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NMapaHeonnactunyeckmm cuHgpom (I[NHC) — knuHuko-
nabdopaTopHbIe HapyLUEHNS, BO3HMKAOLWNE NpU
3110Ka4eCTBEHHbIX ONYXONsX U 00YCNOBMNEHHbIE HE NMOKaNbHbIM
POCTOM NEPBUYHOU UNN MeTacTaTu4yeckoun onyxomnu, a
HecrneundnyecknMm peakumnsmMm co CTOPOHbI PasnnyHbIX OpraHoB
N CUCTEM UNN IKTOMUYECKON NPOAYKLUMEN OMYXOSbiO
BmMonornyeckn akTMBHbIX BELLECTB.

TepmuH «'MTHC» BBeAeH B MeANUMHCKYIO NPakTUKy B 1948 .
3HaHue NMHC BaxHO anga Bpaden nobbiX cneunanbHOCTEN, TaK
KaK Ornyxosnu pasnmMyHon nokanmsaumm oo nossreHnss MECTHOW
CUMMTOMATUKM MOTYT NPOSBNATLCA Hecneumndmnieckumm
NpU3HaKamMu, KOTOpble HEPEOKO OLLMBOYHO TPaKTYIOTCS Kak
camMocTosiTENbHbIE 3aboneBaHUst, YTO NPUBOAMUT K 3ano3aanoun
OVarHoCTMKe Oryxonu n Ha3Ha4YeHUo HeaekBaTHOW Tepanuu.
[MHC HabntogaeTtcs y 15% 60nbHbIX 3110Ka4€CTBEHHBIMU
OnyXxonsiMu.



O6wast xapakmepucmuka lNHC

- [lpwn Bcem pasHoobpasum xapakrepa 1 BbIpaXEHHOCTU KIMMHMUKO-NabopaTopHbIX
NPOSABNEHUIN, XPOHOSOMMN BO3HUKHOBEHUSA, AaNbHENLLETO TEYEHNS UMEKOTCS
HekoTopble obume npusHakm n 3akoHomepHoctu NMHC:

- NATOreHeTN4YeCcKne MEXaHNU3MbI;

- pa3BuUTUE TONLKO MPU 3r10KAYE€CTBEHHbIX ONYXONSX;

- Hecneumdu4HOCTb KNMHNKO-NabopaTopHbIX NPOSBIEHUN;

- OTCYTCTBME NapansnenMama ¢ MECTHbIMU CUMATOMaMM OMyXOSu;

- BO3BMOXXHOCTb BO3HMKHOBEHUSI 40 Pa3BUTUSA NTOKaNbHOM CUMITOMATUKK OMNyX0su;

- PE3NCTEHTHOCTb K MPOBOAMMON Tepanuu;

- CYE3HOBEHME NOCIe paauKanbHOro riedeHnst onyxomnu 1 NoBTOPHOE MNosiBreHne
nocne peunanea.



[laToreHes

o Onyxonb MOXET Bbl3blBaTb HAPyLLUEHNE (PYHKUUM pasfNYHbIX TKAHEN NyTEM
9KTOMNYECKOW IKCNpPEeCcCHn ropMoHarsibHbIX pakTtopoB. Hanpumep,
rmnepkanbLnemMma rnpu onyxonax pasBnuBaeTCs B pesyribraTe 3KTONUYEeCKOU
akcnpeccumn MNTI-cBa3aHHbIX 6ekoB, KOTOPbIE HECKOSTbKO OTNYATCA OT CaMOro
[1TT, ogHako ux dousnonornyeckast akTUBHOCTb HE OTNIMYAETCH OT A4EUCTBUS
camoro [NTI. 3Tnm obycnosrneHa noBbllLEHHAdA KOCTHas pe3opbumda. BmecTe ¢ Tem
napatnpeongHble 6enkn MoryT cnocobCcTBOBaTbL POCTY CaMOW OMyXOonu u
pa3BUTUIO OCTEOSNTMTUYECKNX MeTacTa3oB. Halle BCero aTotT MexaHn3m rnpucylLy
XernesncTom KapumHOME JTEMKUX M NMOYeEK.

o [pyron mexaHnsm oopmmpoBaHUs NapaHeonacTUYECKOro CMHAPOMa MOXET
ObITb CBSI3aH C ONYXOSfeBbIMU aHTUreHaMN, Ha NOSIBIIEHNE KOTOPbIX UMMYHHas
cuctemMa JenoBeka pearmpyet obpasoBaHMEM ayTOAHTUTEN, B TOM YMUChe aHTUTEN
kK asycnupaneHon OHK n aHTuHyKkneapHbIx aHTUTEnN. B HacToswee Bpems
n3sectHo 6onee 400 TMNOB TakMx aHTUreHOB. B GonbLUMHCTBE CryyYaeB
KITMHUYECKOE 3HAYEeHNE ATUX ayTOAHTUTEN He YCTAaHOBMNEHO, O4HAKO Npu
HEeKOTOpPbIX NapaHeonnacTUYeCcKnUX COCTOAHMAX (MapaHeonnacTnyeckas
HeBpoornyeckas gereHepaums) ux porb onpeagerexHa.



Buaobl napaHeonnacTnyeckux

CUHOPOMOB.

- 9HOOKpPUHONAaTUN

- reMaTonorn4eckmne

- )XENYOO4YHO-KMLLEYHbIE

- NOYeYHble

- KOXHble

- HEBPOIOrnyeckme

- KOCTHO-CYCTaBHbIE N MPOYMeE.



OCHOBHbIe peBMaTU4eckue

napaHeonnacTuyeckue CUHAPOMbI

BbIABITIEHO

CuHpapom KnuHunyeckasn Accouunauus c JTa6opatopHasn Opyrve meTtoabl
XapakTepucTuka HOBOOOpa3oBaHMEM | AMArHOCTUKa ANarHoCTUKM
Hdepmatomnosnt n | HeyknoHHo OpanHakoBo YacTo MoBbiweHne AnekTpomMuorpadus
NonNMMno3nT nporpeccupytoas BCTpeYvaeTcs npu KpeaTUHOCHOKMH | ; Broncmst Mbilubl
npokcumarbHas pasnuyHbiX onyxonsx | asbl (KPK)
MbleyHasa cnabocTb;
KOXXKHasi Cbinb Npwn
AepmaTomMmnosnte
MwacTteHnyecknmn MbiweyHasa cnabocTb MenKoKNeTo4YHbIN pak AnekTpomMuorpadus
cnHgpom (UToHa (Hambonee BblpaxeHa | nerkux
—JlambepTa) B TA30BOM nosce 1
Genpax); gunnonus,
An3apTpus, NTo3
lvneptpoduyecka | M'vneptpodus ALeHokapunHoma [MoBblWweHne PeHTreHorpadums
S nanbLeB KNCTen n nerkux, LLIerTOYHOM OJIMHHBIX TPYyO4aTbIX
ocTeoapTponaTtusa | CTorM; NepuocTuT ¢ Me3oTenuoma, docgartasbl, COI KOCTewu;
occanrnamu; MeTacTasbl JIerknx CUMHTUrpadus
apTpanrum unu SBHbIN ckeneta
apTpuT C BbINOTOM
[MapakaHKpO3HbIN | ACUMMETPUYHbIN Pak monouHbix xxene3 | OtcytctBre PO u OTtcyTcTBME
nonnapTpuT apTpuT C Y XEHLUMH; Yy My>X4nMH | AHA B CcbiBOpOTKe crneumgunyeckmnx
NpenMyLLEeCcTBEHHbIM nNpenmyLLecTBEHHOWN KpoBWU PEHTIEHONOrMYeCcKNX
[1OPAKEHUCM dBOB JIOKAJ1IN3ALINW N3MEHEHU
HWKHUX KOHEYHOCTEN Onyxonuv He




OCHOBHbIe peBMaTU4eckue

napaHeonnacTuyeckue CUHAPOMbI

Amunonaos

Mepudepuyeckasa
HenponaTuns; KoxXHas
nypnypa, NOAKOXHbIE
y3€ernku,
cknepogepmonogobHas
NHPUIBTPaLUS KOXN,
apTponaTtusi, CMAHOPOM
KapnanbHOro kaHana,
KapguomMmmonartums

