


AppeHokopTvKanbHbin pak (AKP) — pegkoe
3aboneBaHVe, xapakTepusylolleeca MO3aHUM
CPOKOM BbISIBNEHMSA, ObICTPbIM MPOrpeccmpo-

Fmowesnc  BAHNEM U, MPY HECBOEBPEMEHHOM U HEMOJTHOM
NeYeHnn, HebnaronpusTHbIM feyebHbIM MpPo-

rHo3om. AKP nprmMepHO B nonoBrHe Habnoge-

_ HUIA MOKET COMPOBOXAAaTbCA NOBbILLIEHHbIM Bbl-
voweroun BENEHNEM B KPOBb FOPMOHOB Ha4MOUYEUYHNKOB.

Onyxonb

Mpasbii
Ha/INOYEYHNK

AopTta

Mouka

YactoTa 3aboneBaHuA

AKP — opHa 13 cambix pedKunx 1, ciefoBaTenbHO, N1I0X0 NOAAALWAACA N3YYEHMIO, ONY-
xonew yenoBeka. ExxerogHo BbiABnAoT 0,5-2 cnyyasa AKP Ha munnvoH HaceneHus. »KeH-
LNHbI GoNeroT yallie My>KUrH, CpeaHUIA BO3PacT 60MbHbIX cOCTaBnAeT 46 neT, Npy SToM
OTMeualTCA 2 BO3pacTHbIX NuKa 3abonesaemoctu: y getent o 15 net u y B3pocsibIx
40-60 ner.

Mo paHHbIM EBponeiickoro Komuteta no OpdaHHbIM JlekapcTBeHHbIM NpenapaTtam
(Committee for Orphan Medicinal Products EMA) pacnpoctpaHéHHocTb AKP B EBpone
coctaBnseT 1 Ha 100 000 yenioBeK HaceneHNA, YTO NO3BONAET OTHECTU aHHOe 3abone-
BaHMe K KaTeropuu pegkux (opdaHHbIx) 3abonesaHui.

B Poccnn AKP BHeceH B lNepeueHb peaknx (opdpaHHbix) 3abonesaHnii MuHsgpasa PO
(https://www.rosminzdrav.ru/documents/8048-perechen-redkih-orfannyh-zabolevaniy).
B cBA3M C OTCYTCTBMEM HaLMOHANbHOIo perncTpa no gaHHoMmy 3aboneBaHuto, Konmye-
cT1BO 601bHBIX ¢ AKP B POCCMY TOUHO He M3BECTHO 1 Undpbl NPOTUBOPEUUBBI. IKCNep-
Tbl B 3TOM 06nact roBopAT 0 150-200 605nbHbIX. C 4pYyro CTOPOHbI, OCHOBbLIBAACH Ha
MUPOBbIX AAHHbIX MO BbIABAAEMOCTM U PAaCMpPOCTPAHEHHOCTIN, MOXKHO NPEeANONOXNUTb
nosasneHne ot 71 1o 286 HOBbIX NaLMEHTOB B rof, Npu o6Lem KoimyecTse nauneHToB
okosno 1000 yenosek.
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MpuunHbl nosABNeHUA 3a6oneBaHnA

MpuurHbl noaBneHus 1 pa3sutra AKP HeAcHbl. B 60bLIMHCTBE CilyyaeB OMyxosib pas-
BMBAETCA CMOHTAHHO 6e3 KaKuxX-nnbo BbISBEHHbIX NPUYMH. [locTaTOYyHO peako (ao
15% cny4yaeB U 0COGEHHO Y AeTel) BO3MOXKHAs NPUYMHA — 3TO BPOXKAEHHbIN reHeTu-
yeckuni gedpekt. AKP onuncaH, Kak o4HO 13 NPOABEHUI NpY CUHAPOMax JInHua, bekBu-
Ta-BangemaHa, Jln-OpaymeHu, fapaHepa, MHOXECTBEHHOW SHAOKPUHHOWN Heonniasnm
| TNa, Npu cemMenHOM ageHOMaTO3HOM Monnno3e. YeTKom CBA3MN MeXxay BO3HNKHOBe-
Hem AKP 1 06pa3om Xn3Hu nnv BHEWHMU GpaKToOpaMu yUeHble He oTMeyaloT. Heko-
Topble nccnegoBaTeny K paktopam, nosbiaoW M puck AKP, OTHOCAT Y »eHLMH Npu-
€M OpaJibHbIX KOHTPALENTBOB, Y MY>KUNH — KypeHue Tabaka.

