPaKTHMKeE Bpada-MHTEPHWCTA. OnucaHbl 0COBEHHOCT KNUMHUYECKON KapTWHbI M AWarHOCTUKW, NpeacrtasiaeHbl
COBpeMEHHbIE NOAXO0Abl K I'IpO(I)HJ'IaKTHKE W nevYeHuo.

Knioveeble cnosa: nopaxeHue nodverk Npy onyxonax, octpad novYevyHand HeA0oCTaToO4YHOCTD, Hed)pOTOHCHLIECHOE ,qei"l—
CTBME XMMWONPpenapaTtos, CMHOPOM NMM3KCa ONyxonm, metabonuueckue nopameHna NoYer NpKY oNyxonax, NapaHeonia-

cTuueckue Hedponatum.

NEPHROPATHIES IN MALIGNANT TUMORS (lecture)
1.B. Kolina, I.N. Bobkova

.M. Sechenov First Moscow State Medical University

Kidney damage in patients with malignant tumors (connected both with neoplasia and with their treatment) is
important manifestation of disease, which demands close attention of doctors. In the lecture, different mechanisms
of nephropathies development in patients with malignant tumors are considered; predictively significant or often met
variants of nephropathies and modern approaches to prevention and treatment are discussed.

Key words: nephropathies, associated with malignant tumors, acute kidney insufficiency, acute tumor lysis syndrome,
metabolic kidney damages in patients with tumors, paraneoplastic nephropathy.

TecHasa cBA3b NOPaXKEeHWA MOYEK CO 3/10KAYECTBEH-
HbIMKM HOBOOBPA30BAHMAMM M3BECTHA YIKE HECKONbKO
BEKOB M A0 CUX MOP, YUMTbIEAA WKMPOKYK PacnpocTpa-
HEHHOCTb OHKOJIOTMUYECKOI NaToNorvm, nNpeacrasnaeT
coboit 0gHY M3 aKkTyanbHelwux npobnem BHYTpeHHeH
meauumHbl. C O4HOIA CTOPOHBI, CYLWeCcTBEHHAA 4acTb
OHKONOrMYeckux BoNbHBIX MMeeT accouMUpOoBaHHbIE
C ocHoBHbiM 3abonesanvem Hedponatum, obycnos-
JIEHHbIE KaK MPAMbIM, TaK U HEMPAMbBIM BO34eNCTBMEM
onyxosiei, a Tak:e passuTMem paga Hecneuuduue-
CKMX peaKkuni. C opyroi, AOKaz3aH NOBbILWEHHbIA PUCK
Pa3BUTMA PasfIMUHOMO POLA 3/10KAUYECTBEHHbIX OMyXo-
Nei y NauMeHTOB C YXKe CYLLecTBYLWeN XpOHNYECKoH
boneznbio nouek (XBI): Hanpumep, pPUMCK paka ypo-
Tenua — npu BankaHcKoi, aHanbreTMueckmnx Hedbpo- u
yponatuax, HedbponaTumn KMTalcKMx Tpas; capkombl Ka-
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MOLWK, ONyXo/ei pOTOBOWN NONOCTH, MOYEK U MOUEBOTO
My3bipsA, NeYeHW U OPYTUX COMMAHBIX OPraHoe — y na-
LMEHTOB, NOAYYAIOWMX UMTOCTATUKU WAU AAUTENbHO
NeYeHHbIX AUanu3om; TMMbOM 1 PaKa KoMK — y peum-
MMEHTOB NOYEYHOro TpaHcnnanTata. CHUMKeHWe CKopo-
ctv knyboukosoi punetpaunn (CKP) vuwe 55 ma/mun
NOBbIWAET PUCK BO3HMKHOBEHMA Oonyxonel Ha 29% (B
33BMCMMOCTH OT BO3PACTa M KYPEHUA) MPU KaKAOM No-
cnegyowem cHkeHnn CK® Hva 10 mna/ mun [10].

MopaeHua NoYeKk, acCOUMMPOBAHHbBIE CO 3/10Ka-
UeCTBEHHbIMU ONYXONAMM, MHOrO06Gpa3sHbI Kak No npo-
ABMeHUAM, Tak M no natoreHesy. Cpegu HUX MOXKHO
BbIAE/IMTE HECKONbKO rpynn Hepponatnin (Tabn. 1),
BCTPEUAKOLLMXCA B MPAKTMKE Bpaueid camblX pPasHbiX
crneLmanbHOCTeN.
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Tabauya 1

Bugel HedponaTnii no MexaHU3MY UX PasSBUTUA Y OHKONOTMYECKUX BONbHBIX

MexaHmam Pa3BUTHA

nOpEI)HEH ne noyex

MHAYLMPOBaHHbIE
Tepanuei onyxonem

MopameHusn, -
Bbi3BALHbIE MpopacTaHue NOYEUHOI NapeHXUMb! (CONMAHBIE OMYXOAM, METAcTasbl)
MuTepcTumancHaa uHdunsTpauma (numdomel, ocTpbiit numdbobnacTHbli
MEeXaHUUECKUM .
neiikos)
(Mpambim) .
= OB6CTpyKUMA MOUEBDBIX NyTe
BO3AEICTBUEM
CpasneHve NoyeuHbIX COCYL0B
OnyXonw
OcTpblit KaHaNbLEBbIA HEKPO3
CuHApoM Nu3nca onyxonu
Hedponutnas u ypatHaa Hebponatus
MopaeHwusn, bp i3 P

PapguaumonHbiin Hedbpur

OcTpbii ¥ XPOHWUECKUIA TEeKapCTBEHHBINA TyBynoMHTEpCTMUMAaNbHBIN
HedpwuT (LMCNNaTUH, aHaNbIEeTUKK, aHTMBOTHKK 1 ap.)
TpomboTuueckan MMKPOAHIMONATUA U ME3aHTMONU3NC (LIMKIOCTOPUH,
BUHBAACTUH, MUTOMMWLLUH)

MapaHeonnacTnue-
ckve Hedponatuu

MapaHeonnacTyeckne rmomepynoHedpurbl
Amunongos (AA- n AL-tnna)
Cungpom PankoHm

MNopaxkeHus,
obycnoeneHHble
meTabonuueckumm
bakTopamm

OcTpoe nouyeyHoe NoBpeXAeHWE (TMNEepKanbLUMEMMA, TMNEPYPUKEMMA U AP.)
HedpokanbumHos

3NEKTPONUTHbIE HAPYLIEHUA (CONbTEPAKILLAA, TMNOKANIMEMUYECKaA
nouka)

CAST-HedponaTua

Tpombo3 cocyaos nouku, [1BC-cuHapom

Mepsaa rpynna HedponaTwil cBA3aHa ¢ MexaHu-

Bropyto rpynny coctasnatoT HedbponaTum, MHAYLUM-

YUECKWM BO3ASACTBMEM QMYXONW WM €e MeTacTasos
(NpopacTaHue MoYeYHOW NapPeHXMMbl MPU COMMIHbBIX
OMYXOMNAX M MeTacTasax, MHTepcTUUManbHan MHdUIb-
Tpauma npu numdomax, octpom numdobnactHom nei-
koze, o6CTpyKUMA MOYEBbIX NyTeld pacTyuleil onyxo-
NbI UM YBENWUEHHBIMKW MMbOY3NamK, CAABIEHUEM
MoYeyHbIX COCYA0B).

