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CuibBaHoBUY Mapus,

” /
‘JleuebHbIN PaKyNbTET, 1503 FPYNMc



-MapaHeonaactuyeckun cuHgpom (MHC) — knnHMKo-
nabopaTopHOe NposiBAEHNE 3/I0KQAUECTBEHHOM OMYXOJU,
0byCc/10BNIEHHOE He e€ JIOKA/IbHbIM MM MeTacTaTUYeCKUM POCTOM,

a HecneumndU4eCcKMMm peakLmamMm Co CTOPOHbI PA3/IMYHbIX OPraHOB
M CUCTEM UJIN SKTOMNYECKOU MPOAYKLMEN ONMYXObIO

bronornyeckm akTMBHbIX Bel,ecTB (ropMoHbl, AT).

[THC- pa3Hoobpa3Hble naTosormyeckme nNposiBaAeHUS,
obycoBAEHHbIE ONOCPEAO0BAHHbLIM BJIMAHUEM OMYyX0JIEBOrO
npouecca Ha MeTabosiM3M, UMMYHUTET N QYHKLLMOHAIbHYIO
aKTUBHOCTb PEry/ISTOPHbIX CUCTEM OPraHMU3Ma.

« * /10 20% OHKONOrMYeCcKMxX NaLMeHTOB MMeOT NapaHeonacTM4yeckme CUHAPOMbI, HO
YaCTO OHUM He Pacno3HaloTCA.




[MnoTe3bl naToreHesa NHC

- 1. Buoxummnueckasn. OnyxoneBasn TkaHb NpeacTaBaseT cobou
«JIOBYLIKY» Ana meTabonmtos (a30Ta, MOKO3bl, AMNNAOB,
BUTAMUHOB U T. 4.). AAnTenbHoe ee PyHKLMOHNPOBAHMNE U3MEHSET
brnoxmmmueckmm obmMeH B OpraHm3me, UCTOLW,an pecypcbl 340POBbIX
TKaHeW U UX PYHKLMOHANbHYHO aKTUBHOCTb. Bo3aeuncrteume
CEKPETMPOBAHHbIX OMYX0/1bH0 BMONOrMYeCcKm akTUBHbIX HenKOoB Uan
noanMnNenTnAoB, PakTOPOB POCTA, MHTEPNIENKNHOB, LLUTOKMHOB,
NpocTarnaHAMHOB, 3MOPMOHabHbIX (PAKOBO-IMOPMOHANBHOIO
aHTUreHa, nan anbda-deTonpoTenHa) n A4pyrux NpOTEMHOB, TAKMX
KaK UMMYHOIN06yAMHbI, @ TakXXe SH3MMOB.




*2. MMMyHHasa. Cxo4CTBO QHTUIeHOB OMYX0AU U 340POBbIX
TKaHeW BbI3bIBAET peaKLN0 'YMOPaAbHOIO U KJ€TOYHOIO
MMMYHWTETA, CNOCOOCTBYS PAa3BUTUIO QY TOMMMYHHbIX C4BUIOB.
JH3UMbI AU APYrye NPOAYKTbI, B HOpMe OTCYTCTBYHOLLME B
KPOBSIHOM pycC/ie, HO LUPKYAMpYIOLWMe B yCJA0BUAX
MaTO/IOrMYeCcKon BaCKysIpn3aL,Mm onyxoam uam npu paspyLleHnm

6a3anbHbIX MeMOpaH, BbI3bIBAlOT Pa3BMTME QHTUIEHHbIX PpeakLuu,
He COOTBETCTBYHIOLWMX HOPMa/ibHbIM GU3MON0OTNYECKUM

OYHKLMAM.




-3. FlopmoHanbHasa. Onyxonesble KA1eTKM BbipabaTbiBatOT
bnonornyeckmn akTMBHbIE BELWECTBA M FOPMOHDbI, YTO
0C/1abseT YyBCTBUTENBbHOCTb TKAHEN-MULLIEHEN K
rOPMOHaJ/IbHOMY BO34,EUCTBUIO M MPUBOAUT K
PacCTPOUCTBY IHAOKPUHHOM peryasaummn. ObpasytoTcs
IKTOMMYECKME peLLenTopbl UM KOHKYPEHTHO BaoknpyeTcs
A,ENCTBME HOPMAJIbHbIX FOPMOHOB broaormyeckm

HeaKTUBHbIMW FOPMOHAMM, NPOAYLMPOBAHHbLIMU
ONYXO/1blO.

- 4. leHeTnyeckasn. 13BecTHO 6bosee 200 HaCc1eACTBEHHbIX
CMHAPOMOB, Npejpacnosiararomx K passuTuio
HeonlaCTU4YeCcKmnxX NpoL,eccos.