MpoaBneHne 3aboneBaHna, CUMNTOMbDI

fopMOHanbHO-aKTUBHbIE onyxonun HabnopaloTca y 60% B3pocnbix. B JaHHOM cnyyae
OMyXOJb B MOBbILLEHHOM KONIMYECTBE BblAENAET B KPOBb KOPTUKOCTEPOUAbI (FOPMOHbI
KOpPbl HAMOYEYHUKOB), @ UMEHHO:

1. rNIOKOKOPTUKOMADbI (KOPTU30/ U KOPTU3OH);

2. MVHEepanoKOPTUKOUAbI (aNbAOCTEPOH, KOPTUKOCTEPOH 1 AE30KCUKOPTUKOCTEPOH);
3. MonoBble FTOPMOHbI (@QHAPOrEHbl N SCTPOreHbI).

Y petei ropmoHanbHas akTnBHOCTb AKP BCTpeuaeTca valle, yem y B3pocsblx, — B 90%
cnyyaeB. bonbWMHCTBO onyxonen N30NMPOBaHHO CeKpeTupyeT KopTuson (55%) nnu
aHApOreHbl B KOMOUHaALMK C KopTu3osioMm (30%).

[opMOHanbHO-HeaAKTNBHbIE OMyX0onu BCTpeyatoTca B 40% clyyaeB 1 KOBapHbl MOTOMY,
YTO JOJIFOe BPEMSA MOTYT HUKaK O cebe He 3aABATb 1 B AaNibHeNLLEM, MPY YBENNYEHNN
pa3mMepoB ONyxosu, NPOABAATLCA OOWUMU CUMNTOMaMK — CaboCTbio, NoTepel Beca,
60n1AMY NOACHNYHON obnacTw. MpakTrKa NOKa3biBaeT, YTo 60K B NOACHMYHOWM 0bna-
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CTV KaK 60MbHbIMK, TaK 1 Bpadamu, Kak NpaBuIo pac-
LIeHMNBAIOTCA KaK «OCTEOXOHAPO3». B Utore, K MOMEHTY
NMOCTAaHOBKM AMarHo3a B 60/bWNHCTBE C/yYaeB aipeHo-
KOPTUKaNbHbI PaK, 0CO6EHHO rOPMOHaNIbHO-HEAKTMB-
Hble OMyXxosn, UMeeT 6onblumne pa3mepsbl (10 cm v 6onee),
a TO 1 BOBCE AMArHOCTUPYIOTCS B 3anyLEHHOW CTagum C
MeTacTaszaMu. Pak KOpbl HAaiMOYEYHMNKaA Jaxe Npu OTHO-
CUTeNbHO HEBONbLUKX Pa3mMepax YacTo BpacTaeT B OKPY-
KaloLue opraHbl 1 CTPYKTYPbI: MOUKY, MEeUYEHb, HVXKHIOK
Monyto BEHY, MOAXKENYAOUHYIO XKenesy, CeNe3eHKy 1 T.A4.

MpossneHus AKP kpatiHe pazHoo6pasHbl U C853AHbI CO C/IeQyroUWUMU (hakmopamu:

1. pa3BuTMeM OnyxosieBoro npotecca (*kanobbl Ha obLLyto cNabocTb, yTOMIAEMOCTb,
MSIOXOW anneTuT, TOLIHOTY, CHMXXEHME MacChl TENa), MOXET MOBbIATLCA TEMNepaTy-
pa Tena BCnefcTBue COMyTCTBYIOLWErO pacnaja onyxonu;

2. Hanuumem obpaszoBaHMA B GPIOWHON NonocTn (6onb B XKMBOTE UMW CMIVHE, OLLy-
LEeHNe nepenosIHEHUA B XKUBOTE, Hannune 06bEMHOro 06pa3oBaHNA B OPHOLLHON
MonocTy, ONPeAensieMOro BPauom Uir CaMoCTOATENBHO MALMEHTOM MPU OLLyTbl-
BaHWW KNBOTA);