poBaHHble nedeHunem onyxonei. Momumo paanaumm,
HedPOTOKCHUHBIX UMTOCTAaTUKOB, BbI3bIBAOULUX OCTPbIE
M XpoHudeckue TyByno- U momepynonatuu, cBo He-
manyi nenty B «BykeT» ATPOreHHbIX HedponaTWi
BHOCAT HEHAPKOTMYECKME aHalbleTMKM W PEeHTIeHo-
KOHTpacTHble cpeactea (Tabn. 2). K atoi ke rpynne
NOPaXKeHWA MOYEK TaKKe OTHOCAT MHAYLMPOBAaHHbIE
XMMUOTEpanuein HedbponuTHas, ypaTHy Hedponatuio
M cuHApom nuaunca onyxoaum (CN0).

Tabauua 2

JlekapcTBeHHble NopaxKeHUA pasHbIX CTPYKTYp NOYEK Y oHKonorudeckux GonbHebix [6, 7, 8, 16, 18, 20]
[MoyeuyHble CTPYKTYpbI MpenapaTsbl
LncnnatH, kKapbonnaTtuH, MeTOTPEKCAT, MUTOMMLMH, LUMKJIOCTIOPUH,
K nbochamua, 3onegpoHart, remuntapabuH, MHTepdEepOoHbI, NPOM3BOHbIE
i - MOUYEBUHbI (KAPMYCTUH, TOMYCTUH, CEMYCTWUH,CTPENTO30UWH), aHTMBHO-
SRR TUKM (aMWUHOMMKO3KMAbI, LedanocnopuHbl W Ap.), PEHTTEHOKOHTPACTHbIE
npenapatsl, HMNBI
Murnbutopsl VEGF (beeaumaymab), uutepdepoHsl, agpuaMmuLMH, MUTOMM-
Knybouku LWMH, MeTOTpeKcaT, remunTapabuH, Npou3BoHbIe MOYEBUHbI (KaPMYCTHH,
NOMYCTWH, CEMYCTWUH, CTPENTO30LMH), NaMUAPOHAT
c Murnbutopsl VEGF (beeaumaymab), remuutabun, mutomuumi C, Gneomm-
R UMH, LWCIIATHH
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B TpeTbto rpynny noparKeHWA NoYek BblAENAIOT He-
cneunduueckme napaHeonnactuuecke Hedponatuum,
oTnnuaowmeca bBonbwum pasHoobpazvem KanMHUue-
CKWX MPOABNEHUI OT MOHOOPTAHHBIX A0 CMCTEMHbBIX M
HEpPeaKO CYLIeCTBEHHO OMEepexarllMe Mo KAHMHWYe-
CKMM NpoABneHnam ocHosHoe 3abonesanue.

B ueTeepTyio rpynny nopameHua nouyek obvegu-
HAKOTCA OCNOMHEHUA, CBA3aHHble ¢ MmeTabonuuecknmu
HapylWweHMAMK (rMnepKkanbuMemun, TrMNoKanMemus,
runepdocdatemmra M a4p.), Hepe4KO NPUBOAALLME K
0CTpOI NovyeuHoM HegocTatouHocTtr (OMH).

B uenom Hedponatuu, sosHuKatowme de novo y
OHKONOrMYeckux BonbHbIX, TPAAULMOHHO AENATCA No
TEUEHMIO — Ha OCTPbIE W XPOHWUUECKKE, MO NMpeumyLle-
CTBEHHOMY MOPaxeHuw — Ha k1yboukoBble, KaHab-
ueBble U cocyauctble. OcTpble HapyweHUA B COOTBET-
CTBMWM C OCHOBHbIM MaTOTEHETUUYECKMM MeXaHW3IMOM
pasfenAoT Ha Npe- U NOCTPeHaNbHble, PeHalbHble co-
CYOMCTbIe W MapeHXMMAaTO3HbIE.

Yacto B natoreHese GONbWMWHCTEA accoUMUpO-
BaHHbIX C onyxonamu HedponaTui yuacTBylT cpasy
Heckonbko daxTopoe, B3aumHo ycyrybaawowmx no-
Bpexgawlee geictene apyr apyra. lNostomy pag no-
ParKeHWIA MOUEK NPU ONYXONAX HE BCErAA MOXHO YeTKO
OTHECTM K Kakoi-nubo BblgeneHHON Mo mMexaHusmy
passuTMa rpynne Hedponatuit. Tak, cMHAPOM NKU3Kca
onyxonu (C/10) moxeT pasBrTLCA Kak NPW CNOHTAHHOK
rmbenn BbICTPOPACTYLLMX OMNYXONEBbIX KNETOK, Tak W
MpU WX NW3MCE, MHAYLMPOBAHHOM XMMWOTEPANMUei.
TpombBoTuueckoe noparkeHue MoOuYeK, BOBAEKAKLULee
apTepuancHoe W BeHO3HOe pycno, moxeT bbb 06-
YCNOBNEHO Kak napaHeonnacTudeckoin tpombodunu-
eil, Tak 1M BO3AENCTBMEM LLENOT0 PALA NEKaPCTBEHHDbIX
npenapaTtoe (LMKNOCNOPHH, BUHDBAACTUH, MUTOMUUMH,
MOHOK/IOHaNbHble aHTUTENa K COCYAMCTOMY 3HAOTe-
nvancHomy daktopy pocta — VEGF). Yeyrybnawowmm
dakTopoM BO BCeX CUTYaLMAX MOMKET CAYKUTL Hedpo-
TUUECKUIA CMHAPOM, 3MEKTPO/IMTHbIE HAPYWEHWUA WK
TMNOBONEMUA B Pe3y/bTaTe PBOTLI MW NOMUYPUN.

MporHoCcTUYECKM BaXHbIMK 417 onyxonesbix 6onb-
Hbix AesnatTca OfH, ATporeHHble M nNapaHeonnacTu-
YyecKue MOopPaeHWA MOYEeK, YacTo BCTpeyalwlwMueca B
MPaKTUKe MHTEPHUCTOB.