O napaHeonaacTUYeCcKUX peakumnax cnegyeT 4ymMaTb
npw:
* BO3SHUKHOBEHUU UX Y nL, CTapLLe 40 NeT;

» HECOOTBETCTBMK N1abOPaTOPHbIX NOKA3aTeIEN KANHNYECKOMY
ANArHO3Y;

°* PE3UCTEHTHOCTM CUCTEMHbBIX NPOSABAEHMN K Tepanunu, NPOBOANMOMN
MNPV aHANOMMYHbIX NEPBUYHbIX 3a060/1€BaHUSAX;

- BbicTpONpOrpeccupytoLlem TeHYeHNN C BOSHUKHOBEHWEM TSXKE/0M
BMCL,Epa/IbHOW NaTonormm (HeppmuTa, aMmmaonA03a);

°* YMEHbLUEHMWN NPOABAEHMIN MO MEPE HAPACTAHMSA OMyX0AE€BOU
MHTOKCUKaLMW;

* perpeccum napaHeonaasmni To1bKo Noc/ie NpoBeAeHUS
PAAMNKANbHOIO JIeYeHUS 3/10KaYeCTBEHHOW OMYXOJIN.




Obwme NMHC

- Xap
« HoOYyHaqa NOT/IMBOCTb
» CHMXXeHne annetmTa

- [loxyaaHue, kaxekcms




Cneuyndunyeckme NMNHC

- [NlapaHeonnacTuyeckue gepmaTosbl (KOXHbIe)
* DJHAOKPUHHO-0OMEHHbIEe

- CepaeyHo-cocyancTble

- [emaTonornyeckue

- PeBMaTnyeckue

- [acTposHTeposornyeckue

» [loyeyHble

- HeBposiornyeckume




KoxHble [MTHC

- 3ya, NpuanBbl KpOBU, J06pOoKaveCcTBEHHbIE NV 3/10KaYeCTBEHHbIe 0Opa3oBaHuMS

H. O. Curth B KOHUE 50-X I'T. 20 CT., NPEAIOXNA 5 KPUTEPUEB B3aMMOCBSA3M 4E€PMATO30B CO
3/10K@4eCTBEHHbIMUY OMYXOJAAMMU:

1.

Hauano koxHoro 3a60/1eBaHNS 1 3/10KaYeCTBEHHOIO HOBOOOPA30BAHMS MPOUCXOANT
OZAHOBPEMEHHO UM KOXXHOe 3ab60/1eBaHMe NPOSABAAETCS NOC/E BbiABJEHUS
3/10Ka4YeCTBEHHOIr0 HOBOObPAa30BaHMA BHYTPEHHEr O OpraHa.

KoxHoe 3aboneBaHuMe 1 3n10KkayeCcTBEHHOE HOBOOOpPa3oBaHMe BHYTPEHHNX OPraHOB
NpoTeKaeT NnapanasiesnbHo.

Pa3Butume onpegeneHHoro Tmnna nan Mmecta paka, CBA3aHHOIN0 C KO>XKHbIM 3abosieBaHMeEM.

[oaTBEPXAEHO CTAaTUCTUYECKM, YTO 3/10Ka4YeCTBEHHbIE HOBOOOPAa3oBaHMSA Yalle
Pa3BMBAOTCA Y MALMEHTOB C KOXHbIMW 3a60/1€BaHNAMM, YEM B COOTBETCTBYHOLLMX MO
MoJly M BO3PACTY KOHTPOJIbHbIX MONY/ALUAX.

Haanume reHeTMUYeCKOM CBSI3U MEXAY CUHAPOMAMU C KOXHbIMU NPOSABIEHUSIMA U
3/10Ka4yeCTBEHHbIMUM 3a60/1€BaHNSAMM BHYTPEHHUX OPraHOB.




- 1) obamMraTHble napaHeosacTUYECKME AepPMaTo3bl, YKa3biBatoLLMe Ha MPUCYTCTBUE
3/10KaYeCTBEHHOW OMYyX0U: 3/10KaYeCTBEHHbIV YEePHbIN AaKaHTO3; CMHAPOM Xoy31a—
JBaHca—Knapka (kepaTo3 nagoHen n nogows); cuHapom basekca (ncopmasndopmMHbIn
aKpoKepaTo3); KapLUUHOUAHbBIN CUHAPOM; TMNEPTPMXO03 NPUOOPETEHHBIN NAHYTMHO3HbIN:
3pUTEMA MUTPUpPYIOLLAs FTMpasHA00bpa3sHasa Nammens; sputemMa MUrpmpytoLas
HEKPOANTMYECKAs (CMHAPOM I/IOKaroHoMbl); pak NeaxeTa MaMUANAPHBIN; CUHAPOM
CeuTa (OCTPLIN PEOPUNBHBIN HEMTPODUABHBLIN AEPMATO3); NapaHeonaacTMYecKas
ny3blpyaTka (Nemeuryc);

2) paKynbTaTUBHbIE, KOTOPbIE YACTO aCCOLMNPYHOTCS CO 3/10KaYE€CTBEHHbLIMMU

HoBOObpa3oBaHMaAMK: bosesHb BoyaHa; apuTposepmus 3KCHOANATUBHASA; UXTMO3
NpnobpeTeHHbIN; KOXHbIN 3yA (MapaHeonaacTUYeckmnm); NaxmaepmMmonepnocTos;
NO34HSAA KOXHasA nopdupus;

* 3) BEPOAAITHbIE, MHOIAa COYEeTAKOLWMeCs CO 3/I0Ka4YeCTBEHHbIMM HOBOOOpa30BaHMAMN:
nempurons bynnesHoin; repnetudopmHbiv gepmaTtuT AopuHra; 4epMaTOMMUO3UT;
CK/IepOAEpPMUSA; KePATO3 3pYNTUBHBIN cebopernHbin (cMHAPOM Jlesepa-Tpens); spuTema
KoMbLeBuAHasA LeHTpobexHas Jlapbe; repnec onoacbiBalOWmMn; NMoLepMus
raHrpeHo3Has.