MHo)ecTBEeHHasa mmenoma,
MakpornobynuHemus

BanbgeHcTpema, nuMgombl 1

Kapuu“Homa

Buoncua markm
TKaHeun

BonyaHo4yHonogo6
HbIN CUHOPOM

Cungpom PeitHo;
NNEBPUT; MHEBMOHWT;
nepukapauT;
HEe3PO3MBHbIW NONUapTPUT

ApeHokapumHOMa SIMMHUKOB,
numdoma, TMmMoma, Mmerioma,

pak Nerkux, ToNCTon KULLKN,
MONOYHOW >Keresbl, An4YeK

AHTUTENA K
JHK

Cumnatunyeckas
ancTpodms:

| TMNa (cnHgpom
Nne4Y0—KnCTb);
Il TNa
(nonwnapTtpuT,
nanbMapHbI
dacumnuT)

| TUN: 6onb B BEPXHUX
KOHEYHOCTSIX,
Tpodu4eckne N3aMeHeHus
KOXMW;

Il Tmn: 1O Xe;
arpeccuBHbIN NONNapPTPUT
N nanbMapHbIi hacunnt

| TMN: ronoBHOM MO3r, nerkue,

MaTKa, MonoYvHas xenesa,
nueBoa
Il TUN: pak ANYHKNKOB,

MEJTKOKNETOYHbIN pakK nerkux,

afleHoKapuuHoMa
noaXenyao4Hon xenesbl,
XPOHMYECKNIA MUENONENKO3,
3roKa4YecTBeHHas
HeXomKKMHCKasa numdoma

PeHTreHorpadus
BEPXHUX
KOHEYHOCTEMN
(ocTeoneHus);
cunHTUrpadus
ckenerta




[TlapaHeonnacTnyeckas

CKriepoaepmMmns

[MapaHeonnacTuyeckasa cknepogepmusa, nnmn ncesgockriepogepmMmmyeckmne
CUHOPOMBbI, aCCOLMMPOBAHHbIE C ONYXOSIb, 3HAYNTENBHO MEHEe
N3BECTHbI BpayaM. BblgensT 3 OCHOBHbIX BapuaHTa
napaHeonnacTUYeCKoro CKNnepogepmMmyecKkoro cCMHagpoma.

[MepBbIn BapnaHT Hanboree BnM3oK K 0OLENPUHATOMY NPeaCcTaBeHMIo
O NnapaHeonsiacTUYeCcKoM CUHAPOME. XapakTepPHO NPEeNMyLLECTBEHHOE
nopakeHve nepuapTUKynsApHbIX TKaHen, pubposmnTbl, MHOYpaTUBHbIE
N3MeHeHus B obnactu kncrtem (BKmoqaﬂ nanbMapHbin Gnbpoas),
npeannevynn, rofieHen ¢ pa3BUTUEM CTOMKMUX KOHTPAKTYp, HapacTtawLllee
orpaHnYyeHne OBUXEHUN, YTO NPMBOAUT K OLLUMOOYHOMY AnarHosy
cucteMmHon cknepogepmun (CCL). OgHako cknepogakTunus,
MackoobpasHOCTb Nuua, cCMHAPOM PenHo 1 BUCLieparbHbIE NPOSIBEHUS
CC[, kak npaBuo, otcytcTByoT. Mopdonornyecku BoisiBNAKOT
nponudgepauunto dbndpobnacTos.

[MpuunHoOM Yaulle ABNSAETCA pak SUMHUKO8, MamKu, 2pYOHbIX JKeJsle3,
JIe2Kux.



[TlapaHeonnacTnyeckas

CKriepoaepmMmns

BTopon, bonee peakmn BapuaHT napaHeonnacTn4eckoro
CKIrepoaepMmnyeckoro CMHAPoOMa no KIMHNYECKON KapTUHE
npakTnyeckn He otnnyaetca ot CCL (nogobHo
napaHeonnacTniyeckomy gepmatommosmnTy). K ocobeHHOCTSAM
onyxonbaccounnposaHHon CC[] cnegyet oTHeCTM DbICTpoe
NporpeccnpoBaHne U BbICOKYIHO aKTUBHOCTb NpoLecca,
OTHOCUTENBLHO Mosioaon Bo3pacT 6onbHbIX (35-43 roga),
npeobnagaHne nepndepruveckon CUMNTOMAaTUKMN,
PEe3UCTEHTHOCTb K MPOBOANMOW Tepanun, NoxXon NpPorHoa.
[MpusHakm CCL npegwecTsoBanu KIMHNYECKUM MPOSABNEHUAM
onyxoresoro npouecca 3a 1—1,5 roga, netanbHOMY Ucxogy —
3a 1,5-2 roga. Otmevanacb ocobas "3rnoka4yeCcTBeHHOCTb" U
ranonupytoulee TedeHne onyxoneBoro npotecca
(numdpobnacTHas nMMmgocapkoma, pak MOMOYHbIX XXenes n
SINMHUKOB C MHOXXECTBEHHLIMW METacTasamm).



[TlapaHeonnacTnyeckas

CKriepoaepmMmns

[1pn TpeTbeM BapuaHTe HET cBoncTBEHHbIX CCL HapyLueHnn
MUKPOLMPKYNALUUN N BUCLEPanbHbIX MPOSIBNEHUN, HO UMEETCH
cxogHasa obwas cummnTomaTtuka (HapacTatowme cnabocTb,
noxyoaHue, HekoTopasi MackoobpasHOCTb nnua), Hepeako
apTpanrmy, Mmmanrmm, HempogmucTpoduieckme N3MeHeHus,
nabopaTtopHble casuri. Ecnun npu nepBbiX ABYX BapuaHTax
HabntogatoTca xapaktepHbole ana CCL nHaoypaTuBHbIE NUBMEHEHUS
TKaHEN, PUBPO3HbIE KOHTPAKTYpPbI, MHOrAA MMNOTHLIN OTEK U
cocygucTtas natosiorna (MoXXHO roBOpUTb O CTUMYITMPOBAHUN
domnbposHon TpaHchopmaumm TKaHeEN 1 npeanonaraTb
CcBOeobpa3HbIN "nepekpecT” MexaHM3MoB pa3BUTUA 060mnx
3aboneBaHuin), TO B OCHOBE TPETLEIO BapuaHTa nexart obine
MeTabonmyeckne HapyLLeHNs1 N CKOpee BHELLIHEE CXOACTBO
obnuka 6onbHbIX, T.e. cumynauns CCL, B cBA3M C 4YeM 3TOT
BapuvaHT MOXXHO Ha3BaTb NCEBOOCKNEPOAEPMUYECKUM.



[lapaHeonnacTnyeckuu

aepmMaToMmmo3snT/ NoONMMMUNO3UT.

[lona napaHeonnacTU4eckoro gepmMmaTtoMmmo3snTa/nonmmmnosnTa
coctaenset 15—20% cny4daes OM/I'1M y B3pocCnbIX; OHa
3HauuTtenbHo yBennuuneaetcs (4o 40—50%) B Bo3pacTte nocne 50
net. Y peten napaHeonnactuyeckun M/T1TM BcTpevaeTcs
CpaBHUTENMBHO peako. Yalle 3nokavyeCTBEHHYIO OMyXorb
BbISIBMSOT HA (poHE nnun Yepes HeCKONbKO MecaueB (40 2 ner)
nocne ycraHoeneHua guarHosa OM/T1M, pexe npusHaku JM/TIM
Pa3BMBalOTCS NO3XKE BbIABIEHUS OMYyX0nu, B TOM 4Yucne npu
peunguee ee unu metactasmposaHmn. Hanbonee 4acto
[TapaHeonnacTtuyeckun OM/TIM BCcTpedaeTca npu pake rpyaHbIX
Xenes, nerknx, SNYHMKOB U MaTKu, XKenyago4YyHO-KULWEYHOro
TpaKTa, XOTS OH pa3BUBAETCA M NMPU ONyXonax Opyrom
nokanusauumn, BKIo4Yaga capkomy, niumdoomy v apyrue
numdonponudepatneHble 3aboneBaHus.