3. MOBbIWEHHOW NPOAYKLMEN FOPMOHOB:

«  KopTM3ona (06wan cnabocTb, FONOBHbIE 60N, OXKUPEHME, C TUMINYHBIM OTIOXKe-
HUEM XXMPOBOW KNeTyaTKy B 061aCTU N1La, LWENW, TPYAN, *KUBOTA. JInLo npu 3Tom
BbIFIAAUT OKPYbIM, JIyHOOOpa3HbiM. Ha wWekax nossnseTca nyprnypHbln py-
MsHew. PyKn n HOrv Ha060poT CTAHOBATCA TOHKMMU M3-32 YMEHbLUEHNA MacChl
MbilwL,. Ha Koxe nosBnAlTCcA yrpesble BbiCbiNAHWA. PaHbl 1 Nopesbl 3aXKBaloT
MegJieHHo. Bo3HuMKaoT 60111 B KOCTAX M CKIIOHHOCTb K nepesioMam, becninogue,
MOBbILLEHVE apTEPMANBbHOIO AABNEHNA U AP.);

+ anbAoCTEPOHA (MOBbILEHVE APTEPMANIBHOIO AABNEHNA, CNAabOCTb MbILLL, BCred-
CTBME NOTepU Kanus);

+  TeCcToCTepOHa (POCT HeXxenaTeNlbHbIX BOJIOC Ha Tefe, MOHWKeHe Tembpa rono-



Ca, yBeNMYeHNE KNNTOPaA Y XKEHLLUWH, NOBbILLEHNE XXNPHOCTUN N HEYNCTOTa KOXW);
e 2CTPOreHoB (yBenmqume FPYAHDbIX XKene3 y MyX4hH, NMNOTEHUNA, MAaTOYHbIE
KPOBOTEYEHNA Y XKEHLNH B I'IOCTMeHOﬂay3E).

AnarHocTuka

LLinpokoe BHeApeHMe B KIUHUYECKYIO MPAKTUKY METOLOB Jly4eBOW ANArHOCTUKMK, Ta-
KMX KaK ynbTpa3BykoBoe uccnefnoBaHue (Y3U), mynbrucnvpanbHasa KomnbloTepHas
Tomorpadusa (MCKT), MmarHUTHO-pe3oHaHCcHaa Tomorpadus (MPT), npuBeno K pe3ko-
My YBEIMYEHWIO YMCNa ClyYaHO BbIABIEHHbIX ONyXxosen HagnoyeyHnkos. CnyyanHo
BbIiIB/IEHHAaA OMyXOJib HAAMOYEYHMKa MOXET OKa3aTbCA Kak rOPMOHAaNIbHO-HeaKTUB-
HOW, TaK U aKTUBHO NPOU3BOANTb Pa3fINUHble FOPMOHbI (CMOTPU BbILIE); UCXOAUTb U3
pa3fNyHbIX YacTel HaAMOYeUHNKA, ObITb 3/1I0KaYeCTBEHHOW Unu Jo6poKavecTBEHHON.
Cpegau Bcex criyyariHO BbIIBNIEHHbIX onyxonen HagnoyeyHnka AKP BcTpeuaeTca Tosb-
Ko B 8% cnyyaes.

Mpu nogo3peHun Ha AKP npoBoauTcs nabopatopHas AMArHOCTMKA, KOTOPas 3aKIlio-
YaeTcA B BbIABNEHNM FTOPMOHasbHbIX HaPYLIEHWI, XapaKTePHbIX 4519 FOPMOHaNbHO-akK-
TBHOro AKP. [Ina noateBepKaeHUA/NCKTIOYEHNA TOPMOHANbHOWM aKTUBHOCTM OMYX0un
peKkoMeHOoBaHbI ciefytoLirie MeTofbl 1abopaTopHON ANArHOCTUKN:

+ ornpepgeneHvne KOPTMU30Ma B paHHME YTPEHHMeE Yacbl Ha
¢doHe nopasnswLero Tecta ¢ 1 Mr fekcameTasoHa;