Acanthosis nigricans- YEPHbIM AKAHTO3

* 3TO BOPCMHYaTO-b0poAaByaTOe paspacTaHue U rmnepnurMmeHTaLmnsa KOXm
NOAMbILWEYHbIX BMAAWH U APYTrMX KPYNHbIX CKAaZ0K. [pouecc nokanmsyercs
NpeMMyLL,eCcTBEHHO Ha 3aZHEN NOBEPXHOCTU LWWeKn, B NOAKPbIIbLLOBbIX BNAaAWHAX,
NOKTeBbIX crmbax, bespeHHO-NaxoBbIX CKAAAKAX, BOKPYT NMYMNKa, aHYCa, Ha HAPY>XXHbIX
MOJI0BbIX OPraHax

» Hauwe BcTpeyaetca npu pake XXKT, nerkmx, matku.

1.
4 o1, ey




JpuTemMa MUrpmpyLLasn rmpasHaoobpasHasa lammena
(06AnraTHbLIM NAPAaOHKOAOrMYeCckKUn 4epMaTos)

» AccoummnpyeTca C aZeHOKapLUHOMOW XenyaKa,
MOJIOYHOM Xee3bl, Nerkoro.

- HabniogaeTca yalie 3a HECKONIbKO MeCsLLEeB
(MHOTAQ 33 2—4 roAa) A0 KIMHNYECKUX
NpOsIBJAEHMIN OHKOI0rM4eckoro 3aboneBaHus,
nepBble 3/1eMeHTbl NOSABAAOTCA 06bIYHO Ha
Nvue, a 3aTeM pacnpoCTPAHAIOTCSA Ha KOXY
TYN0BULLA, MPOKCUMa/IbHbIX OTAE/10B
KOHEYHOCTEeN B BUAE NPUYYAANBLIX GUTYP,
Kosiew, rmpasHg 6bICTPO NepemMelLLaoLWwmMxcs no
KOXe.




AkpokepaTos ncopma3mc|>opMHbM
ba3sekca p——

- Oyarm 3aCTOMHOU 3pMUTEMbI YaLle
PaCcrnoaaraloTCs Ha KOXE HOCQ, YLIWHbIX
PaKoBWH, kucten, cton. Coyetaercs C
AncTpoduren HorTen.

> MpoaBaeHnsa 0bbIYHO NpeaLEecTBYOT
NOCTaHOBKE AMarHo3a paka BepXHUX
oTaenos XKT, BAl, potoBon nonocTy,
A3blka, ryb c MeTacTasamu B
NMMMbaTUUECKME Y3/1bl LIEW U CPEAOCTEHMS,
npeACTaTe/IbHOW Xese3bl.




[lapaHeonacTn4yeckas ny3blipyaTka

* Yale OTMeyvaeTcs nNpwm
nmMmonponndepaTmBHbIX
3a60/1€BaHNAX, HO BO3MOXHA M Npw
APYTrUX Onyxonsx (KapLunuHOMa NouKy,
PaK Ierkoro, pak MOJI0YHOW Xenesbl).
KnnHnyeckme nposiBAeHUSA MOryT
BO3HWKAaTb Ha ItOOOM 3Tane pa3BUTUS
onyxonu. NapaHeonnacTnyeckas
ny3blpyYaTka OTHOCUTCS K rpynne
ayTOMMMYHHbIX MYy3blPHbIX
[,epMaTO30B M XapakTepusyeTcs
NnopaxxeHneMm CIM3nCTbIX 060/104eK,
NONMMOPGHbBIMMU BbICHIMAHUAMM HA
KOXe.




JHAO0KPUHHO-06MeHHble MHC

- CuHapom KyuwuHra (m36bITok KOpTU30/3,
BEAYLMN K TMNEPrnKeMmm,
rMNOKaMeEMNK, FTMNEPTEH3UM,
LLEHTPA/IbHOMY OXMPEHWIO, MOSIBAEHMIO
NyHOObpasHOro nua) MoXeT BO3HUKATb
npu akTonmyeckomn Boipabotke AKTT nam
CXOXMX C HUM MOJIEKY, YAaCTO NpU
Me/IKOKJ1€TOYHOM paKe JIerkmx.