[lapaHeonnacTnyeckuu

aepmMaToMmmo3snT/ NoONMMMUNO3UT.

o [lapaHeonnactunyecknin 4epmMmaToMmo3nT/NONUMMMO3NT MHOraA
npoTekaeT no Tuny knaccuyeckoro [1M, ogHako OH MOXET UMETb
N psaa ocobeHHoCTen:

1) yawe passusaetcd nocne 40 ner;

2) nopa)keHne KoXn MOXXET OTCYTCTBOBAaTb, NpeobnagaeT kKapTuHa
NONMMKUO3UTa UM MUonaTuu;

3) aHTUHYKMNeapHble aHTUTENa BbISBMSOT 3HAYUTENBbHO PEXE;
4) NPenMyLLLEECTBEHHO OCTPOE M NOAOCTPOE TEYEHME;

5) cocTosiHMe OoMbHbIX 0ObLIYHO YNy4ylIaeTcsa NPy pagnkanbHOM
NeYEeHUN onyxonmn N MOXET BHOBb YXYALLUUTBLCA NpU PeunamBe ee;

6) NeyeHne BbICOKMMU 003aMUN KOPTUKOCTEPOUOOB, LUTOCTAaTUKaAMU
OaeT Nb BPEMEHHbLIN 3 deKT, T.e. OTMeYaeTcs
PE3NUCTEHTHOCTb K MPOBOAMMOUN Tepanuu.



[lapaHeonnacTnyecknm

aepmMaToMmmo3snT/ NoONMMMUNO3UT.

o [lapaHeonnacTnyeckmun gepmatonosiMMno3nT
MOXET NpeaLllecTBoBaTb OMyXoreBOMY POCTY,
BO3HMKaTb OHOBPEMEHHO C HUM UNU
pa3BmBaTbCA Ha ooHe MMEIOLLENCH
3rnoka4vecTBeHHOW onyxonu. CnmntomaTumka
OnyXxonu B nepsBble 3 roga nocrne Havana
bonesHun, Kak NnpaBuno, He BbigBNseTcs. [locne
pagunKanbHOro ne4yeHna 3nokavyecTBeHHOW
OnNyXosin KNUHNYECKUE NMPOSABNEHUS
aepmaTtononnmmMmno3snTta obbIYHO ncHes3atoT, a UX
peunanB CBUOETENMBCTBYET O
MeTacTasnupoBaHUN OMyXOorin.



[TapaHeonnacTn4ecknm CUMHOPOM C

yepTaMm CUCTEMHOMN KpaCHOW BONMYAHKU

OTHOCWUTEJIbHO pegko BcTpevaeTcs (nonmapTpur,
NONNCEepPO3UT, NMOSTOXKNTENbHLIE aHTUHYKNEeapHbIe aHTUTENAa)
nnn peBMaTonaHoro aptpurta, 6onesHn Ctunna, OBEHUNLHOIO
apTpuTa. B coyeTaHnu Cc onyxorsibio MOXET Pa3BUTbCHA KOXKHbIN
BACKYJINT JIEMKOLMTOKNACTUYECKOro TMna, oTpakaroLmn
peakuunto rmnepyyBCcTBUTENBHOCTU HA OMNYyXOSIEBbLIN aHTUIEH
NN CBSI3AaHHbIW C OMYXOSiblo aHTUreH (C Hanuvnem nnn 6es
obpa3zoBaHUSA UMMYHHbIX KOMMSIEKCOB). Backynut MoxeT ObITb
NposiBNEHNEM NMMMEPOMbI, MHOXECTBEHHON MUESOMBbI.



AHKNINO3UPYIOLLNN

cnoHaAuINoadpTpuT

o npu NHC MoOXeT BO3HMKATb Y NKL, NOXXNNOIo
BO3pacTa, He3aBMCUMO OT nosa, B TO BpeM4
Kak bone3Hb bextepeBa pa3BnBaeTcs
NpPenMyLLECTBEHHO Y NaLUMEHTOB MOJSI040r0
Bo3pacTa. [lng aTon dpopmbl
napaHeonnacTu4eckon aptponatum
XapaKkTepHO aCUMMETPUYHOE NnopaxeHune
TazobenpeHHbIX cycTaBoB. [1pu kKapumHome
nuwesona U 6one3Hn Xoao)KKMHa MOXeT
pa3BMBaTbCA pu3omMenunyeckaa dpopma
aHKMO3MpYyloLLero cnoHgmnoapTpuTa.



o CuHppowm LlerpeHa yalle pasBmBaeTcs rnpu

OPOHXOreHHOM paKke NErkmx U xapakTepuayeTcs
OCTPbIM Pa3BUTUEM U MPOrPECCUPYIOLLMM TEYEHNEM.

MwuacteHun4yecku cuHgpowm (toHa-JlambepTa).
YKasaHHbIN CUHOPOM OTHOCUTCS K ayTOUMMYHHbIM
dopmam naTonornm, OCHOBHbIM €ro NPosiBIlIEHNEM
ABNAeTca MbllleyHasa crnaboctb. Yaule Bcero
MMUaCTEHNYECKUI CUHAPOM pa3BmMBaETCS Y BOMbHbIX
PakoM nerkux, ocobeHHoO npu MEefKOKNeToOYHOM pake.
E. JlambepT [n gp.] (1956, 1965) oOHapyxunu v
onucanun aTtoT cMHAPoM y 6 % nauneHToB C
MENKOKNETOYHbIM pakoM nerkux n meHee yemy 1 %
naumMeHToB C APYrMMU ONYXONsSIMU NIETKUX.



PeBmaTonaHbIN apTpUT

ApTpuTam onyxorneBOro reHesa rnpucyLy OCTPOe Hayarno, acCMMMETPUYHOE NOpaXkeHNe CyCTaBOB BEPXHUX
NN HWXKHUX KOHEeYHoCTeNn. KnnHuyeckasi kapTuHa Hepeako HanoMmHaeT peBMaTONAHbIN apTpuT. [ns
nceBOoOpPEeBMaTOMAHOMO apTpuTa XapakTepHbl CNeayoLmne Npu3HaKku:

aCUMMETPUYHbIA MOHO-, OFTUIO- UMW NONUapTPUT;

HeBbIPaXXEHHOCTb BOCManuTenbHOW peakuumn cycTaBos;

OoTCyTCTBUE Aechopmaumu;

YNIIOTHEHME NEePUAPTUKYNAPHLIX TKAHEW;

OTCYTCTBUE peBMaTouaHbIX y3erkos u PO B Kposw;

OTCYTCTBUWE NaTONOrM4YeCckuxX N3MEeHEHUN Ha peHTreHorpaMmmax KOCTen 1 CyCTaBOB;
pedpakTepHOCTb K NPOTUBOBOCHANUTENLHON Tepanuu,

3(pPEeKTUBHOCTL NPOTUBOOMYXOSIEBOIO JIEYEHUSA, YTO CONPOBOXAAETCH MOMNOXUTENBHOW AMHAMUKON
CyCTaBHOro cnuHgpoma.

XapakTepHO Takke HECOOTBETCTBME MEXAY TSKENbIM COCTOSIHUEM BONbHBIX M OTHOCUTENBHO HEBbLIPAXKEHHBIM
CyCTaBHbIM CUHAPOMOM. PeBMaTongonofobHbI CUHAPOM MOXHO 3anofo3puTh MPY NMOPaXKEHUM CyCTaBOB Y
BONbHBIX MNOXWUIIOTO N CTapYeCKOro Bo3pacTa, XOTs BO3MOXXHO PasBUTME FOBEHUIBHOMO apTpuTa Npu OnyXonsix
y Oeten.