OcTpaa novyeyHasa HeQOCTATOMHOCTE. [lepeHeceH-
Haa OMH cywecTeeHHO yxygwaeT nporHos 6obHbIX
He TO/IBKO B OCTpom nepuoge 3abonesanna. bonbwan
yacTb naumenTos ¢ OMH enocnepctenu ctpagaet X6
[13], a npeacywecteywowaa XbI noebiwaer vacrtoTy
Pa3BMTUA TEPMMUHANBHOW CTagWKM MoYeuyHOW HedoCTa-
TOUYHOCTM nocne nepeHeceHHon ONMH ¢ 7,6 go 28,2%
[6]. Hanbonee uvacteimm npuunHamm pazeutua OTH
ABNAKITCA OCTPbLIM KaHaneuesbld Hekpos (OKH), moue-
kucnaa bnokaga npu CJ10, runepkanbumemma, ocTpble
TyOyNOMHTEPCTUMLMaNbHbIE /IeKapcTeeHHble Hedpona-
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mim (OTUH) [12, 15]. Cnocobeteyior pazeuTtuio OMNH He
TONbKO NPOTUBOONYX0NeBble HeEGPOTOKCUUHbBIE MeaU-
KameHTbl, Ho W HIBI, peHTreHKOHTpacTHbIe Npenapa-
Tbl M aHTMOUOTUKKM, NPUMEHAEMbIE ANA NeUEHWA WMH-
bEeKUMOHHDbIX OCNOXHEeHWM. Hepegku cayuan pazeuTua
OMNH e pesynbraTe HenocpeacTBEHHOIO MNOPaXKeHWA
TKaHM MOYEK ONyxosieBbiM npoweccom [15].

CuHgpom nusmca onyxonu (C/10) — noteHymane-
HO onacHoe meTabonuueckoe paccTpoOMCTBO, CONPOBO-
waawweecea runepbocdatemueit, runeprkanmemuet,
rMnepypuvkemmein W/Mnm runokancumemuein v Hapy-
weHuem byHKUMM nouek, 0bycnoeneHHOW NnpeymnuTa-
umneit MeTaboNMTOB HYKNEWHOBBIX KUCIOT, KPUCTANIO0B
MoOueBOi KucnoTel U dochata Kanbuua B MOUYEUHBIX
KaHanbuax u napexHxume (ocTpblii HedpoKanbunHoO3)
C ocTpoi obcTpykumein mouesbiBogAwmMX nyten. C/10
paseuBaeTcA NpWM CrNoHTaHHOW rubenu onyxoneebix
KJEeTOK B OCHOBHOM BbicTpopacTylimx onyxonei wmau
NM3UCce OMYXONEBbIX KNETOK, WHAYUMPOBAHHOM XM-
MuoTepanuei, NpUMeHeH1Mem MoHuznpywero obay-
ueHua, ambonusaumei cocymsoe MAKM PagMOYACTOTHOM
abnauueit onyxonu, BBEAEHWEM MOHOKIOHANbHBIX
aHtuten (putykcumab), untepdepona. Yactorta paseu-
A CJTO npu HeXO4KKMHCKUX AMmbomax npesbiwaet
40%, a 0bWwan cMepTHOCTE NPH €10 PazBUTHKM NOBbILWAa-
erca ¢ 0,9 po 17,5% [12]. PakTopamm pucka paseunTua
CNO cunTaloT HanMuMe KOHIMOMepaTos Anmdaruue-
ckux y3noe, 6onblKne pasmepbl MeTacTa3os, renato-
CrNIeHOMETANNI, NeMKoUMTO3, BbICOKMIA ypoeeHb JIAT
M MOYEBOW KUCNOTbl B CbIBOPOTKE KPOBM, HapylleHWe
dyHKuMKM novek. Mpodunaktukoit OMH npu CNO cay-
¥aT afeKkBaTHaa rmapatauua (bonee 3 n ugrocTu B
CYTKM), KOppekuMa gaxe HebOoNbWMX U3MEHEeHMIA B
NEeKTPONUTHOM M BogHoM BanaHce, noguenayneaHue
MOuUM ¢ nogaepaHuem ee pH Ha ypoeHe 6,5-7,0. Mpw
Bblcokom pucke pazeutkAa OfNH 3a 3 gHA oo w nocne
CEaHCOB TepanWW OMYXO/M Ha3HauyakT annonypuHon
BHYTPb WM BHYTPMBEHHO C KOppeKuuei gosol no CKS.
B KauecTee anbTepHaTMBBLI aANONYPUHONY MOMKHO MC-
NoNb30BaTh YPaTOKCMAA3y WAM ee pPeKoMBUHaHTHYIO
dopmy — pacbypurasy. Pazentve azoTemuu v anekTpo-
NWTHBIX HAPYLEHWA, He OTBEUYAOLWMX KOHCEPBATUBHOM
Tepanuu, oBCTPYKUMA MOUEBLIBOAALLMX NyTel u/vunn
YPOBEHb MOUYEBOM KWUC/IOTbl B CbIBOPOTKE KPOBM Bbille
20 mr/an (1190 mrmone/n) caysaT NoKasaHMAMM K
MPMOCTAHOBKE LLMTOTOKCUUECKOW Tepanuu U npoeeje-
HMIO TeMoaMannsa unu remodunsTpanmu.

Opyro# npuumHoit pasewtna OfNH y oHKonoru-
ueckux GoNbHBIX ABNAETCA TMNEpPKanbLMEeMUA Bbille
2,75-2,8 mmone/n. Ona pernctpupyetca y 15-40% na-
LMEHTOB € pacnpocTpaHeHHbIMM onyxonamu [2], Hawm-
Honee yacto BCTpevaeTcA NpM mMuenomHoi BonesHw,
paKe MOMNOYHOW Menesbl, MOYKK, NErKOro, MOUYEBOrO
My3bipsA, OPraHoB roN0BbI W LWew, pexe — npu aumdo-
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nponudepatueHbix 3abonesanmax [14]. Tunepkano-
UMEeMMUA MOMET Pa3BMBaTLCA B pe3yibTate NpPAMOro
paspylleHMa KOCTeM meTacTazamu OMyXoaW, a TaKwke
BCAEACTBME OCTE0NM3a U nogasneHusa GyHKLMK ocTe-
obnactoe nog BO3AENCTEMEM CEKPETUPYEMbIX OMYXO-
NEBbIMK KAeTKamMKn napakpuHHbix daktopos [14]. Mpwu
paKke Nerkoro, KapuuHOMax OPraHoB rOAOBbl U Wew,
numdonponudepatuerbix 3abonesaHuax onucaH me-
XaHW3M Pas3BUTUA TUMNEPKANbLMEMMK, CBA3AHHBIN C
NPoAYKUMENR OMYXONEeBbIMU KNETKaMM NapaTropMOH-
nogobroro benka — PTH-RP nau aktmeHoi dopmel Bu-
TamuHa D 1,25-gurngpokcuxonekaneymepona, KOTo-
pble CTUMYAMPYIOT pe3opbunio KOCTHON TKaHu u/uau
peabcopbumio kanbuma B cobupaTenbHbIX KaHanbuax
MoueKk C pa3sBUTMEM TMMEepKanbUWypUMW, HapyleHUem
cekpeunn AL, peabcopbumnm Boabl n Hatpua. MocTy-
NAeHWe B COCYAWCTOE PYCNO MOHOB KaNbLMWA B KOMM-
yecTse, 3HAYMTENbHO MPEBBLIWAIILLEM JKCKPETOpHbIe
BO3MOMKHOCTU NOYEK, NPUBOAUT K PA3BUTUIO TAMKEbIX
rOMeoCcTaTMYECKMX HapyleHwH, Baerkywwux 3a coboi
cHueHue OUK wn pazeutue OMNH w acuctonmn.