+ AHOMa MM BOAHO-3/1€KTPOJIUTHOI O
6anaHca, BkAOUYAsi TMNOHATPUEMMIO,
MOryT NposBAATLCA Npu BbipaboTke A4
M FOPMOHOB, CXOXUX C FOPMOHaMM
LLMTOBUAHOW Xenesbl, Npu
MeNKOKNETOYHOM WU/In
HeMeJIKOK/IETOYHOM paKe JiIerkux.




JHAOKPUHHO-0b6MeHHble TTHC

- fMnornnkemna MoXeT BO3HMKATb NPU MPOAYKLNUM MHCYANHOMNOZ00HbIX PaKTOPOB POCTa
WAV NP NPOAYKLMN MHCYJIMHA KJ€TKaMM OCTPOBKOB NMOAXENYA04YHOW Xenesbl Uam npu
reMaHrmonepuLmMTOMax.

- CTOMKas rmnepramkemMmsa MoxeT HBbITb CBA3aHA C HA/IMYMEM OMYXOAU NOAXKENYA0HHOM
Xesie3bl, CUHTe3UPYHOLLEeN FIIOKAroH.

- MMnepTeH3MA MOXeET BO3HUKATb NPV aHOMA/IbHOW
cekpeuun annHedpuHa 1 HopanuHedpuHa (Npu peoxpomoLnUTOMax) Nav Npu n3bbiTke
kopTusosa (AKTI-npoayympytome onyxoam).

- lpyrue aKTonmM4yecku NnpoAyLMpyemMble FOPMOHbI BK/IHOYAIOT MapaTroOpMOH-CBA3aHHbIN
6enok (PTHRP; npn n10CKOKNETOYHOM pake JIerkoro, pake ro/ioBbl 1 Len, pake
MOY€eBOro Mny3blpsi), KaAbLUTOHWH (NpK pake MOJIOYHOW Xee3bl, MeJIKOK/IETOYHOM paKe
Jlerkoro u Me,a,ynnﬂpHom KapUMHOME LWUTOBUAHOW Xenesbl) U TUPEOTPOMHbLIN FTOPMOH
(npw FeCTaLI,MOHHOl/I XopnoHkapuHome). PTHRP BbI3biBaeT runepkasibLumeMunio 1
CBSI3@HHblE C HEW CUMMTOMbI (MOANYPUS, AerMApaTaLms, 3anop, MbllLeYHas
cnabocCTb); KaNbLUTOHMH BbI3bIBAET NajeHME YPOBHA CbIBOPOTOUYHOIO Ka/bLUSA, YTO
BeJeT K MbILLeYHbIM NOAEPruBaHNAM N apPUTMUAM CepALLa.




KKT MRHC

- BolpaxxeHHasa anapes c nocieayowen gernapatalmnen 1 HapyweHNaMm
3/1eKTPOJIMTHOIr0 6anaHca MOXeT BO3HUKATb NPU ONMYyX01€BOWN CeKpeLum
NPOCTar/IaHAWHOB WJIM Ba30AaKTMBHOMO MHTECTMHAbHOrO nentmaa. NogobHble
HapyLLUEeHMS BCTPEYAOTCA MPU OMYyX0aX OCTPOBKOB MO KENYA0UYHOMU Xee3bl

- KapunHongHble onyxosiv BolpabaTbiBalOT NPOAYKTbI PAa3pyLUEHUS CEPOTOHMHA,
KOTOpbI€ BbI3bIBAOT NPUINBLI, ANAPEID N OABILLIKY.

» JHTEpOnaTnm c notepen beskos MOryT BO3HUKATb MNP BOCMAJIEHNKN ONYX01€BOW
TKaHW, 0CobeHHO Npu AMMPOMaX.




CepgeyHo-cocyamnctole NMHC

* MUFpUpYOLW MM TpombodpaebuT,

- MapaHeonacTnyeckmn abakTepumanbHbii TPOMBOTUYECKMIN IHAOKAPAMT,
* BbIMOTHOW NEPUKAPANT,

* KApANOMMOMATUA MPU KAPLUHOUAHOM CUHAPOME,

> MMOKapANOANCTPOPUM.




Mwurpupyowmnm TpombodaebunT
(annepruyecknn 6ayxa

- HEerHomHoe BocnanmTenbHoe 3aboneBaHuie
COCYA0B, MOpaXxatolee NOBEPXHOCTHbIE BEHbI
HUXHUX 1 BEPXHUX KOHEYHOCTEM, B HEKOTOPbIX
cayyasax — rnybokmne BeHbl. OTHOCUTCSA K
rpynne CMCTEMHbIX FMNepeprnyeckmx
BAaCKyAUTOB. 3abosieBaHMe nopaxaeT
NpenMyLLeCTBEHHO MY>X4YMH MOJOA0MO
BO3pacTa. Murpupytowmm tpomboprebumT
obHapyxunBatoT B 31 % cayvaes paka Tena u
XBOCTA NOAKE/YA0YHOW Xenesbl, a TakKe npu
paKe Nerkoro, XenyAKa, XXea4Horo nysbips,
MPOCTaThl; B e AMHUYHBIX C/Ty4asX — Npu pake
MOYEBOrO My3bIps, MPAMOW KULLKMK, LENKU
MaTKMW, MeslaHOMe, IMMPOCAPKOME,

MueaoMHOUM BosnesHun.