CycTtaBHOM CUHAPOM Y BOMbHbIX 31I0KAa4€CTBEHHBIMM ONYXONSIMU MOXET COYeTaTbCs C APYrMn
napaHeonnacTM4eCcKMMm NPosiBNEHNsIMN (Cepo3nTbl, NMUXOpaaKa, NopaxKeHne KoXu, nabopatopHble coBuUrn).
MopobHoe coyeTaHve B 3aBUCUMOCTM OT XapakTepa CMMNTOMOB Hepeako HanomuHaet CC[L, CKB, cnHapom
LWerpeHa, cMCTeMHble BacKynuThbl.



KocTtHO-cycTaBHble MTHC

MNnepTtpocduyeckasa octeoapTponaTus.

MoxeT 6bITb NEPBUYHON, HO HEPEAKO 0BycnoBieHa onyxonsiMm OpraHoB rpyaHoON
KNeTKkun (4YaLe OPOHXOreHHbIN pak nerkux) nnm XpoHM4eCKUMN rHOMHbIMM
3aboneBaHMsMU NErkux, CPegoCcTeHUs 1 NNEBPbl. XapakTepuayeTcd yTOmMLWEHNEM
KOHLEBbIX OTAENOoB NanbueB pyk U Hor ("6apabaHHble nanoykn") ¢ USMEHEHEM
HOrTen No TUNy "4acoBbIX CTEKOST", ABNEHNAMN NEPUOCTUTA C AfIEMEHTAMMU
HOBOOOpPAa30BaHUS KOCTHbIX CTPYKTYP, apTPUTOM U BEreTaTUBHO-COCYANCTbIMU
HapyLLEHNAMN (aKkpoLumaHo3a, Npody3Has NOTNMBOCTb, OCOBEHHO PYK U HOT),
Hann4Ynem pesknx 6onen B KOCTAX KOHEYHOCTEW, OrpaHnyYeHmne NoABMXKHOCTH
CyCTaBOB.




KocTtHO-cycTaBHble MTHC

NMapaHeonnacTnyeCKun apTpur.

MoxxeT npoTtekatb NoA0OHO peBMaToMgHOMY apTPUTY UNU aTUMNYHO C
OCTPbIM Ha4Yanom, aCUMMETPUYHbBIM NOPaXXeHMEM CyCTaBOB, OTCYTCTBUEM
NOAKOXHbIX Y3ENKOB U peBMaTomaHoro doaktopa. B B0onbLUMHCTBE Takux
HabngeHn OTMeYaeTCcs Takke nosasreHne 6onen B cyctaBax B NO34HEM
BO3pacTe, npeobnagatollee nopaxxeHme cyctaBoB HMXKHUX KOHEYHOCTEN U
3ansicTum, Hecrieundnyeckne rmcTonornyeckme 3sMeHeHnUss CUHOBMarbHOM
obornoykn. OnncaHebl crydyam peematongonogobHoro apTpura
nresponepukapanTomM, MHoOrga 303MHOUITMEN, NONOXNTENBHBIMU
peBMaToONOHbIM U aHTUHYKIeapHbIM dpakTopamMn y OONbHbIX PpakoM Nerkux,
SIMYHUKOB N TONCTOrO KNLWWEYHMKA, a Takke IBEHUITBHOIo apTpuTa npu
onyxonax y geten. XapaktepHo BbICOKOE coaepkaHue B nnasme anbga-
rmobynuHa v weno4vHon docdarasbl, OTpMuaTenbHble pesynbraThl pP-u
Poy3e-Baanepa.




KocTtHO-cycTaBHble MTHC

Kapuu HONMWAHaA apTponaTus.

XapakTtepuayetcda apTpanruamMu, toKCTaapTUKYINIAPHON AeMuHepanmsaumnen
KOCTEWN, pasBUTMEM 3P03UN N cybxoHapmnanbHbIX KUCT; HabnogaeTcs npu
KapuMHONOHOM CUHOPOME.

MNnepypukemusi n nogarpa, nogarpu4eckumn apTpur.

Takke MoryT pas3BuTbCs Npu onyxonsix. Kak nokasanu otaenbHble
HabnoaeHus, ypoBeHb rMNepypukeMumn KOppenmpyeT ¢ BblpaXXeHHOCTbIO
OMNyXO0rieBOro npoLecca, NopaxxeHnem neydeHn u runepkansumemmen. MNpu
numdonponudgepaTrBHbIX 3aboneBaHNsaX pa3BuTUe BTOPUYHOW noaarpbl CBA3aHO
C M30bITOYHOM NpoAYKUMEN MOYEBOWN KUCNOTbI BCIEACTBME YCKOPEHHOTO
MeTabonmamMa HyKnemHOBbIX KACIIOT.

CuHpgpom nanbmapHoro cgacumuTa u nonuapTpura.

Uawe passunBaeTcs npu pake AUMYHUKOB; MOXET HOCUTb JTOKasIbHbIN
(NMpenmyLecTBEHHO KUCTU) UNU reHepanu3oBaHHbIN XapakTtep. NopaxeHune
KNCTen BapbUpyeT OT AN dy3HOro oteka 4o TUMUYHLIX KOHTPaKTyp [ontonTtpeHa.
XapaKkTepHO TaKxe rnopa)eHue nreyvyeBbiX, MeTakaprnodarnaHroBbix u
NPOKCMMAaribHbIX MeXdanaHroBbiX CyCTaBOB, YTPEHHAA CKOBAHHOCTb. [1oaKOXHbIe
y3eriKn1, UHoraa NaHHUKYIUT, apTpuT U cepo3nt. OnucaHbl y 605bHbIX pakoMm
nogxenyaodHom xenesbl (M Npu NaHkpeaTuTe); OHM CBA3aHbl C rMnepnpoaykumnen
NaHKpeaTny4ecknx epmeHToB (NnMnasbl). BO3MOXHO Takke pa3Butue
anbrogucTpodum, cnHapomMa nnevyo-KNCTb; MHorga nonuxoHaputa (npm

AIMPDOI PaRViiemMdlOse).




PU3HAKW, Ha KOTOpPbIe CrieycT OuUPe
BHMMaHUe Npu BbISiBNIeHUN y 60MbHOro
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nepBbie NposBliIeHNsA CUCTEeMHbIX 3aboneBaHMN coeaNHUTENIbHOW TKaHU U nonunapTpuTa B Bo3pacre

ctapwe 50 neT, U, HaNpPoTUB, NosiBNeHMe B bonee MosI0A0M BO3pacTe NMpU3HaKoB 3aboneBaHUm,
BCTpe4YarLmXcs B MOXUITIOM U CTap4yecKoMm Bo3pacTe (6bone3Hb XopToHa, peBMaTU4ecKas
nonuMuanrus);

HEeCOOTBETCTBME TSXKENoro oowero CocTtossHuss 60NbLHOro U BbICOKUX rlabopaTopHbIX NoKa3sarerne

aKTMBHOCTW BOCNanuTenbLHOro npouecca, ¢ OogHOM CTOPOHbI, U OTHOCUTENTbHO YMEPEHHO
BblpaXKeHHbIX MPU3HAKOB apTpUTa U APYrux peBMaTu4ecknx NposiBNeHnn — ¢ gpyrom;

OTCYTCTBUE OTAENbHbIX TUMUYHbIX KIIMHUYECKNX U NabopaTOpPHbIX MPU3HAKOB, XapaKTepHbIX Ans
CUCTEMHOro 3aboneBaHus COeANHUTENbHON TKaHWU, peakTUBHOIO apTpuTa Unn peBMaTouaHoro
apTpuTa;

OTCYTCTBME NMOSIOBOro AMMopcunama, TMNMUYHOro AJisli HEKOTOPbIX peBMaTU4YeCKMX 3aboneBaHnM
(cncteMHas kpacHasi BOl4aHKa y MY>XX4YUH UM aHKUNO3UPYIOLWMIA CNOHAUNOAPTPUT Y XKEHLLUH);

ynopHoe TeYeHUe UNN HexapaKTepHoe AN KOHKPETHOro peBMaTM4ecKoro saéoneBaHus b6bicTpoe

nporpeccunpoBaHne KnMHN4YeCKunx npOﬂBneHMﬁ, Hepeako 3Ha4YunTenbHO onepexarliee KIMMHN4YeCKyro