« NpW OTCYTCTBMM GU3MONOMMYECKOro MoAaBeHus
YPOBHA KOpTU3Ona — onpefefieHne afpeHOKOPTUKO-
TPOMHOro rOPMOHA B YyTPEHHME Yachl;

+ BCEM NauMeHTam C BblAIBJIEHHOW OMyXOMnbl Hagno-
YeyHMKa ANA NCKMYEHNA QPYrov OrnacHom onyxonu —
beoxpomMoLmnTOMbI, peKOMeEHAOBaHO onpefesieHne Hop-
MeTaHedprHa 1 MeTaHepprMHA B CYTOYHOW Moue wunu
nnasme;




«  MPWU Hannumm y 60NIbHOTO C OMYXOJblo HaZMOYEUHVIKA apTepurasnibHONM rMnepTeH3un
pPEeKOMeHA0BaHO onpeaenieHne COOTHOLEHUA MeXAy YPOBHEM anbAoCTeEPOHA U aK-
TUMBHOCTbIO PEHMHA Ma3mbl AJIA UCKITIOYEHWA NEPBUYHONO rMnepanbhoCTePOHN3MA;

«  MpPW MOJO3PEHUN HAa U30JINPOBAHHYIO WM COYETaHHY (C rMnepKopTML3MOM)
OMyXofieByl0 rMNepnpoayKUmio MosoBbIX FOPMOHOB PeKOMEeHAOBaHO onpepgene-
HVe CTepOnAHbIX FTOPMOHOB CbIBOPOTKM KPOBU (Aernapo3annaHapoCcTepoH-Cynb-
dart, 17-okcmnporecTepoH, aHAPOCTEHANOH, TeCTOCTePOH, 17-B-3cTpagnon y Mmyx-
UMH U XKEHLUMH B MeHonayse).

MeTopgpbl nyuyeBOn ANAarHOCTNKM Ha COBPEMEHHOM 3Tane UMEIOT BaXkHelLee 3HauyeHne

ANnA goornepaumoHHOro nogTeepkaeHna gnardosa AKP. VI ecnu Hannyme npamMbix npu-

3HAKOB 3/10KaYeCTBEHHOCTM OMNYXOJK, TakKNX Kak NpopacTaHMe B OKpy»KatoLiue opra-

Hbl, MeTacTaTMyecKkoe nopakeHvie NMmdoysnos, NeyeHu, nerknx, genaet gmarHos AKP

NPaKTUYECKN OYEBUIHBIM, TO X OTCYTCTBME CTaBUT 3afjauy MO BbIAABNEHUIO MPU3HAKOB,

XapaKTePHbIX UMEHHO A71A STOW ONyXOJn. J A

« KomnblotepHaa tomorpadua (KT) - «3onotoi o
CTaHAapPT» NIy4YeBOW AMArHOCTMKN ONyXonen Hagno-
YeYHUNKOB.

« VYnbTpasByKoBoe uccnepoaHue (Y3U1) ncnonb3sy-
€TCA [OBOJIbHO YacCTo B KauecTBe MepBUYHOIO Ana-
rHoCTUYyeckoro metoga. ¥3M oueHb xopolwo onpe-
JensaeT onyxosb, HO, K COXKaNIEHMIO, He BCerga MoxeT
TOYHO OonpeaennTb NPONCXOXAEHNE STON OMYXOSN.
Y3 moxeT ObITb MCMOSIb30BaHO AJS1IA NEePBUYHON
OVAarHOCTUKN OMnyxosiell HaAMOYeYHVKOB B Cllyyae HEBO3MOXHOCTM BbIMOJIHEHMA
KOMMbloTepHo Tomorpadun.

» MarHutHo-pe3oHaHcHaa Tomorpadua (MPT) pekomeHfoBaHa Ais NepBUYHON
AVAarHOCTUKKN OMyXonen HafMOUYeUYHUKOB, a TakXe A/ NCKIIoYEeHNA MeTacTa3oB B
ronosHom mosre. MPT obnagaeT BbICOKOWM YyBCTBUTENbHOCTbIO B BblABNIEHUN OMy-
Xonew HanoOYeYHNKOB, OLIEHKIM COCTOAHUA OMYyXOSv, B TOM YMCIie NOpakeHnA Co-




cegHnx opraHoB. OgHaKO TOYHOCTb JAHHOIO MeToAa NMoKa Hke, uem KT,

o OcteocuumHTUrpadma pekoMeHAOBaHa NPU MNOAO3PEHUN HA MeTacTalbl KOCTel
cKkenerta.