[lapaHeonnacTnyecknmn abakTepuraibHbIN
TPOMOOTUYECKNM SHAOKAPAUT

- Pa3BuMBaeTCs y nauMeHTOB CO 3/10Ka4YeCTBEHHbLIMU OMYXOAAMMU
Xenyaka, nog>Kenym04Houn xenesol, Ierkux, Matkm. AT moxeT
MopaXkaTb BCE CTBOPKM K/1AMaHOB, Yalle MUTPAIbHOIO U
a0OpPTa/IbHOrO

* Y 3HAYNTE/IbHOU YaCTM NALMUEHTOB MOXHO OBHapPYXNTb
Hecneyndumyeckme gereHepaTMBHbIE MU3MEHEHMSA KAAMAHHOIO
SHAOKApAA.




BbinoTHOM nepukapanT

* Pa3BMBAETCS MHOIMAA Y NALMEHTOB C IMMPOrpaHy1eMaTO30M U
APYrMMU 310KaYeCTBEHHbIMM IMMbOoMamm be3 cneundmyeckoro
MOpaXXeHUs cephevyHon COpoUkm. Takme nepukapgnTbl MOTyT
NosBASATLCA B 40BO/IbHO paHHeW cTagum 6oane3Hn, Naoxo
NOAAQIOTCA MPOTMBOOMYXOJ€BOMY JIEYEHUIO, HO AOBOJIbHO
ObICTPO YCTYyNatoT KOPTUKOCTEPOUAHBIM TOPMOHAM.




Kapgnomuonatuns npu KapLumMHONLHOM
CUHApPOME

KapunHoma — 3T0 onyxo/ib, COCTOAL,an U3
BbICOKOANPPEPEHLMPOBAHHDBIX KNETOK, COAEPXKALLMX
CEKPETOPHbIE FPaHY/Ibl, B KOTOPbIX MPOUCXOANT
CMHTE3 CEPOTOHUHA, f0daMMHA M rTMCTaMUHa. Becb

KNACC 3TUX ONyXoen Noay4mn HaseaHue ANy
(Amine Precurses Uptake Decarboxylation)

[posiBNeHMs: NpyaKBbLI (MPOBOLMPYIOTCA NPUEMOM
a/IKorons n 0bnibHOM NULLLEN), MOHOCHI, MOPAXXeHNE
CTBOPOK K/1anaHoB, bpoHxocna3mel,
TE€NEeaHTNIKTA3NM, TMNOTOHUYECKME KPU3bI.




- Buonormyeckn akTMBHbIE BeLL,ECTBA BbI3bIBAKOT 3HA0KAPAMAbHbIN
dnbpo3 NpaBoro xenyaouka u kpaeson Gubpo3 TPUKYCNMAaNbHOIO
KNanaHa M KnanaHa sierovyHou aptepun. PopmmpyeTcs
opraHm4yeckas TpUKyCnnMAaabHas HEAOCTAaTOYHOCTb U K/1aMaHHbIN
NerovyHou cteHos. KapumnHouna, pacnosioxXeHHbIM B OpoHxax,
BbI3bIBAET NOPaXXeHMe 3HAO0KAPAA JIEBOMO XeNy[04Ka,
MWTPAJIbHOrO M Aa0PTa/IbHOro KaanaHoB. Hanbonee yacto
NMopaXkatoTCsi NpaBble OTAENbl cepAaLa. Pa3BnBaeTcs BTOpUYHaS
PECTPUKTMBHANA KapAMOMMONATMSA U NPABOXENYA04YKOBAs
ANACTONINYECKAs CepAeyHas HeAOCTAaTOYHOCTb.

« * lnarHos KapyuMHOMAHOro CMHAPOMA NOATBEPXAAETCA
NOBbILWEHMEM B CYTOYHOM MOYe YPOBHS MeTabonmTa
CePOTOHMHA—5—TNAPOKCUUNHAO0NYKCYCHOU KMCAOTHI.




[EMATON10I MHECKKWE TTHC

- *TemaTonormyeckme napaHeonaacTuyeckme CUHAPOMbI BCTPEYAIOTCA AOBOJIbHO YacTo U
0bycnoBieHbl ONOCpes0BaHHBIM BIMSHMEM OMYyX0/1M HA FEMOMO33.

> Y OHKONIOrMYeCKMX NaLLMEHTOB MOXET Pa3BUTbCA KPACHOK/IETOYHASA an/1asns, aHeMums
XPOHMYeCKMx 3aboseBaHNK, NEUKOLNTO3 (SlenKeMoungHaa peakumnsa), TpomboumnTos,
303MHOOUINSA, 6a30PUANA U JUCCEMUHUPOBAHHOE BHYTPUCOCYANCTOE CBEPThIBaHKE. B
pobaBsieHMe K 3TOMY MMMYHHasa TpomboumToneHus n Kymbc-nonoxuTenbHas reMoamTnyeckas
aHeMUA MOTYT OC/IOXXHUTb Pa3BUTME OMYXO1eN IMMPOUAHOTO MPONUCXOXAEHUS.