MaH qu)eCTaLWII-O 3110Ka4YeCTBeHHOro HOBOOGpa3OBaH ns,

HeMOTUBUPOBaHHOE pe3Koe yXyalleHue obLwero cocTossHUA 6GONbLHOro Ha (*)OHe ctabununsauuum
peBMaTU4YeCKoOro rnpouecca, a Takxe nosiByieHme HoBblX, Hé CBOUCTBEHHbIX AdHHOMY 3aboneBaHUKO
cCMMNTOMOB, OGYCHOBHGHHbIX NOoKaJibHbIM POCTOM OonyxXxoJs&in unun pa3sutmnemMm ee MeTacta3oB,

NInXopaaka, yCTOﬁqMBaH K JIe4eHUI0 aHTUOMOTUKaMn n nporuBoBocCnanunTernbHbIMU NpenapaTamMmm

PEe3MUCTEeHTHOCTb K crneyuncgpuyeckom NnpoTuBoBOCNanuTeNbHON TepanMm peBMaTNu4YecKoro
3aboneBaHusA.

Takum obpa3om, OpMeHTUPOBOYHbIE NMPU3HAKKU, KacaroLwmecs, B YaCTHOCTU, BpeMeHU NoABMEeHUsA
0COOGEHHOCTEeN KNMMHUYECKOro Te4eHUs1 peBMaTU4eCKMX 3aboneBaHU NO3BOSIAKOT 3aNof403pPUTL
napaHeomnnacTM4YeckMu npouecc n 06ocHoBaTb ANarHOCTUYECKMU NMOUCK C LieNbi UCKIHYeHUsA
3510Ka4eCTBEHHOro HOBooﬁpasoBaHMﬂ B TOM YuUCrie C UCNOoNb30oBaHUEM cneu,mtmqecmx
ApYyrnx mapkepoB 3noxaquTBeHHou Tpchd)opmau,MM (B 4aCTHOCTH, Y MYX4YUH cnequmqecxoro
npocraTtnyeckoro aHtTureHa n aHtureHa Ca-125) n ap.



KoXHble nposiBrneHus

Knaccuyeckum NHC ¢ KOXXHbIMU NPOSIBNEHNUAMN

CUNTaeTCa YEéPHbIU aKkaHmMo3 (COCOYKOBO-NUIMEHTHas AMcTpodums
KOXW), BbISIBNSAOLWNACA MPENMYLLECTBEHHO NPU pake Xenyaka,
No4XXenygovyHOW Xenesbl, MPAMOW KULLIKU, pexe Npu pake MOS04YHOM
Xenesbl, ANYHMNKOB.

KnnHn4eckn YyepHbIN akaHTO3 XapaKTepusyeTcs NMrMeHTaunen Koxm
OT Cepo-KopenHoro Ao YepHoro ueeTta, bopogaByaTbiMu
paspacTaHusiMm, rmnepkepaTo3om. NpnbnnanTenbHO y NONOBUHGI
BONbHBIX UMEKOT MECTO COCOYKOBbLIE pa3pacTaHuUsa Ha CIU3UCTbIX
obono4vkax NonocTu pTa, nonosbIX ry6. Hortn nurmeHnpoBaHsb! ¢
Npo4oSIbHOW nonocaTton ncyepyeHHoCTbHo. [pouecc nokanunsyertcd
NpenMyLLeCcTBEHHO Ha 3aQHen NOBEPXHOCTU LLEeN, B
NOOKPLINbLOBLIX BriagnHax, NTOKTEBbLIX crmbax, beapeHHO-NaxoBbIX
CKnagKkax, BOKPYr Mynka, aHyca, Ha Hapy>XHbIX NOMNOBbIX OpraHax.



YepHbiu akaHmMo3

3adnas nogepxzocmo ueu B o6aacmu
1nooMb1UeyH Ot 6nadutvl




L{enmpobexHasi kKonbuesuoOHasi apumema

Hapbe

XapaKktepunsyeTtcsi Hanminem Ha
TynoBuLLe, pexe Ha wee un
KOHEYHOCTSX 6neaHO-po30BbIX,
OTeYHbIX, HellernyLawmxca (Yale)
KpaCHbIX BbICbINAHUA. ONTEMEHTbLI CbINU
MMEIOT BO3BbILLAKOLWMNCA 06000K U
3anasLUnn LEHTP C HOpManbHOW
OKpacKoW KOXu. dputema [apbe
CKINOHHa K nepudpepnyeckomy
paguapHomy pocTty (“‘ueHTpobexHasn”
apuTema). Halle BcTpeyaeTcs npu pake
MOJIOYHOW XKenesbl U XenyaodHo-
KMLLIEYHOro TpakTa.




epnemugopmHbIli depmamum [ropuHeaa

OTHOCWUTCS K rpynne Tak Ha3blBaeMblX
Ny3blpHbIX (BE3MKYNE3HO-0yne3HbIX)
aepmato30oB. KnnHnyeckn xapakrepuayercs
NOMMOPEHBLIMN BbICbINAHUAMW Ha
apuTemMaTto3HoOM pOHe B BMAE Yy3€enkoB, NATEH,
BONAbIPEN, NY3bIPbKOB, KOTOPbLIE MPYNMMPYHOTCA
B oyaru, obpasyda nHorga npuyyanmnebie
dourypsbl. BbickinaHna conpoBoXgarTcd
CUIbHbIM 3y[JOM U JTOKanu3yTcH
NpenmMyLLeCTBEHHO Ha CUMMETPUYHbIX
y4yacTkax crmbaTtenbHOM NoBEPXHOCTU
KOHEYHOCTEeN, nneyax n TyrnosuLLe.
XapaktepHo 060CTpeHME BbIChINaHUI NpU
CMa3sbliBaHNU KOXU noacoaepxallummm
npenapatamun. lepmatut [iopnHra MoxeT

- Habnogatbcsa Npyv MHOMMX 3N0KaYeCTBEHHbIX

| onyxonsx pasnu4yHoun fiokanusauun.




OTHOCUTCS K TAYOOKMM BacKyAUTaM KOXXMU U XapaKTepu3yeTcs
I105IB/A€HMEeM Ha KOXe ro/eHell 00/1e3HeHHBIX SIPKO-KPaCHbIX
II10THBIX y310B. Hepeako oTMeualoTcs IOBLIIIIEHNE TeMIIepaTyphl,
0oam B cycraBax. Yepes 2-3 Hea y34bI OOBIYHO OeccAe4HO 1CYe3altoT.
BosmoxkHO penynausupyloliee TedeHne. Hapsiay ¢ oryxoaeBsIMnu

3a004€BaHMIMH Y3A0Basl 9pUTEMA MOKeT BO3HUKATh [IPU
CTPENITOKOKKOBBIX, peKe IIPU APYTUX MHQEeKIIX,
TyOepKy/ese, capKouo3se.