o Mo3uTpoHHO-aMuccnoHHana Tomorpadusa (MIT) c gesokcudTopratokozon (OAN)
pekoMeHayeTcAa Ana onpefeneHua CTagum U pacnpoCTPaHEHHOCTU MpoLecca, a
TaKXe B KayecTBe AMArHOCTUYECKOro MeToAa, MO3BOJIAIOLErO ONpeaenmTb 3/10Ka-
YeCTBEHHBIN NOTEHLMAN NpY HEGONbLIMX pa3Mepax onyxonu (Ao 4 cm).

MyHKUnoOHHas 6ruoncus B cnyyae AKP He nmeeT foKasaHHbIX MpenmMyLLecTs, obnagaet

HU3KOW YyBCTBUTENbHOCTBIO, HEAOCTATOYHOM MHGOPMATUBHOCTbLIO 1 BbICOKOW BEPOAT-

HOCTbIO OCNIOXKHEHNIN, MO3TOMY ee NpoBefeHVe He peKOMeHAyeTCA.

[lnarHocTnka v neyeHune PakKa Haano4Ye4yHMKOB AOJTXKHO MPONCXoA4UTb C y4aCTnem 3H-
OOKPWHOJIOra, OHKOJ1I0ra 1 Xnpypra B cneunann3MpoBaHHOM OTAENTIEHUNN.

1. XUPYPTMYECKOE JIEMEHUE

TpaAUUMOHHO XMPYPrMyecKkuini MeTof ABNAETCA OCHOBHbIM B neyeHun 6onbHbix AKP.
MpaBuUIbHO BbINOSIHEHHASA, C COBMIOAEHMEM BCEX OHKONIOMMYECKMX NPUHLIMIMOB onepa-
UMA, MOXET U3MIeUnTb UM MO KparHen Mmepe NpUBecTu K ANUTeSIbHON peMrUccum y MHO-
rmx 60bHbIX C Nokann3oBaHHbIM AKP. OnepaTrBHOE feyeHre pekoMeHA0BaHO NpoBe-
CTV B KpaTyaliLLme CPOKK Nocie npoBefeHnsa afekBaTHON AMarHOCTVKIY B BUAY GbICTPOro
pocCTa onyxonu 1 pacnpoCcTpaHeHnA MeTacTa3oB. BbinonHeHve onepauuni C NOMNbITKON
COXpPaHeHUA TKaHN HaiMoYeYHrKa HelonyCTMMO. EQMHCTBEHHbIM BO3MOXHbIM BapyuaH-
TOM nonHoro nsneyeHnsa npu AKP B HacTosALee BpemsA ABNAETCA MONHOEe Xpypruyeckoe
yOaneHme onyxonu cpasy nocsie ee obHapy:xeHus. [NpegnoyTuTenbHON cunTaeTca yaane-
HMe HafiNoYeyHVIKa eivHbIM GTOKOM C OMYXOJIbIO 1 OKPY»KakoLLE X1POBOI KNETYATKON.
B onyxoneBbIln npoLecc MOryT 6biTb BOBJIEUEHbI OKPY»KatoLLvie opraHbl Y COCYAbl: MOY-
KW, NeyeHb, ceneseHKa, NOAKeNy[oUHan »enesa, 06040YHaA KULIKA, HUXKHAA nonas
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BEHa 1 aopTa, COOTBETCTBEHHO, AA MOSIHOrO yAaneHus
ONyXosi MOTyT 6bITb HEOOXOAUMBI VX YAaCTUYHOE WK
nosnHoe yganeHue Bo Bpemsa onepauunn. CoxpaHeHue Le-
NOCTHOCTW Kancynbl OMyXOnu Mpu ee yaaneHun nmeet
NPUHUMNMANbHOE 3HauyeHVe ANA npegynpexneHnsa no-
BTOPHOIO BO3HNKHOBEHUA OMYXOJIN.