MauneHtam ¢ runepransumemmein Heobxoguma
BHYTPUBEHHAA permapatauunn; ANA MNOBbIIEHWA 3IKC-
KpeLMM MOHOB KaNbLMA C MOYOM BHYTPUBEHHO BBOAAT
dypocemmna. MNpu NeveHMM rMnepranbuUemmm, acco-
LMMPOBaHHOW ¢ aumdonponudepatneHeimu 3abone-
BAHMAMM M METACTATUUECKMM PAKOM MOIOYHOM wene-
3bl, NPUMEHAIOT KOPTUKOCTEPOUADbI, ¥ BoAbHBIX pakom
MOYKM W MIOCKOKNAETOUHbIM PAKOM JIeTKOTO — WMHIM-
6uTOpLI NpoCTarnaHAMHOE (MHAOMETALMH, ACMUPUH).
BucdhocdoHatel, 4acTo Mcnonbzyemole ANA NeYeHUA
rMnepKanbuMemMmn, He pekomeHayoT BonbHbIM ¢ COo-
AeprKaHuem KpeatuHuHa Kpoeu 6Gonee 3 mr/an, no-
CKO/IbKY 3TM npenapaTbl MeTabonusmpylotca B OCHOB-
HOM MOYKAMM M MOTYT BbI3bIBaTb KaK IMOMepynApHble
(bokanbHO-cermeHTapHbIi rMoOMepyNoCKAepos, Konna-
6upytoutan HedbponaTia), Tak U KaHANbLEBBIE MOBPEK-
geHua (OCTpblit KaHanbUesbl Hekpo3), NpuBogAWMeE
k OMH. Mpu MmewwemcAa NoyeyHOM MOBPEHIEHUMU
HeobxoguMmo TUTPOBaHWe 4036l NpenapaTta ¢ TwaTeb-
HbIM MOHWTOpMpOBaHWem nabopaTopHbIX Mokasare-
nei B npouecce nedenna. HUtpat rannma, ncnonbsye-
Mbli MpK pedpakTepHOM K Tepanun bucdocdoHatamm
TMNepKanbLMemMmn, TakKe MOMET Bbl3blBaTb NOBbIWe-
HUEe YPOBHA KPeaTUHMHA CbIBOPOTKU KPOBM.

Noboi MHTEPHUCT MOMET CTOJIKHYTBCA C peHanb-
Hoi OlMH, cBA33aHHOM C ONyxoneeoil MHMUABTPaLMEn
TKanu nouek. Kak npaewno, npubnuanTteca K guarHosy
noseondaet Y3M, epinsnawwee HosoobpazosaHune (npu
CONUAHBIX ONYXONAX WM MeTacTasupoBaHuu) u/mam
yBenuueHue pasmepos nouek npu ammdbonponudepa-
TuBHbIX 3abonesaHumax.

Cpegw npuumnH OMH npy mHoMXecTBEHHON MUeno-
me numaunpyet (90% cnyuaes) cast-Hedponatna (um-
nHap-Hedponatma) wMam «muMenomHas nouka» [9].
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Ona pazeueaetca y 30-65% BonbHbIX NAasMmokneTou-
HbIMW OWCKPazMAMM B pe3ynbTaTe B3auMMOLeNCTBMA
Bonbworo konuuectea HepeabcopbupoBaHHbIX CBO-
bogHbIX nerkux uenein mmmyHornobynmHoe ¢ Benkom
Tamma—Xopcdanna B AUCTaNbHbIX KaHanbLax ¢ ux ob-
cTpyKumel. Pazeutuio cast-vedponatuu cnocobeteyrot
runepkanbUMemus, AerMAPaTauMa, aungos M npume-
HEHME MOUYETOHHbIX.

Y 60oAbHbIX, NepeHEeCcLLUMX XMPYPIr1YecKoe feueHue,
B MOC/IE0NepaLMoOHHOM NEPUOAE HEPEAKO Pa3BMBaET-
cA npepeHancHaa ONMH B pe3ynbTate MwWemuyecKkoro
NOBPEHKAEHMUA MOUEK, OCTPOM TMMOBONEMUH, ULLIEMWUN-
penepbyauu. Mpu KUWeEUHON HENPOXOAMMOCTH OMy-
XO/IEBOTO TEHE3a, a TaKMKe OMyXO/AX, OCAOMHEHHBIX
NEPUTOHUTOM, MOXET Pa3BUTbCA CHMHApOM MHTpabao-
MUWHANbHOW TMNEepPTEH3WK, KOTOPbIA BaeveT 3a coboi
pazeuTMe NpepeHanbHoi u peHanbHoi ONH, a yacto n
NOMMOPTraHHOM HegocTaToOUHOCTH. HapylweHune noueu-
HoW nepdysum m nagenne CKD koppenunpyroT co cre-
NeHblo NoBbiWeHnA BHYTpubprowHoro gasnexua. Mpo-
rHo3 OfH zaBucKT OT CBOEBPEMEHHOCTH NMPOBEAEHMA
XMPYPTUUECKOW LeKOMIPECCUM.

MopaeHWs nouek, accoUMMpoOBaHHbIE € MPOTU-
BOOMyXoneebim nedeHuem. C MpoOTMEOOMNYXO/EBbIM
nevyeHnem moryT BbiTb CBA3aHbI KaK NOParKeHuA Ka-
Hanbuee (NpY NPMMEHEHWM MPOM3BOLHBIX MAATUHBI,
mMeToTpekcaTa, MUTOMMUMHA, LMKnocnopuHa, uboc-
damuaa, sonegponarta v gap.) [7], Tak u romepynona-
THMKM (NPM NeYeHUM aapUaMULUHOM, MUTOMMLUUHOM,
NamuMapoHaToOM, MeToTpekcaTom, remuuTapabuHom,
uHTepdbepoHammu, NPOABNAOWMECA remaTypmein pas-
HOM CTEMeHW BbIPa*KeHHOCTH, MPOTEMHYPUER BNAOTb
[0 paseuTua HebpoTUUECKOTO CMHAPOMA WM UX CO-
yetanuem) [16, 17, 19]. Mopdonormueckn BO3MoMXKHa
KapTMHa MWMHWManbHbIX M3meHenunit (MW), nanpmep,
Npyv WMCNONB3OBAHUM  MHTEPGEpPOHOB; MMMYHOKOM-
MAEKCHOTO MOPaMKeHWA, NPWM NMPUMEHEHUM MPOM3BO-
[OHbIX MOYEBMHbI (KAPMYCTUH, NOMYCTUH, CEMYCTUH U
CTPeNnTO30UMH); NPOrPeccHpyioLLero rMomMepyaapHoro
cknepoza. MNponzsogHble MmoueBuHbl CNOCoBHbI anku-
nupoBaTe 6enku KaHaNbLeBOro aNUTENMA U Bbi3blBaTb
MHTepcTUUManbHblil dMbpo3s 1 KaHanbLeBble Hapylwe-
HUWA, MPOTPECcCUpYOLLME elle B TeUeHWEe HEeCKONbKMX
NeT nocne NpPeKkpaweHmna NeUeHua.