Ko)xHbiIu 3y0

be3 cneundunyeckmnx BbicbinaHnin MOXeT nosaBnaTbea Kak NHC 3agonro oo
OpYyrux MmaHndgecTaumin 3nokadyectBeHHoOW onyxonu. 3ya, Kak npasuso,
HOCWUT reHepann3oBaHHbIN XapakTep, OAHAKO MOXET ObITb U
rloKanu3oBaHHbIM (HOC, aHarnbHasa obnacTtb, BynbBa). B HEKOTOPLIX criyyasx
Npu pacnpocTpaHeHHOM OrMyXosieBOM npoLecce oTMevaeTcd ANMTeSbHO
NPOAOKALWMNNCA 3y roNeHen, BHYTPEHHEN NOBEPXHOCTU beaep, BEPXHEN
NOMIOBUHbI TyfoBULLA U pa3rnbaTtenbHbIX MOBEPXHOCTEN BEPXHUX
KoHe4yHocTeW. [Npu anmTenbHOM N MIHTEHCUBHOM 3y[i€ MOSABMAKTCSH pacyechl
KOXW, HOITU NpuobpeTatoT NoBbILWLEHHbIN Bneck (CMMNTOM “nonMpoBaHHbIX”
Horten), obycnoBrneHHbIN MNOCTOSAHHBIM TPEHMEM HOITEBbLIX NIACTUH.
HecMoTpst Ha TO YTO KOXHbIN 3y BCTpeYaeTcs Npu pasHoobpasHbIX
HeonyxonesblxX 3aboneBaHusix (Xxonecrtas, caxapHbi AMabeT, XpoOHMUYecKas
novyevyHasi He4oCTaTOMHOCTb U Ap.), Hannune 6ecnpuynHH
OCOOEHHO B MOXWUINOM U CcTapyecKoM BO3pacTe, e
NCKITKOYEHUS OMyX0reBoro npouecca.

s
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[MpencTtaBnseT cobon Hecneundunyeckoe
o4yaroBoe BocrnasieHMe NoLKOXHOM XXNPOBOW
KIeTYaTKN U XapaKTepmsyeTcs Hannyinem
NOLKOXHbIX Y3/10B, JTOKaM3ylLWmMXCcs Yyalle Ha
KoHe4yHocTaX. Koxa Hag HumMmu
rmnepemupoBaHa, nHorga yssol
HEeKpOTM3NPYITCA ¢ 0bpasoBaHMEM A3B,
KOTOpble B JanbHenwem pybuytotcs. B
Te4YyeHne HeCKOSTbKNX MeCALEB Y3nbl MOTyT
CMOHTaHHO uc4esaTb, a 3aTEM BHOBb
nosinaTbca. Cumtaerca, yto y 5-10%
OONbHbLIX MAHHUKYNTUTOM MUMEET MECTO
ornyxosieBoe 3aboneBaHue



HeBponornyeckue nposiBrieHns

Mo3sxeukoBasa gereHepauus

KnnHn4yeckn xapaktepnayeTcsi MO3>XXeYKOBbIMU

CUMMTOMaMU - aTakcuen, gusapTpuen, gucharnen u

naTOreHeTUYECKM - NopaXKeHMeM KneTok [ypKknHbe R ANgs .
Mo3eskuka. OBbIYHO BO3HUKAET NPU METNKOKIIETOUYHOM N 5“5 A 1 ’ ¢
pake Ierkoro, pake sindHuka, numdomax (0cobeHHO f b > Z :ﬁ

XOXKKUHCKNX), pake rpyau. 3 ; "j &
Ha4ano obbl4HO pe3koe, C CUMMETPUYHOWN aTakCcuemn pyk ! Y

N HOT, NporpeccupyoLLiee oT HECKONbKNUX Heaenb 40

HecKomnbknx mecaueB. OBbIYHO MeeTca An3apTpus

MHOr4a HUCTarv

. MPT n KT He onpegensitoT Kaknx-rimbo HapyLleHun,
NULWb Ha NocneaHux CcTagusix - NErkyto atpodmio
Mo3xeudka. CMXX MoxeT ObITb HOpMarbHa, HO OObIMHO B
Hen oDHapyXXuBatoT NNeoynuTo3 1 NoBbILLEHHbIN Oenok. B
CMX yacto nosbliwaetcs Ilg G n npucyTCTBYHOT
ONTUroKIoHarbHbIE BELWECTBA.



HeBponornyeckue nposiBneHuNA

NTnmbuyeckun aHuedbanur
[MapaHeonnacTUYecknm NMMOonYecKni
9HUedanoMunenuT - pegkoe
OCITOKHEHME paKa AN4Ka,
MENKOKMNETOYHOro paka nerkoro u
HEKOTOPbIX APYrnX
HoBOOGpasoBaHUn. Takke MOXeT
BCTpeYaTbCs NPy OTCYTCTBMM paka.
KnnHuka nposaBnsaeTcs B NOAOCTPOM
pa3BUTUM PacCTPOMNCTBA NIMYHOCTU U
HapyLLUEHUN KpaTKOBPEMEHHOM
namaTtn. Pexxe moryT ObITb Cyaoporu,
ranniounHauum, gexopmeHtauus. Y
NauMeHTOB C NUMBUYECKNM
9HUEedaNNUTOM U TECTUKYNSAPHOM pake
Haxo4AT ayToaHTUTENa aHTu-Ta.

NapaHeonnacTUyeCcKMn ONCOKITOHYC-
MMOKJITOHYC

OnNCcoKNOHYC - NpepbiBUCTast HECTabUNbLHOCTb
rmasHblX 16N0K, XxapakTepnayeTcs
BbICOKOAMMMANTYAHbIM, aBTOHOMHbIM, XaOTU4YECKNM
COLPYXEeCTBEHHbIM OBWXKEHUEM ra3s. Y aeTen
OMCOKIMOHYC 0ObIYHO NOSsIBNSAETCH Npu
HenpobnacTomMe n BcTpedaeTca y 2% OeTen ¢ 9Ton
onyxonsto. MNpumepHo 50% ¢ ONCOKITOHYCOM
NMEKT HenpobracTtomy.

Y B3pOCSIbIX OMCOKNOHYC-MMUOKITOHYC BCTpeYaeTcs
pexe N pexe acCcouMnMpoBaH C OMyxXorbto. TorbKo
20% vmeeTcd onyxosib U B 60SbLUMHCTBE Cry4YyaeB
370 onyxosb nerkmux. B CMX obbl4yHO HaxooaT
NErkum NreoumTo3 U HesHauuTeNbHOE NoBbILEHNE
6enka. AMP n KT kak npaBuno He rnokasbiBatoT
HUKAKNX N3MEHEHUWN. Y HEKOTOPbLIX BOMNbHbIX
HaxoasaT aHTu-Hu n aHTn-Ri antutena.



HeBponornyeckune nposBrieHUSA

[NooocTpasa ceHcopHas HenponaTua - peaKumn

Pak-accoLnnpoBaHHasi PETUHONATUA napaHeonnacTUIECKUi CUHAPOM, KOTOPbII

[ereHepaunsa boTopeLenTopoB B
ceTyaTtke - peakumn
napaHeonnacTuyeckum cuHgpom. B
ocHoBHOM (90%) BcTpevaeTcs npu
MENKOKIIETOYHOM pake néerkoro. Ho
MOXET BbITb NPU MefiaHOMe 1 OpYrux
onyxonax. KnuHuyeckn onpenensatoT
JpOTOYYBCTBUTESTbHOCTb, CKOTOMBbI,
YMEHbLLUEeHWEe JnameTpa apTepmorn.
YacTo npucyTCTBYET CHUXEHME
LiBETHOIO 3peHNs, HOYHaga crnenorta,
CHWXeHne ocTpoTbl 3peHunsa. CMXK
00bl4HO B HOpMeE. B HEKOTOPbLIX
Crny4vasix HexogaT ayToaHTUTeNna K
KrieTkam CeTyaTKM.

XapakTepusyeTcsl NoTepen YyBCTBUTESNTbHOCTU B
KOHe4YHoCTsX. Haule BcTpevaetcs 6e3 paka n o0bl4HO
CBsi3aH C NepBUYHbIM cuHApoMoM CborpeHa. B
OONbLUMHCTBE Crly4daeB CEHCOpHasi HenponaTtums
npegLecTsyeT anarHody paka, B 20% - pa3sBuBaeTcs
Ha dooHe paka. B 90% crneyaes BcTpevaeTcs npu
MENKOKNEeTOYHOM pake nérkoro. XXeHLWuHbl 6oneroT
yaLwie MY>XYUH.

OCHOBHbI€ KNMHNYECKME CUMMNTOMbI - 3TO OHEMENOCTb,
nokanblBaHne, 6onu B KOHeYHOCTAX. NoTeps
YyBCTBUTESTbHOCTU NMPOrpeccupyeT gHU-Heaenu v
NOCTENEHHO BOBJIEKAET BCE YETbIPE KOHEYHOCTH,
NOTOM MOAbLIMAETCA Ha TYNOBULLE M FrONoBY. TepalTcs
CyXOXunbHble rnybokme peduriekcbl. MoTopHas
dYHKUMSA 0ObIMHO coxpaHeHa. bonbLWNHCTBO
NauMeHTOB HE MOTYT XOAUTb.