JHAocKkonuuyeckoe yaaneHue onyxonu npu AKP pekomek-
[IOBaHO BbIMOJHATb TOJIbKO B YUpexAeHUn, obnagaioLiem
JIOCTAaTOUYHbIM OMbITOM MOJOOHbIX BMeLIaTeNbCTB. Takou
MasnioTPaBMaTUYHbIV BaPUaHT yaaneHust orpaHudet | n Il ctagnamm 3abonesanus. MNpu
60sblIeN PacnpOCTPAaHEHHOCTM OMYXOMN SHAOCKOMMYeCcKas onepauus npoTrBoOmMo-
Ka3aHa, TaK Kak BO3MO>KHOCTb OLEHKN MOPaXXeHUA COCEAHNX OPraHOB U UX YAANeHUA
oyeHb orpaHnyeHa. OcHoBHasA Npobnema yaaneHus onyxonu npy NOMOLLM SHAOCKOMA
— BbICOKas YacToTa pacnpoCTpaHeHsA OMyXosn Nno OpIoLWnHe Nocsie onepauuu, Bciea-
CTBME MHTPaonepaLiOHHOrO NOBPEXAEHUA KanCysbl Onyxonu. YacTb 3KCnepToB nNpu-
JepXXMBAeTCA MHEHMA, UTO NpKU pasmepe onyxonu 6onee 5 cM N/vnm Nogo3peHUn Ha
3/10KQYECTBEHHOCTb OMYXONM MO pe3ynbTaTaM NpefonepauroHHOro 06cnefoBaHUA
— BEPOATHOCTb PACMPOCTPAHEHMA ONYXOAMN MPU HapyLIEHWM Kancysbl 3HAUYUTENbHO
BblLLIE MPU SHAOCKOMUYECKMX TEXHOMOTUSIX, YEM MPU OTKPbLITOWN Onepauuu.

5-neTHAA BbKMBaeMocTb Npu AKP nocne pagnkanbHOro XMpPYpruyeckoro neyeHus
[OCTaTOYHO BblCcOKa. Peunanebl nocne onepaumm ObiBaloT Kak MECTHbIMY (B 30HE yaa-
NEHVA OMYXONN), TaK U B BUAE OTAANIEHHbIX MeTacTa30oB. MeCTHbI peungnB 60sbLuel
YacTblo 3aBUCKT OT OCOOEHHOCTEN onepaLun: Koraa onyxosb YAANSIoT C HapyLEHEM
€e LeNIoCTHOCTH, pe3Ko NOBbILWAETCA PUCK peunamnsa. lNpn BOSHUKHOBEHUM peLuanBa
WM METaCTa30B XNPYPrNYECKUN METOA NeYEHNA TaKXKe ABMAETCA OCHOBHbIM.

2. XUMUNOTEPANUA

JlekapcTBeHHaA Tepanus paka Kopbl HaAMoOYeUYHKa 4OCTaTOYHO CJIOXHa, U B HACTOA-
Lee BPEMSA He cUMTaeTca 6e3HaexHOoN, Kak BCEro NMLWb Napy AecATUNeTMIA Ha3ad,. Pas-
paboTaHbl Y BHELPEHDI B KITMHUYECKYIO MPAKTUKY OCTAaTOYHO 3P PeKTBHbIE Creumanm-
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31pPOBaHHble Npenapatbl, KOTOpble NOAABNAT POCT PAKOBbIX KNETOK. DTU NpenapaTbl
3bPEKTMBHbBI Y MHOTVIX MALMEHTOB, U3BECTHbI C/Tyyau, XOTA U pefKune, MONIHOro nsneve-
HuA. Kak npaBusio, 3Tv Npenapatbl A4OMKHbI NPAaBUIbHO A03UPOBATbCA NOJ KOHTPONIEM
YPOBHSA NpenapaTta B KPOBM Npy MOMOLLM JTAbopaTOpPHbIX nccnefoBaHuin. Mpu gocTtu-
*KEHMN HEOOXOAVMMOTO YPOBHA Mpenapata B KPOBM AOCTaTOYHO 4YacTo HabnoaaoTca
No6ouYHble 3¢PeKTbl. IHTEHCMBHOCTD 1 BbIPAaXX€HHOCTb MOBOYHbIX 3PEeKTOB HapacTa-
€T C HAaKOMJIEHMEM [03bl, HO 3TV NPOABNEHUSA MCUYE3aI0T C OTMEHOW NpenaparTa.