© JPUTPOLUTO3 MOXET Pa3BMBATLCA NPU PA3INYHBIX OHKO0rNYeckmx 3aboneBaHunax, ocobeHHO
MNPy pake NoYKM U NeYeHun, N3-3a IKTONNYECKOU NPOAYKLNM SIPUTPONOSTUHA U
3PUTPONO3TUHONOAO0OHBIX BELLECTB, B OTAE/IbHbIX CAyYasax HabaoAaoTCa MOHOKJ/IOHA/IbHbIE
ramMmManaTuu.

» /I3BeCTHble MeXaHM3Mbl FEMATO/IOrMUYECKMX HAPYLLUEHUIM BKJTIOYAIOT NPOAYKLMIO OMYyXO/IAMM
BELLeCTB, KOTOPble UMUTUPYIOT UK BAOKMPYIOT HOPMaJibHble SHAOKPUHHBIE CUTHA/bI A1
PAa3BUTUSA KJETOYHbIX IMHUW, U BbIPAaOOTKY aHTUTEN, NEPEKPECTHO PEArnpyroLLMX C
peLenTopaMm HOPMaJIbHbIX KJETOUYHbIX JIMHUMN.




PEBMATNHECKWE TMHC

- PasBumBatoTcs npu Hn3koanddepeHLMPOBAHHbBIX 3/T0KaYe€CTBEHHbIX
HOBOOOPA30BaHMAX INUTE/INAJIBHOIO MPOUCXOXAEHUA 1 OMYXONE€BOM MOPaXEHUM
MMMYHHOU cucTeMbl. PeBmaTnyeckme NHC conpoBoXAatoT pak MOIOYHOM
xesesbl, HeppoKapLMHOMY, BPOHXOreHHbIN paK 1erkoro, pak AMYHNKOB, MaTKW,
npeAcTaTeIbHOM Xenesbl, pexe — pak NULLEBOAA, MOAXENYA04HOM Xenesbl,
AnYeK.




ApTponaTtuu

- (peBMaTOUAHbBIV NONNAPTPUT, NOAUMUANTUSA) NN CUCTEMHbBIN CKAEPO3 MOTYT
Pa3BUTbCA Y NALNEHTOB C OHKOreMaTo10rnyeckMMmn 3abonesaHmaMmn Nau
OMNYyXOAAMU TOJCTOU KULLIKMK, NOAKENYAOHYHOWN Xenesbl Man npocTatbl. CUCTEMHbIN
CK/IepPO3 MU CUCTEMHAs KpacHasa BOAYaHKA MOIYT TakXKe BO3HUKHYTb Y 60bHbIX
PaKOM JIerkoro 1 Onyxo/JiiMm XXeHCKOU penpoayKTUBHOW CUCTEMDI.




-MMneptpodurueckas
OCTeoapTPONaTUA BbipaXKeHa Npu
onpeAeneHHbIX BUAax paka erkmx u
Ha4YMHaeTCcs Kak bose3HeHHas
OTEYHOCTb CYCTABOB (KOJIEHEN,
NOAbIKEK, 3aNACTUN, IOKTEUN U
MeTakaprnodasiaHreasibHbIX CYCTAaBOB)

C BbIMOTOM M MHOrAA C Na/ibL,aMu B BUAE
bapabaHHbIX Nanoyex.

- BTOpMUYHbIM aMUA0OMNA03 MOXET BO3HMKATb
npwv Muesiome, AMMPOoOMax Nau
MNOYEYHOKIETOYHOM pake.




JlepmaToMmno3suT

1, B MEHbLUEW CTENEHU, NOSIUMUO3UT
( AYTOMMMYHHBIM MUO3UT) CYNTAROTCS
6onee pacnpocTpaHEHHbIMA Y
OHKOJ1I0TN4YeCcknx 60NbHbIX,

ocobeHHO > 50 neT. ObbIYHO
NMPOKCMMaJibHas MbiweyHasa c1abocTb
NporpeccupyeT, Bbi3blBas
MaTO/IOrMYEeCKOE MblleYHOEe
BOCMaJ/ieHne N HeKpo3. TeMHas
3pMTEMATO3HAsA CbiMb B BUAe 6abouku
MOXET Pa3BUTbCA Ha LEeKax M
COMPOBOXAATbCS OKOJIOM1A3HUYHbIM
OTEKOM. DPPEKTUBHOM MOXKET ObITb
Tepanus KOPTUKOCTEPOULAMM.