TarKenble 3NeKTPOAMTHbIE HapYWeHUA MOTYT pa3-
BuBaTbcA y BOMbHBIX C Tak Ha3bIBAEMOW CONbTepAlo-
wei noukok e pesynvrate GoOpMUPOBAHMA CMHAPOMA
HeageKBaTHOM NpoaykuMu AL npyu NnpUMeHeHUK BUH-
KPWUCTHHA, LMCMNAATUHA W a/IKUTUPYIOLWKUX MPEeNnapaToe.

@akTopamu pucka paseuTUA HedpPOTOKCUUHOCTH
XMMUHonpenapaToe cumtakoT cHenne OUK (e pe-
3ynbTate notepu W/WMAM CeKBEeCTPaLMmn KUAKOCTU NpU
acumMTe MK OTEeKax), UCMNONb30BaHWE HexMmuoTepa-
NeBTUUYECKUX HedpOTOKCMUYeCKUX cpeacTs (amuHo-
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ravkosugbl, HMBM) wmam peHTreHOKOHTpAcTHBIX npe-
napatos, OBCTPYKUMIO MOUeBbIBOAALLEro TpakTa (8
pe3ynbTaTe OMYXOJEBOI0 POCTa WM NpPeawecTBOBaB-
wyto 3abonesannio), Hanmume Hedponatum (B pesyib-
TaTe BO3AEMCTBMA OMYXO/NWM MMM NpedlliecTBOBaBLWEN
szabonesanmio).

Pag npenapatos, nomMumo npamoi HedpoToKcuu-
HOCTM MOTYT Bbi3blBaTb MOBPEXASHUE MWKPOCOCYAMU-
CTOrO pyc/ia MouYeK ¢ KNMHWYeCcKoW maHudecTaumeit ot
6eccMMNTOMHOIO NOBbLILEHWA YPOBHA KpeaTUHMHA Cbl-
BOPOTKKM go pasentua OMH, Tpebyowei guanmzHoro
nedeHun. Tak, muTomuumH, dTopypaumnn, remuntabun
ABNAOTCA HEPEAKOW NPUUMHON PAa3BUTUA TEMONUTUKO-
ypemuueckoro cuHgpoma (IYC). Unknocnopuu A, uH-
Tepdeponsbl, remuntabun, mutomuuni C, cyHUTHHUE 1
copadeHnb MmoryT npueoamuTe K TPOMBOTUUYECKOW MU-
Kpoanrmonatuun (TMA), KAMHMUYECKKM NpoABNAKWENCA
TAMENON apTepUanbHOR rTMNepTeH3ueil, Nporpeccupy-
IOWKUM CHUKEeHMEM QYHKLIMM NOYeK, NpoTenHypUuein u
remaTypveir pasHoM cTeneHM BoiparmeHHocTr [5]. Mpu-
3Hakamn TMA aBnATCA TPOMBOLMTONEHWA, MMKPOaH-
rMonaTUYecKan reMoIMTUUECKaA aHEMMA, MUKPOBACKY-
NAPHbIK TpoMBO32 KOHLEBbIX apTEPUOI W KaNWNNAPOE ©
MHOMeCTBeHHON ancdyHKkumen opraHoe. Mopdonoru-
UEeCKW OMpenenAlTcA YNAOTHEHWE COCYAMCTOM CTeH-
KM € HabyxaHuem wau oTgeneHvem 3HAOTeNUaNbHbIX
knetok oT HazanbHolt membBpaHbl M OTnOKeHWeM rHa-
NMHOBbIX Aen03MToB B CybaHA0TeNMaNbHOM NPOCTPaH-
cTee, BHyTpUcocyaucTele TpombouutapHbie Tpombel 1
OKK/3WA COCYAOB.

Tpomboambonnueckne OCNOKHEHUA C NOPAMEHU-
em cocynos noboro kanubpa mMoryT pa3sMBaTbCa Tak-
e nog esosgecterem aHTuTen K VEGF, ropmoHanbHbix
npenapatoB, NMPUMEHAEMbIX B OHKOJIOTUM, TAaKWUX KaK
3CTPOreHbl, CUHTETUYECKME MPOrecTUHbI, TaMoKcudeH
1 MHrMbuTopbl apomartaszel [11].

PagnauynonHaa Hedponatua (PH) gonxna obaza-
TENIbHO YUMTbIBATbCA B KAUECTBE BO3MOMHON MpHUUM-
Hel XBI y BonbHLIX, NepeHeclw X AyHeByo Tepanmwio.
Ona moxeT maHMecTuposaTe yepes 6-12 mecAues M
[arKe CNycTA HecKoNbKo NeT nocne obnyuyeHua apre-
pUanbHoON runepTeHsnein u/unm HapyweHuem byHk-
LMK MOYEeK B coueTaHuu c npoTeuHypueir. Hanbonee
cepbe3HbiM npoaeneHmem octpoid PH asnaeTca OfH,
Hambonee tAxenole ¢opmel ocTpoit PH npoTtekaloT Kak
IYC. B 5-20% cnyuaeB ocTpoe nydyeBoe NopaxeHue no-
ueK B fanbHelwem TpaHchOpMUPYETCA B XPOHHUUECKoe
C MeafieHHO MPOrpPeccUpylolLMm yxyaweHmem GyHK-
LMW MOYEK M PEHWUH-3aBUCMMO apTepuanbHOi runep-
Tenzuneit [3]. OcHoBy MOpGONOTMHECKUX M3MEHEeHMH
Kak NMpW OCTROM, TaK WU Npu XpoHuueckow dopmax PH
coctasnaet GUBPUHOMAHBIA HEKPO3 CTEHKKU apTepUin 1
apTepuos, CErMeHTapHbBIA HEKPO3 M TUANWMHO3 KanWu-
NAPHBIX NeTeNb KNYBOUKOB, BbIPaKEHHbIA MHTEPCTULLM-
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anbHbiil $Mbpos, aTpoduA KaHanbLes M pacnpocTpa-
HEeHME CKNePOTUUECKUX U3IMEHEHUM BHYTPUNOUEUHbIX
apTepuin paznmMuHoro Kanmbpa. Mpu 31eKTPOHHON MK-
KPOCKONUU 0BHapyKMBaKT MacCMBHOE NoBpexaeHue
9HAOTENUAaNbHbIX KNETOK C MX YaCTUUHOM OTCNONKOMN OT
HazanbHoit membpaHbl M HakoneHuem B cybaHgoTe-
NMAnbHOM MNPOCTPAHCTBE 3NEKTPOHHOMAOTHOIO maTte-
puana.