HeBponorn4yeckune nposBrneHus

NopgocTtpas moTopHas HeuponaTus

[MogocTpaa moTopHasa HenponaTtna obblYHO cBA3aHa ¢ 6ONe3HbIo
XoopKknHa n gpyrumm numgpomamn. CUHOPOM XapaKkTepusyeTtcs
NocTeneHHbIM HapacTaHNeEM MbleYHoM cnaboctn, 6e3
3HAYNTENbHOM NOTEPU YYBCTBUTENBHOCTU. CKOPOCTb HEPBHOIO
NpoBeaeHns HopManbHas. dnekTpoMmuorpadus nokasblBaeT
HapyweHune nHHepsauuu. Npu 6one3Hn XooKKMHa 4acTto
BCTpevaeTcs crneyndunyeckas MmotopHaa HenponaTtmsa - CUHOPOM
[vineHa-bappe.

CeHcomMmoTOpHas nepudepuyeckas HemponaTus

CmellaHHas MOTOpPHas U CEHCOpHada HeMnponaTna o4eHb YacTo BCTPEYAETCS Y PaKOBbIX
6onbHbIX. B 60nbLUMHCTBE CriyYaeB OHa CBA3aHa C HEMPOTOKCUYECKOM XMMUoTEpannen,
ManbHyTpUumen n MeTabonmyeckuMmmn HapyLeHUsiMmM 1 He OTHOCUTCA K
napaHeonnacTuyeckon. OnuncaHbl cry4an CeHCOMOTOPHOW HerponaTum Npu pake
nerKoro HemponaTvm XapakTepusyeTcs HapyLweHnemM YyBCTBUTENbHOCTU MO TUny
"nepyaTtok n HockoB". bynbbapHblie CTPYKTYpbl 00bIYHO MHTAKTHLI. CMX - HopmanbHas
NN C HE3HAYUTENBHO NOBbLILLEHHbLIM DENKOM.



HeBponorn4yeckune nposBreHns

MunacteHun4yeckum cuHgpom Jlambepa-UtoHa
CuHgpom Jlambepa-/IToHa xapakTepusyeTcsl HapyLLEHNEM
NpoBeAEHUSA UMMYIIbCa B HEPBHO-MbILLEYHOM COEQNHEHUMN, YTO
NpMBOaAUT K crnadbocTtn Mbiwl,. Yauwe 6onetoT xKeHwmHbl. B 60%
CIydaeB pa3BMBaAETCA MpU pake Nerkoro.

KnnHnyeckn xapakrepmayetcsa MbllLeYHOW CnaboCTbio U
ycTanocTbio. B otnnymm ot knaccudeckon myasthenia gravis, B
npouecc He BoBriedeHa bynbbapHas myckynartypa, xota 'y 30%
nmeetcsa gucdarma. OKono NonoBUHbI NALUUEHTOB UMEIKOT
HapyLleHMEe XONMHEPINYEeCKON aBTOHOMHOM CUCTEMbI (CYXOCTb BO
PTY, UMNOTEHLMA).




femaTonornyeckKkue

[Mpun onyxonsix B-numdounToB (XPOHNUYECKNI
nMM@ounTapHbIN NENKO3, MMM(POMbI) MOXKET
Camble pacrnpocTpaHEHHbIE BUAbI HabnogaTbCsl ayTOMMMYHHasa reMofiMTuyeckas
AHEMUWI Y pakoBbIX BOSIbHbIX - 3TO aHemunsa. OHa xapakTepusyeTcs NONOXNTESNbHbIM
opMounTapHast HOpPMOXpPOMHadA aHEMUA, npaMbIM aHTUIMOBYTMHOBbLIM TECTOM,

iHEeMUS BCMeACTBME MeTacTasos B PETUKYMOLMUTO30M, CHUXKEHWNEM YPOBHS]

OCTHBIW MO3I' U @HEMUA BCNEACTBUE rantorno6uHa, nosbiweHuem JIAI TKC meHee
IMIO- 11 paanoTeparnitit. 3o peKTUBHbI NPU TAKOW aHEMUN, YEM MPU OPYTrnX

OPMOXPOMHasi HopMouuTapHasi aHeMus y P KYME
OV OMYXOMSIX XapaKTEpU3yeTCs ayToMMMYHHOW npupoabl. Peakunsa Kymbca

HIDKEHIEM YPOBHSI JKene3a B KpOBY MOXET CTaHOBUTLCS OTpULLaTENIbHON Mpw

opMarbHbIM UM NOBbILLEHHbBIM nevyeHun onyxonu.

ofepXXaHneM ypoBHA peppuUTuHa, [Mpn TpombBOTMYECKON TPOMBOLMTONEHNYECKON
opMarsibHbIMM 3anacamMmm ernesa u nypnype, BPOXOEHHbIX COCYANCTbIX aHOManmsx,
U3KMM YPOBHEM 3SpUTPOMO3STUHA.. reMoNnMMTUKO-YPEMNYECKOW CUHOPOME, NPU pake
“€XE aHEMUA BbI3bIBACTCA annasnell  yenynoyHo-KULWEYHOTO TPaKTa, cepaua, NErkux,
PUTPOLINTOB, HTO BCTPEHAETCA TPW npeAcTaTenbHOM Xeneabl, NpU XUMUoTepanum
MIMOME, XDOHN4ECKOM MUETIOLMTAPHOM -\ o o G moskeT BbiTh

enkose, Opyrnx fienkosax n numdomax.
MUKpOaHrnonaTtnyeckasa remonutndeckas aHemms




nposiBNeHuns

ApUTPOLMNTO3

OPUTPOLINTO3 HaLlle BCTPEYaETCs Npu NoYe4YHOM KapunHOMe n3-3a
NOBbILLEHHOW NMPOAYKUNM 3pUTPONOITHHA. K apnTpoumTosy Takke MoryT
NpUBOAUTL KUCTLI NoYek. [pn onyxone Bunbmca n reMmaHrmomMme noyku
SPUTPOLINTO3 BCTPEYAETCHA PEAKO. QPUTPOLMTO3 TaKkKe MOXET ObITb Npu
renaTomMe, MO3XXe4KoBOoM reMmaHrnobnacrome, geoxpomaunutTomMme, onyxonax
KOpbl HAANOYEYHMKOB (TakXke 13-3a NoBbILLEHHOrO 0bpa3oBaHUS
apuUTponoaTnHa). Onyxonun Kopbl HAANOYEYHMUKOB U BbIPUNU3NPYHO3UE ONYXONU
SAMYHUKOB MOTYT BbIAENATb aHAPOreHbl, YTO NPUBOAUT K NOBbLILLEHMUIO
KOfin4ecTBa apuTpoumToB. [1encTBne apnuTtponoaTMHa MoryT ycunmeaTb
npocTarnaHguHbl, Tak YTO ONYXONU C NPoAyKUMen npocrarnaHanHoOB Takxke
MOIYT NPUBOANUTL K 3PUTPOLMTOA3Y.