Mpy XNPYPruyeckomM NeyeHnmn Onyxonu y HacT GONbHbIX PEKOMEHAYETCA BCMOMOra-
TeNbHasi AoMNoNHALWas (aabloBaHTHAA) XummoTepanus. Mpu HEBO3MOXHOCTU XUPYpP-
MMYECKOro IeYeHns, HaJIMYMN PacpPOCTPAHEHHOTO METACTaTMYECKOro NpoLecca nocne
yAaneHns nepBUYHOIN OMYyXOnK, Npv GbICTPOM MPOrpeccrpoBaHny 3aboneBaHns pe-
KOMEH[YEeTCA Ha3HauaTb KOMOWHMPOBAHHYIO XMMMUOTEPANUIO HECKOSIbKMI Mpenapa-
TaMu Mo onpefeneHHbIM cxemam. MNauyeHTbl ¢ He6ObLUNMYK OMYXONSAMA 1 MefIEHHO
nporpeccrer MoryT B KauecTBe NepBUYHOIO NeYeHVs HaXOAUTbCA Ha Tepann OgHNM
cneymanm3poBaHHbIM NPenapaTom B KOMOUHALMN C PAANOIIOTMYECKUMI METOLAMM.

3. APYTUE METOAbI JIEYMEHUA

TapreTHana Tepanus B HacTosLLee BPeEMS HE PEKOMEH[OBaHa s fieyeHns 60nbHbIX
pacnpocTtpaHeHHbiM AKP, T.K. B page ncciegoBaHnin BO3MOXKHOCTY MPUMEHEHUA npe-
napaToB 3TOro Kracca Npu pacnpocTpaHeHHbix popmax AKP 6611 npogemMoHCcTpupo-
BaHbl HEY1OBNETBOPUTESIbHbIE pe3y/bTaThl.

InctaHumoHHaa nyyeBasa Tepanua (OJ1T) pekomeHAOBaHa B KauecTBe NaniMaTUBHOM
Tepanun npu meTtactasax AKP B KOCTV 1 LeHTpPanbHY0 HEPBHYIO CUCTEMY.

Bes xupypruueckoro neyeHnsa NPOrHo3 He6NaronpPUATHbINA. MPOrHo3 B OCHOBHOM 3a-
BUCWT OT CTanu 3a60NeBaHMs, afeKBAaTHOCTU XNPYPIrMUECKOrO JIeUEHUA 1 NOCeayto-
LLlero Ha3HaYeHWs Cneuran3npPoBaHHbIX MPEnapaToB XMMMOTEPaNuK.



MEAULUHCKUE LEEHTPbI

B HacToALlee Bpemsa B Poccuin HanbombLIM OMbITOM JleYeHUs afpPeHOKOPTUKAIbHOrO
paka o6nagatoT cefyowye MeauLMHCKNe LeHTpPbI:

1.

OIBY «HaunoHanbHbIN MegULMHCKUIA WUCCNefoBaTeNbCKMA LEHTP OHKONOMmu
um. H.H. brnoxmnHa» Mun3gpasa Poccnn. 115478, r. MockBa, Kawmnpckoe wocce 23.
Ten: +7 (499) 324-24-24, https://www.ronc.ru/

OIBY «HaumoHanbHbIN MeAULNHCKNA NCCNefoBaTeNbCKUA LLEHTP SHAOKPUHOSO-
ruv» Mmnnsgpasa Poccun. 117036, r. Mocksa, yn. Amntpua YnbaHoBa, 4. 11.
Ten.: +7 (499) 124-58-32, https://www.endocrincentr.ru/

MOCKOBCKNIA HayUYHO-MNCCNefoBaTeNbCKUI OHKONOTrMYecknin NHCTUTyT (MHUOWN)
nmenwu MN.A. TepueHa. 125284, MockBa, 2-1 BOTKMHCKUI np., 4. 3.
Ten.: +7 (495) 150-11-22, http://www.mnioi.nmicr.ru/

OTtaeneHne sHAOKpUHHOM xmpyprum CeBepo-3anafHoOro LeHTpa SHAOKPUHOMO-
rvn. 190103 r. CaHkT-lNeTepbypr, Hab. pekn QoHTaHKKY, A. 154 (Ha 6a3e KnunHmMku
BbICOKUX MeANLMHCKUX TexHonorun um. H.W. NMuporoea CaHKT-MeTepbyprckoro ro-
CYAApCTBEHHOrO YHNBEPCUTETA).