MNapaHeonnacTuueckne Hedponatumu. ITOT TUN NO-
paXKeHWA He CBA3aH C HeMocpeaCcTBEHHON ONyXoneBoi
MHBa3Mel MM MeTacTaTMUECKMM MOPaKeHUEM MOYEK,
HO OnoCpPefoBaH MPOAYKUMWEH ONyXoNeBbIMW KAETKa-
mu BUonorMuecku akTMeHblx cybcTaHumii (aHTureHos,
dakTopos pocTa, LMTOKMHOB M ropMmoHoe) u obpaso-
BaHWEM aHTUTEN K OMyXoneBblM aHTUreHam. [apaHeo-
naacTuieckme Hedponatuu BosHMKawT 8 2-15% cayua-
£B8 3/10KaYeCcTBEHHbIX 0Nyxonen u moryT bbiTe nepsbim
npoasnennem 3abonesanna (y 20-45% 6GonbHbix na-
paHeonsiacTUYeCcKoe MOPAXKeHUe MOYEK BbIABNAKT 40
obHapyeHus onyxonu, y 40-55% — ogHoBpemeHHO C
onyxoneto, y 6-15% — nocne yctaHoBneHUA AMarHosa
Heonnasum). Hanbonee vactoim (B cpegHem 11-13%)
npoABneHUemM NapaHeonnacTMueckoi Hedponatum
ABnAeTcA HedpoTuuecknin cuHgpom (HC) (maccuenan
NPOTEMHYPMA, Beaylwaa K rMNonpoTeMHemuu/runo-
anbbymMHEeMUM M OTeKam), B OCHOBE KOTOPOro MOTYT
6bITe pasHbie BapuaHTol HedbpuToB U amunongos. Be-
POATHOCTE OOHapyeHUA onyxonu Kak npuumusl HC
MOBbIWAETCA C BO3PACTOM M 33BUCUT OT TUNa IMomepy-
napHoro noepexgenusa [18]. NMomumo HC BozmomHo
TaK¥e PasBUTUE MOUYEBOIO CUMHAPOMA W remaTypuw,
uTO Hepegko TpebyeT NpPoBeAeHUA TLWLATENbHOTO YPO-
noruueckoro obcnegoeanua.

MNapaHeonnacTuueckne HedponaTuu npu conma-
HeIX onyxonsax. [lpervmywecreenHoit ¢opmoid napa-
HEOMAACTMUECKOM TNOMEPYNONaTMK  MPU COAMOHbIX
onyxonax asnaerca membpaHosHaa Hedponatua (MH).
Mepeoe mecTo cpegy NMPUUMH NapaHeon/acTUYecKon
MH 3aHMMaloT Tak Ha3blBaemMble «OMYXOAM WMHTEPHM-
CTOB» — KapLMHOMBI NETKNX WU HeNYA0YHO-KULIEUHOTO
TPaKTa, BO3MOMXHO ee Pa3BUTHE MPU PaKe NOYKKU M ypo-
reHUTanbHbIX KapumHomax. Mouck onyxonu ocobeHHo
onpaegaH y 6onbHeix ¢ MH, enepeeie paseveweica B
Bozpacte ctapwe 50-60 ner. [lapaHeonnacTuueckas
MH KAMHMUECKM NpoTeKaeT CXO4HO C MAMOMaTUUECKOM,
HO MmeeT pag ocobeHHocTer: Hannuue Bonee 8-9 no-
numopdHoAaepHbIX NeiKOLMTOB B KanWANAPHbIX Net-
nax knyboukoe, npeobnaganne Ig-G, nlg-G,, a He Ig-G,
B cybaHA0TENMANbHBIX AeN03MTax, OTCYTCTBUE aHTUTEN
K TpaHcmembpanHomy M-trna peuentopy ¢pocdonuna-
abl A, (PLA,R). Momumo MH, npun conngHbix onyxonax
BBIABAAKTCA W APYyrve TWUMbl MapaHeonnacTUYeCcKMX
rnomepynonatui (puc. 1) [18, 20].
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Hvxe npuveedeHbl BapuaHTbl NapaHeonnacTuye-
CKMX HedponaThi NPK remMaToNorMYECKMX U COAMOHbBIX
onyxonax [6, 18].

Mpu rematonoruveckmx onyxonsx

I. lumdonponudepatrerbie bonesHu:

a) xomHKuHCKan numboma: MU, AA-amnnonaos;

6) xpoHuueckne AMMPONEMKO3bl, HEXOLMKKMHCKME
nvmdomer: MKMH (£kpro); noaynyxueii BITH (B Tom umc-
ne antn-bMK+); MH; MW; ummyHotaktogreiia TH; ©CIC.,

Il. MnazmoKneToUHbIE AMCKPA3UM:

a) mHomecTBeHHan muenoma: AL — amunongos
(npenmywecteenno V,  — cybknacc); 6onesHb oTnoxe-
HMA MOHOK/JIOHaNbHBIX Nerkux uenei (5%) — (npeumy-
wectsenHo V  — cybrnacc);
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6) muenoma ¢ HebonbwoM onyxoneeon maccoi
MAKM «Tierwas» muenoma: cuHgpom Pankonm (30%)
— (npeumywecteenHo V  — cybknacc).

Mpu conugHeIX onyxXonax

MH (pak nerkux, »enygka, nouek, npoctaTbl, TU-
moma v gp.); MW (tumoma, pak nerkmx, KT, nouek,
yporenutaneHeid m gp.); Ig-AH (pak nouku, nerkux,
KT v gp.); CIC (pak noukm, TUMOMA, NETKUX 1 4p.);
MKTIH (pak nerkmx, yporenutanoHeld u gp.); bBMIMH ¢ no-
nynynuamm (pak nouek, MKT, yporenutaneHolit n gp.);
AA-amunongos  (nouveuHo-KneTouHbl pak (25-33%)
MenyaKa, Nerkux, MONoYHOM Menesbl).

[
wv
L

8

MH MM MKIH

-]
§ B paK nerkmx
5 15 M paK Xenyaxa
o ¥ paK NoYKK
§ ¥ pak npocrars!
10 M paK MONIOYHOM Xenesbl
1 paK KMWeYHWKa
5 -
o o

BNrH

Wr-AH

Puc. 1. lNapaHeonaacmuyeckue 2A0Mepyaonamuu npu pasau4Hbix conudHelx onyxonax [20]:
MH — membparnozHas Hegponamua, MW — muHumansHele uzmeHeHua kayboykos, MKIH —
MezaHaUuoKanuaaapHelli enomepynoHeppum, BIMTH — 6eicmponpozpeccupyrowuli
2nomepynoHechpum (c noayayruamu), lg-AH — Hedhponamusa ¢ omaoxeHuem lg-A

Y BONbHbIX COMMAHBIMKM ONYXOAAMMW BO3MOMKHO
paszeuTMe amunomnposa. lTak, AA-ammnonpgos  BbiAB-
naetca y 25-33% BonbHbLIX NOYEYHO-KAETOUHON Kap-
LMHOMOM, XOTA 3TOT BUA ONYXOAW COCTaBAAET BCEro
2-3% Bcex conngHeix onyxonei [1]. MNMomumo HC oH
NPOABAAETCA TaKKe BOBNEUYEHWEM MEUYeHU U cenezeH-
KW M BCTPEYAeTCA Yalle NPy paKe MenyaKa, Nerkux, Mmo-
NOYHOMR Kenesbl [4].