CuHgpom LerpeHa

* Yallle pa3BMBaETCA NP BPOHXOreHHOM pake JIerknxX U XapakTepu3yeTcs OCTPbIM
pa3BUTMEM U Nporpeccmpytowmnm TedeHmem. Kpome atoro, cnHgpom LLlerpeHa
accouumMpoBaH ¢ anmdonpoandepatmBHbiMM 3aboneBaHNAMM (PUCK PA3BUTUSA
HEXOAXKUHCKOW IMMPOMBI B 44 pa3a Bbiwe). [lepnog mexay AMarHoCTUpPOBaHMEM
cnHapoma LLlerpeHa v pasBuTreM HEXOAXKKMHCKOMN IMMGOMbI — OT 4 A0 12 /€eT.
XapakTtepuayeTtcs AMMPONAA3MOKIETOUHON MHPUABTPALMEN SK30KPUHHbBIX Xees,
NMPenMyLL,eCcTBEHHO CAOHHbBIX U CNE3HbIX, C NOC/IeAYIOWEeN UX AeCTPYKLUNeN.
KAnHM4yeckn npoaBasieTcst KCepoCcToMmen (CyXoCTbio CAIM3UCTOM 060104KM NOSIOCTU
pTa), YyBe/IMYEHMEM OKOIOYLLUHbIX AN MOAYENOCTHbBIX C/TIOHHBIX Xenes,
PELVANBUPYIOLLMMUM NAPOTUTAMU, KCEPODTASIbMUEN, CYXUMMU
KEPaTOKOHBIOHKTUBUTAMM, KepaTUTaMn. MoryT BbIIBASITbCA CUCTEMHbIE
nposiBneHus: aMMmdageHonaTus, cmHapom PenHo, runeprammarnobyanHemmyeckas
nypnypa, NOAVUAPTPUT, NOANMMNO3UT, ANDPY3HbIV roMepy/ioHedpUT. B cbiBOpoTKE
KPOBW onpeAenaeTcs NoBblleHne YPOBHA MOHOKJ/IOHA/IbHbIX UMMYHO- U
KpnornobynnHos.




CunHapom llerpera
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[MOYEYHDBIE NMHC

- fiTporeHHble HepponaTum, Tybyn0-UHTEPCTULMAJIbHBIE, TTIOMEPYISIPHbIE HAPYLLEHUA U
HapyLIeHMs BOAHO-31€KPOJNTHOIO HasnaHca WMPOKO BCTPEYAIOTCS Y OHKOOO/IbHBIX.

- PagnaumoHHble HedpuTbl, TOKCMYHOCTb JIC (LMCNAACTUH, aHTUOMOTUKM, aHANbreTUKN,
PAaAMOKOHTPACTHbIE NpenapaTbl) NPMBOAAT K Pa3/IMYHbIM GOpPMaM MoYeYHOU HeL0CTAaTOUYHOCTM.

» IHPmAbTpaThl Npu nenko3ax, oCaxaeHne B KaHa/IbL,ax pa3/InyHbIx BewwecTs (benkoBas
HedponaTus, KaabLMeBas, MOYeKMCAAs HepponaTUa) NPUBOAUT K TyOYy/10-UHTEPCTULNABHBIM
MopaXKeHUsAM.

- MembpaHHas rnomepynonatms, 601e3Hb MUHUMAIbHBIX U3MEHEHUW, aMUIOUAO03, KOAryionaTums
notpebaeHns NPUBOAAT K I/TIOMePYAAPHbBIM HAPYLUEHVSAM.

* F’MNepKa/ibLLMeMMUS, TMNOKAIbLMEMUS, TUMOHATPUEMUNA MPUBOAAT K HAPYLUEHNIO BOAHO-
31eKTPOANTHOro banaHca.

*MeMbpaHO3HbIN FOMepPY0HEDPUT MOXKET Pa3BMBATLCA Yy NALMEHTOB, 60/bHBIX PaKOM TO/ICTOM
KWLLKW, PAaKOM SIMYHUKOB U IMMPOMaMM, KaK pPe3yabTaT MOPaXKEeHUS LUPKYAUPYOLWMMU
MMMYHHbIMU KOMMJ1IEKCAMW.




HEBPOJ1IOI MHECKWE TTHC

Knaccudukaums napaHeonaacTMyeckmx nopaKeHmMn HEpPBHOM CUCTEMDbI:

1. [lopakeHWe roN0BHONO MO3ra U MO3Xeyka: — 3HUePannT (ANPPY3HbIV; AMMONYECKMN U
CTBOJIOBOM); — MMbBUMYECKNM SHLeDannT; — naHuepebennsapHasa gereHepauus (MogoCTpas
MO3XXeUKOBas AereHepaums); — CUHAPOM «OMNCOKJA0HYCA-MUOKIOHYCa» (Y AeTen 0bbIYHO
yKa3blBaeT Ha HenpobaacTomy).

2. [MopaxkeHne CNMMHHOro Mo3ra: — NoJIMOMUENUT (CUHAPOM «NepPesHUX POroB»); —
MOAOCTPbIN HEKPOTUYECKMW (MOMepeYHbIN) MUEAUT; — FaHIIMOHUT (FAHTINMK J0PCaNIbHOIO
KOpeLKa) XPOHNYECKNU UJIN MOAOCTPbIN.