Ten.: +7 (812) 676-25-25, http://endoinfo.ru/

HayuHble nccnegoBaHnA agpeHOKOPTMKaANbHOIO paka B Poccnm He NpoBOAATCA, Hau-
6ornee N3BeCTHbIMK LeHTpamu usydeHna AKP Ha HacToawmin momeHT anstoTcs Mu-
UMraHCKUI YHMUBEPCUTET, a Takke HaumoHanbHbI MHCTUTYT oHKonorum (CLLA) n Biop-
ubyprckuii yHnBepcuteT B lepmaHun.
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KOHTAKTDbI:

MNpepcenatenb npaBneHuA:
MACHWKOBA NpwnHa BnagummnpoBHa

3amecTuTenb npepcenaTens
NOIrOCAH Hena CepreeBHa

NcnonHutenbHbl AnpeKkTop
BOJIbLLUAKOBA Bepa AHaTonbeBHa

E-mail: vooz@bk.ru
www.rare-diseases.ru

Bcepoccuiickoe o6LwecTBO peakux
(opdaHHbIx) 3ab0neBaHMiA.
125315, r. MockBa,

yn. YacoBas, a. 24, cTp. 2, KOMH. 27

Bcepoccuiickoe obuectso pepkux (opdaHHbIX)
3abonesaHuin (BOO3) co3paHo B 2012 rogy No MHULMATVBE
NaLMeHTOB, YIEHOB UX CeMeli U IKCnepToB. K pefKum unm
«opdaHHbIM» 3aboneBaHUAM B Poccrn oTHOCAT 60ne3HU ¢
pacnpocTpaHeHHOCTbIo MeHee 10 yenosek Ha 100 000 Ha-
ceneHus.

OCHOBHAA LIEJIb OTPAHU3ALNN:

- MoMOLb MauneHTaMm C peakumn 3aboneBaHUAMU pea-
NN30BaTb CBOE KOHCTUTYLIMOHHOE NpaBo Ha neyeHue, Co-
BEPMEHHYIO AVMArHOCTUKY, peabunuTauuio 1 counanbHyo
noanepKKy.

Bcepoccuiickoe obuectBo peaknx (opdaHHbIX)
3a60neBaHUN ABAAETCA UneHOM paboueli rpynnbl No peg-
KUm 6onesHam Bcepoccumiickoro Coto3a nauueHtos (BCI),
uneHom CoBeTa Mo 3aluTe npaB nauveHToB npu M3 PO.
Bcepoccuinckoe obuectBo pefkux (opdaHHbIx) 3abone-
BaHWI MMeeT CcornalleHne o coTpygHuyectse ¢ Pocppas-
Hag3opom. OKasbiBaeT MOAAEPXKKY W OPUAUYECKYO MO-
MOLLb CEMbAM, CTONIKHYBLUMMCA C pefK1UM 3aboneBaHnem.

PaspenseTe Hawly No3MuMI0 — NoAAEPXKUTE HacC

WHH/KMM 7714400977 / 774301001

OlPH, OKIMNO 1127799005080, 09150445

MNMonHoe HanmeHoBaHMe 6aHKa OAO «CBEPBAHK POCCUIN»

Anpec 6aHKa 117997, r. MockBa, yn. BaBunosa, g. 19 (Jon. odpnc 9038/1577)
BUK 044525225

Kopp. cuet 30101810400000000225

PacueTHbIl cueT 40703810838060072660

Ha3HaueHwue nnatexa BnarotBopuTenbHOE NOXePTBOBAHWE Ha BeleHNe YCTaBHOW

neatenbHocTy O6LLePOCCUNCKON 06LLeCTBEHHOW OpraHM3aLnm
«Bcepoccninckoe o6LwecTBO pefKux (opdaHHbIX 3a6oneBaHNN»
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