MNapaHeonnactuueckue HedponaTMM nNpu rema-
TONOTMYECKUX OMNYXOAAX. DBONbWMHCTEC BapUaHTOB
NapaHeonNacTUYeCKUX [NOMepynonaTuii, passuea-
OWKXCA Ha GOHe remarto/orMyeckux onyxonei, o6-
YCNOBNEHbl BO3AEACTEMEM MapanpoTerHOB M dalwe
PasBUBAKOTCA MPU MA3a3MOKAETOUHBIX AUCKpazuax (v
18% BonbHbix MM u y 16% — ¢ BeccumnTOMHON Mu-
enomoi n nnasmauntomoi). lTopasgo pexe (5-10%)
napanpoTeMHeMUYECKMe [NOMEPYNoNaTiU  CBA3aHbI
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¢ kpuornobynuHemuein (B OCHOBHOM MOHOKNOHA/b-
HOW, MHOrga nonuknoHanoHou). Pewe (menee 4%)
MPW 3/10KaYECTBEHHbBIX AMMPOMaxX BO3MOXKHO pPa3Bu-
Te momepynoHeppuTa (TH) 6es napanporenHemun u
KprornobyiuHemuu B pesynbrate ayTOMMMYHHOTO No-
BPEMAEHMA MK BO34eNCTBUA uuTOKMHOB [18].
CybcTpaTom noueyHoro NOBPEMAEHUA NpM napa-
NPOTEMHEMMAX ABNAETCA LEMNO3MLMA MOHOK/IOHAaNb-
Hbix Benkoe (Yalle Nerkux ULenen, BOIMOMHO TaKie
TAMENbIX uenei 1 uenevix 1g). Inwe 8 peaknx caydanx
HabngaeTcA aHTUTENbHaA aKTMBHOCTL napanpote-
MHOB MPOTMB TKaHEeBbIX ayTOaHTWreHoe. [nomepyno-
naTMYecKWe Jerkne LUenu Bbi3blBalT passuTue Al-
amunongoza uau 6onesHw OTNOMEHWMA [eno3nTos
MOHOK/MIOHANbHBIX NETKUX Lenel pasnuuHbiMKM Mexa-
Hu3Mamu. Tybynonatuueckue nerkue Lenu noBpexaa-
OT KaHaNblbl, Bbi3blBaA Pa3zsuTHe cuHapoma PaHkoHuM.

OPLI U TEKITHH
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Mopdonoruueckan kaptuHa [H ¢ MW naubonee ua-
cto accounupyerca ¢ Bonesnbio Xomwkuua (42-62%).
Momumo MW BozmoxHbl M gpyrue sapuantol [H (OCIC,
BIMIH c anTuTenamu K rmomepynapHbim  basanbHbim
membpanam (antu-TBM), MH, Ig-AH, apyrue nponu-
depatueHbie TH), Ho oHu npu BonesHn XoamKKuHA Bbl-
ABNAOTCA ropasfo pexe (puc. 2). Panbwe, go Hauana

Ne 30°2014

AnbpMaHaX KIMHUYeCKOH MeOHITHHBI

NPUMEHEHUA BbICOKO3DGEKTUBHBIX COBPEMEHHBIX NPO-
TOKOJIOB NeYeHnA, AOBO/bHO YacTo B MO3AHWUX BOCMa M-
TeNbHbIX CTaamAx 3Toro 3abosesaHua, NPU OTCYTCTBMK
M-komnoHeHTa pazeuBanca amunongos AA-tuna. CHu-
JKEHMEe YacToTbl BbiABneHua AA-amunonposa npu bo-
neznu XomkuHa ceasbisatoT ¢ Bonee BoicTpbim paseu-
TMem pemuccum Ha GoHe CoBpemMeHHON Tepanuu.

B XO/PHKMHCKaA numpoma
B HeXOAMMKHHCKaA nuMpoma

¥ XpoHUYecKuit numdoneiikos

Yucno cnyuaes

B BONOCATOKNETOMHbIA NeHKO3
¥ ocTpblii numdoneiikos

5 8 8 8§ 8 8 3

¥ KoMHan T-kneTouHan numdoma

o
l

MH @Crc MH

MKIH

Wr-AH

Puc. 2. [Tapaxeonaacmuyeckue enomepyanonamuu npu pasaudHsix aumgonponugpepamusHeix
3abonesaruax [20]: MH — membparozras Hegpponamusa, MM — munumaneHsie uzmerHeHus
kaybouxos, MKIH — meszaHzuokanunnapreid enomepynonedpum, ®CIC — ¢horkanbreili
cezmeHmapHbili 2nomepynapreld euanuros, Ig-AH — Heghponamusa c omaoxceruem Ig-A

Lna apyroi rpynnbl 310KauyecTBeHHbIX NTumMbona-
HbIX OMYXO/ieil, B KOTOPYH CerogHA obbeguHeHbl Xpo-
Huueckne numboneikosol (X/1/1) v HexomKMHCKME
numdombl, 6onee xapaktepHo pazsutre MHKIH (c kpu-

ormnobynuHemmneit unn Bes Hee), a TakKe IKCTPaKanu-
napHoro NH ¢ nonynyHuamu (e tom umcne c aitu-IrbM
aHTUTenamu), pexke paseusaetca MH, MU, ummyno-
TakTomaHbia TH, ®CIC.

Tabnuya 3
BapuaHTbLI NapaHeon1acTUHECKOro NopaxeHus noyYek y 601bHbIX MUenoMmHoi 6onesHeto [18]
WM3oTun
Hozonoruueckan dpopma | Yactota, % | monoxnonanbHoro Ig KnuHuueckne npoasneHmn
HC —vy 60-74%, XINMH —y 20% e TeueHune
13-14 mec.
Al-amunownpos 11 Ve XMNH 6e3 HC —y 5-10%
CuctemHble npoaeaedma AL-ammnonaosa
Bbicokas yactoTa AT (80%)
HC (30-50%)
bonezHb oTnoMeHuA Mo TemaTypus
MOHOK/IOHANBHbIX NErKMX 5 (85% cnyuaes) MH (MpaKkTUUECKU Y BCEX K MOMEHTY
uenei AmMarHosa) )
HogynapHbiin IC
CuctemHble NpoABNeHKA
TybynapHbIiA aunao3
AmnHoaunaypua
30 (npu [noko3ypun
MHMENOME C ®ocpatypua
HeB oo KaHanbuesaa npoTenHypua
= [unokanuemua
Cunapom DaHKkoHU onyxonesoi Vo e
MDA ”f“ [Nonuypwa c paseutnem gernapataumm m [H
«TNEHLLE» Kpuctananueckne (uronbuatoit dpopmbi)
muenome) bubpunno-noaobHblie BHAKOUYEHUA NETKUX
uenei B 3INUTENMU NPOKCMMANbHbIX
kaHanbues, TybynapHana atpodua
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Bonee uem y nonoeuHbl BONBHBIX NNA3MOKNETOYU-
HbIMMW AWUCKP3a3MAMM MaTOreHeTUMUECKMM areHTOM AB-
NAKTCA MOHOKMOHaNbHble nerkve uenn. ¥ 11% nauwm-
eHtoe ¢ MM obHapyxueaetca Al-amunongos (tabn.
4). [na 37O NaTONOITMM XapaKTEPHa aKKYMYNALMA ner-
KMX uenei npemmywecreeHdo VAVI-cybtvna s suae
dunbpunn. Knunuuecku npu Hem y 60-74% pazsmeaertca
HC, y 20% w3 koTopbix B Tevernue 13—14 mecaues ¢pop-
mupyetca XMH. B 5-10% eo3zmomna XMH 6e3 HC, uto
CBA33HO C OT/IOMEHMEM aMUIOUAa NPEUMYLLECTBEHHO
B apTePUAX, apTepuonax U B UHTEPCTUMLMMK. A KAUHK-
yecKoi KapTuHbl AL-ammnoungo3a xapaKkTepHbl cMCTeM-
Hble NpoABAeHUA (MaKpOrnoccua, NopaXeHue cepaua,
nepudeprueckol U BEreTaTMBHOW HEPBHOW CUCTEMBbI,
MENYAOUHO-KMILEYHOTO TPaKTa, SHAOKPMHHbBIX Xenes
n ap.).