3. NopaxkeHne nepnpepnyeckon HEPBHOW CUCTEMbI: — XPOHUYECKAA CEHCO-MOTOPHas
HeMponaTus; — YNCTO CEHCOPHAsA HEMPOMATUS; — YMCTO MOTOPHAs HEMPONATUSA
(NpakTUyeckn BCcerga npm IMM@oMe); — 0CTpasn BOCNaNTENbHASA 4EMUENVNHNIMPYIOLLLAS
nonvpaaukynonatmsa (cMHgpom MNnena-bappe); — mnacteHmnyecknm cnHapom VToHa—
JlTambepTa; — MMACTEHUSA; — NOMMMO3UT; — aTPOPUSA MblLLIEYHbIX BOJIOKOH |Ib Tnna




[TonnHenponaTums

* — 3TO ANCPYHKLMA Nepnudepryeckmnx HepBoB (HEPBOB, HAXOAALLMXCA 3a Npesenamm
rOJIOBHOIO M CMMHHOIO MO3ra), KOTOPasi Bbi3biBAaeT C21ab0OCTb, NOTEpPIO
YYBCTBUTENILHOCTU U CHMXKEHME pedaekcoB. [logocTpas CeHCOpHas HeMponaTmus —
3TO pegkas GopMa NOJIMHENPONATUM, KOTOPAs MHOMAa Pa3BMBAETCS 4,0 BbiiIBNEHUS
OHKos0rnyeckoro 3abonesaHmns. OHa BbI3bIBAET MNOTEPIO YYBCTBUTENBHOCTU U
HapyLleHne KOOpAMHAL MM BNAOTb A0 YTPaTbl TPYAOCNOCOOHOCTH, HO NPU 3TOM
HabAto4aeTca NMLb He3HAYNTEeIbHAA C1aboCTb.

- CuHapom MMneHa-bappe — eue oanH Bua anchyHKLMM HepBOB, NpK
KOTOPOM HacTynaeT obuian yTpaTa MbileyHou cuabl. OH Yalle BCTpeyaeTcs y nogen
C IMMPOMON XOAKKMHa.




-[loaocTpasn gereHepauua MO3>XKeuKa BO3HMKAET peaKo y
NaLMeHTOB C pakoM MOJIOYHOM Xesie3bl, PaKOM ANYHUKOB,
MEJIKOKJIETOYHbIM PAaKOM JI€FKMX UK A4 PYTMMU CONNAHBIMU
onyxonsamu. NMprUYMHOM 3TOro pacCcTponuCcTBa MOXKET ObIThb
ayTOaHTUTENO (QHTUTENO, KOTOPOe aTakyeT COOCTBEHHbIE TKaHM
OpraHn3Ma), KoTopoe paspyLaeT Mo3xe4yok. CMMNTOMaMm MOryT
ObITb HEYCTONYMBAsA NOXOAKA, HAPYLUEHNEe KOOPAUHALUM PYK U HOT,
3aTPYAHEHNA PeYmn, FO/IOBOKPYXXEHUE N ABOEHME 3PEHMS.
CMMNTOMbI MOTYT NOABUTLCSA A0 OOHAPY>XXEHUA OMYyXOAMN.

- HekoHTpoOMpyemble ABUXKEHUSA FNa3 (ONCOKIOHYC) M bbICTpble
COKPALLEHUS MbIWL, PYK M HOT (MMOKIOHYC) MOFYT BO3HMKATb Y
HEKOTOPbIX AeTen C HempobaacTtomou.




- [MopocTpas gBUratenbHas HEMPOHOMNATUS BO3HMKAET y
HEKOTOPbIX /104eN C IMMPOMON XOAKKMHA M HEXOAXKKUHCKOM
ammdomon. NMopaxkatoTca HEPBHbIE KIETKM CMTMHHOIMO MO3ra, YTo
0CnabnseT pyku v HOrw.

- Pa3Hoobpa3Hble HeObblYHbIE CUMMTOMbBI MOTYT ObITb PE3Y/IbTATOM
AENCTBUSA QHTUTE/, HAaNpPaB/IEHHbIX MPOTMB OMYX0JI1, HO TaKXe
B3aMMOZAENCTBYIOLMX C MO3rOBOU TKAHbIO M Bbl3bIBAOLLLMX

M3MEHEHMUSA NCUXMYECKOW QYHKL U, AE30PUEHTALMNIO, USMEHEHUS
3PEHMSA U MblLLEYHYHO €1aboCTb.




- CuHgpom UtoHa-/lambepTa BO3HMKAET Yy
HEKOTOPbIX 60/bHbIX MEIKOKJETOYHbIM
PaKOM /Ierknx. 3TOT CUHAPOM
XapaKTepM3yeTCs Ype3BblHaMHOM
MblLLIEeYHOM c1aboCTbtO, BbI3BAHHOM
OTCYTCTBMEM HaA1€XALL,EN HEPBHOMN
aKTMBAL MU Y MbILLLL.

-[MogocTpas HeKpoTU3UpYoL,aa
MUenonaTusa — 3TO pPeAKUN CUHAPOM, NpK
KOTOpPOM BbICTpas noTeps HEMPOHOB B
CIWMHHOM MO3re NPMBOAUT K Napasinyy.