Y 5% 6onbHeix MM obHapyxusaoT BonesHb oT-
NOMEHWA MOHOK/NOHA/bHBIX NIETKUX Uenei npeumyLe-
cteeHHo VkIV-cybruna (cm. 1abn. 3). Knuunueckn gna
3T0i dopmbl NOparKeHWa MoYeK XapaKTepHbl BbICOKaA
vacToTa Al (80%), HC (30-50%), rematypua, nodyedHan
HEAOCTaTOYHOCTL (MPAKTUUECKM Y BCEX K MOMEHTY AM-
arHo3a), HoAYNAPHBIM TOMEPYIOCKNEPO3, CUCTEMHDbIE
nposAeneHuna (NnopaseHue cepaua, neuexu, nepubepm-
YECKOW HEePBHOW CMCTeMbl, /IeTKKX, ceneseHku). Mpwu
3/IEKTPOHHOM MWKpPOCKONUKM BblABAATCA Hedubpun-
NAPHbIE, 3/EKTPOHHOMIOTHBIE, ME/IKOTPaHYAPHbIe
Leno3uTel, Npy MMmMyHobAopecLeHUMM MM COOTBET-
CTBYET OT/IOMKEHUE JIETKUX Lenei.

NapaHeonnacTuueckuii cuHgpom PaHKOHM — npo-
ABJEHME MMUEeNnombl, KoTopoe moxeT BbiTb nepsbim
cumntomom 3aboneeanna (tabn. 3). OH BO3HMKaeT y
30% BonbHbIX, B OCHOBHOM NpM HeboNbWOWM onyxone-
BOW Macce WK y NauueHTOB C «TNeleid» MUenoMoi
M XapakTepuayeTca HapyweHuem byHKLMU NPOKCH-
MaslbHbIX KaHA/bLLEB: PeHaNbHbIM TyByNApHBIM aunao-
30M, aMMHOAUWAYPUEN, IIIOKO3ypuen, docdaTypren,
KaHaNblLEeBOW NPOTEMHYPUEN, TMNOKaIMEMUEN, TUNO-
YPUKEMUWER, MOAUYpPUERr C pasBUTMEM LerMApPaTauMu
M MoYeyHOW HEeAOCTAaTOUYHOCTbH Pa3HOM CTeneHW Bbl-
pameHHocTu. Mpu mopdonoruueckom nccnefosaHum
BbIABNAIOTCA KpWCTannuueckue (uronbuatoit dopmbi)
dnbpunnonogobHble BKAKYEHUA NETKMX LeNen B 3Mnu-
TE/IMKM MPOKCUMabHBIX KaHanbuee u TybynapHas atpo-
dua.

Neuenne napaHeonnacTuueckux Hedponatuin cea-
3aHO, B MEepBYIO OYepelb, C IeUeHUEM CaMOi OMyXou
(xMpyprrueckoe, nyyesoe, xumuoTepanua). IppekTus-
HaA MPOTMBOCMYXOJEBAA TEPANMA MOMKET NMPUBECTU K
MCUE3HOBEHWID WM ANUTENBHOW PEMWUCCHMM KIAWHM-
Yeckux NpoasneHwin Hedponatum m yayuwate obwmin
nporHo3s zabonesaHua.

NMportosz BonbHbIX € NapaHeonIacTUYEeCKUMKM He-
dponatMAMM cepbesHblil U 3aBUCUT OT BbIPAKEHHOCTH
npoTeuHypum u 3bbeKTUBHOCTM NPOTUBOOONYX0NEBOM
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Tepanuu. MeguaHa BbikMBaeMoCTH y HONbHBIX C BbICO-
KO npoTenHypuein — 4,5 mecaua, 6e3 Hee — 10 meca-
uee. 75% nauMeHTOB yMUPAIOT B CpefHem B TedeHue 1
roga nocne ycTaHoeBAeHWA guarHoza MH u B TeueHue
3 MecAUeB Noc/e yCTaHOBNAEHWA AMArH03a HeoN/1a3um.
Momumo TAMKECTM NOpameHuA novek, NporHos Honb-
HbIX C NapaHeonnacTuueckumu Hedbponatuammu onpe-
AenNAeTCA BOB/I@YEHUEM APYTUX OPraHOB M PasBUTHEM
CepaeUYHO-COCYQUCTBIX OCNOMHEH KA. Tak, y BonbHbIX €
CUCTEMHBIM NMapaHeonnacTuueckum AlL-amunougozom
MeAMaHa BbIlKMBAEMOCTH C MOMEHTa YCTAHOBKM AWa-
rHoza — MeHee 2 neT.

BreuaTtnAwwme ycnexu oHKONOTMM NO3BONAOT BO
MHOrMX caydanx f06utbca KypabenbHOCTH OHKONO-
rvueckmx 3abonesaHnii, 1 €CNU HE OKOHYATE/NbHO No-
beants BonesHb, TO HAZOATO OTCPOUUTE MPUIOBOP Y
MWAAMOHOB paHee obpeueHHbIX NauMeHToB. 3HaHue
Bpadamm obuiei NPakTUKK BCEro CnekTpa accoummpo-
BaHHbIX C ONyXoNAMKU HedponaTuii, CBOeBpEeMEeHHAA UX
AWArHOCTMKA M MPOBEAEHME KOMIMJ/IEKCA MEPONPUATHIA
no NpodUAaKTUKE M NeUeHUIO MO3BOMWT 3aTOPMO3UTL
pPaseUTHME NOYEUHOM HeLOCTAaTOUYHOCTH, OTCPOUMTL Ha-
Yyano LOPOrocToAllel 3aMecTUTENbHOW MOYeUHOM Te-
panuu 1 NOAAEPHKATb KAuecTBO MU3HM y 3TUX Gonb-
HbIX.
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