Cnenyet nposoanTb AnddepeHumnanbHyo ANarHocTuKy ¢ 9puTpoLUTO30M
HeonyxorneBoro reHesa. [pn nctnHHon nonuuutemmnm (polycythemia vera)
0ObI4HO HabNAaeTCcs NOBbILLEHHOE KONIMYECTBO NIEUKOLIMTOB, TPOMOOLIMTOB U
cnneHomeranvs.



emaTonornyeckue nposiBNeHuNA

paHynouuTo3
[ paHyfiounTO3 C NOBbLILLIEHUEM
Konu4yecTtBa nemkounTos bonbLue
15x10(9)/n yacTo BCTpevaeTcd npum
bonesHn XookkuHa, nMMmdome, pake
Xenyaka, nerknx, nogxenyooydHoun
Xenesbl, MeniaHome. [paHynounTos
NpKn ONMyXonax XapakTepusyeTcs
3penbiMn HeuTpodunamm, 4To
OTNMYaET ero OT XPOHNYECKOIo
MWENoUMTapHOro fenukosa, rae
NOSIBNSAOTCA HE3PENbIE KINETKMU,
6a3odunbl, 303MHOMUNLI, CHUXAETCS
LLl® B nenkouutax, NOBbILLIAETCS
BUTaMunH B12 n cnocobHoCTb K ero
CBS13bIBaHUIO, UMEETCH
Jounnagensumnckas xpomocoma.

rpaHyﬂOLlMTOHEHMFl

[paHynounToneHNa MOXeT
NOABNATLCA B CBA3N C
XuMmoTepanuen, paguotepanmen un
npopacTaHMeM OMNyxonu B KOCTHbIN
MO3r. MexaHn3Mm ero - onyxoJsib
npoayumpyeT BellecTBa, KoTopble
YrHeTaKT rpaHysionoas. Npu
B6onesHn XomKKnuHa MoryT
BbIAENATLCA aHTUTENa NpoTmB
rPaHynoLumTOB.



[emaTonornyeckue nposiBrieHus

Jo3nHodunua n 6asocdpunus

Q03MHOGUNUA 0DObIYHO BCTpeYaeTcs npu
B6onesHn XomkkmHa. Onyxonesble KNeTKu
npoayumpyoT oakTop, KOTOPbIN CENTEKTUBHO
Bbl3blBaeT 06pasoBaHne 303MHOPUNOB.
Bbicokasi 303MHOUINA NPUBOAUT K
cumMmnToMam, NogodHbLIM NpU CUHOPOME
Jledbdpnepa, KOoTOpLIN XapaKTepnsyeTcs
y3erKOBbIMU UH(PUNLTpaTamMu B NIETKUX,
Kalunem n nnxopankoun.

Basodunma obblYHO BCTpedaeTca npu
XPOHUYECKOM MUENOreHHOM J1eNKO3€e U
penko ABNSAETCS KIMMHUYECKN 3HAYNMOMW.

TpombouuTtos

TpombounTtos HabnaaeTcs npum
bone3Hn XogxkuHa, numdomax,
HEKOTPbIX KapUMHOMAaX N Nenko3ax.
TpombounTO3 BCTpeYaeTcs npu
MHOIMX MuenonponndepaTnBHbIX
3aboneBaHusIX, BKNOYaa UCTUHHYHO
NONINLUNTEMUIO U XPOHUYECKUI
MWENOreHHbIN NENKo3, npu
BOocnanuTenbHbIX 3aboneBaHusix,
KPOBOTEYEHUSIX, HEOOCTAaTOYHOCTU
Xernesa, reMonMTUYEeCKON aHEMUM,
nocrne cnneHakTommn. MexaHusm ero -
9TO BbipaboTKa ONyXonbko
TpomMbonoaTnHa. TpomMooLnTO3 npu
OMyXosisiX O4YEHb PEAKO NPMBOAUT K
TPOMDO3aM N KPOBOTEYEHUSAM.



[emaTonorn4yeckue nposiBrieHUs

TpombouunToneHus

E€ npnunHamu y pakoBbix
O0sbHbIX 0BbLIYHO ABMSAOTCS
XumuoTepanus, nyydeBas
Tepanua, ABC-cuHgpom,
MHGUNBTPaums onyxonu B
KOCTHBbI MO3r. BcTpevaeTcs
NP XPOHNYECKOM NENKO3E,
numdcomax, bonesHu
XomkKKMHa. Y nauneHToB
MOXET NMPOSIBNATLCS
KPOBOTEYEHUSIMMU,
netexnamMmu, Nypnypoun.

Koarynonatuu u [1BC

OCHOBHbIE HapyLLeHNda B cucTeme
CBEPTbIBAHNA KPOBU Yy PaKOBbIX DOMNbHbIX -
9TO NOBbILLEHHLIN YPOBEHb PUBPUHA,
NpoayKTOB Aerpagaumm dmbpuHoreHa,
TpomboumnTos, rmnepdoumnbpmnHoreHemusa, OBC
C pnbpuHonunsom. Bcé aTo MoxeT
COMpOBOXAAaTbCS NOBbILLEHHBIM CUHTE30M
doakTOpOM CBEPTbLIBAHUS KPOBU U
TpombouuTtoB. [ABC ¢ notpebneHnem
TpoMBoUNTOB U (pakTOPOB CBEPTLIBAHUSA
KpoBu BbiBaeT peako, 06bI4HO NPU OCTPOM
NpOMMENoUMTapHOM JIENKO3e UNu
agpeHokapunHome. [IBC xapaktepusyetcd
HOpPManbHbIM NPOTPOMOBUHOBLIM BPEMEHEM,
TpombouuToneHNEN,
runopudpumHoreHemunen. Y 90% 60nbHbIX
NOBbLILLEHO KONIMYECTBO TPOMOOLMTOB.
CambIn LeHHbIN TecT ana gnarHoctukn OBC
- 9TO onpeneneHne NPoayKToB Aerpagaumn
dunbpuHa.



JHOOoKpUuHHbIE MTHC

OnyxoneBasi npoayKuus
KanbLUUTOHUHA

KanbuntoHuH npogyumnpyetcs C-

/ KrneTkamu LWNTOBMOHOW XKeresbl.
KanbunToHWH npeagoTBpallaeT

‘ | BbiMbIBaHne Ca 13 Kocten 1

o yBenuumeaeT akckpeumto Ca, HaTpus u

} m..mwm - pocdpaToB C Mo4on. BecTpeyvaetca npu

| : MeaynnapHoOu KapunHome WMTOBUOHOW

Xenesbl. [10 ero ypoBHIO MOXXHO

crnegnTb 3a TedeHnem 3aborneBaHus.

Takke KanbUNTOHUH MOXET

BbIAENATLCA NP MENKOKNETOYHOM paKe

Nerkoro, KapuuHonae, pake rpyau,

XKenyago4yHo-KMULWEeYHOro TpakTa.

T'oprank

1
\.’




JHAOOKPUHHbLIe [H

OpHum n3 NHC moxeT 6bITb TMHEKOMacTUsA, o6ycrnoBneHHasa N30bLITOYHOMN
ceKkpeuueun onyxonsamMu roHagoTPonHOro ropMmoHa. No HeKOTopbIM AaHHbIM,
rmHeKomacTusa BcTpeyaetcsa Yy 5% My>XYUH C OPOHXOreHHbIM PaKkoMm ¢
noBbilleHneM y Hux cogepxxaiua HGH m ero cppakumm B KpoBu n
onyxoreBou TkaHu. [NNapaHeonnacTuyeckasi rMHEKOMacTUA valle
ABYCTOPOHHSA, XOTSl AOCTOBEPHO CyaAUTb 06 O4HO- UNU ABYCTOPOHHEM
npouecce MOXHO NuLb Npyu mammorpaduun. NocnepHAA aBnsaeTcs
OCHOBHbIM MeToAoM Aud depeHLManbLHOM ANAarHOCTUKU TMHEKOMaCcTUM U
paka Mono4yHou xene3bl. [py HaNM4YUM rMHEKOMacTUn B Kpyr
ANarHoCTUYeCKOro noucka crieqyeT BKNoYaThb Lenbid pbsan Bpox

I NpUoBpeTeHHbIX IHAOKPUHONOrMYECKUX CUHAP
KnanHdgenTtepa, BpoXxXgeHHas runepnnasus Kopbl
HaanNoO4Ye4YHUKOB, NTMNOTUPEO3), NeKapCTBEeHHbIe M'H 1
(cnupoHonakToH, npenapaTbl HaNepPCTAHKW, aHTaro | KanbLus,
LUMKNOCNOpUH A 1 ap.), natonornio ne4yeHn, gnanus {€KOMacTUIO
HeKoTopble Apyrue 3aboneBaHus.




JHAOOKPUHHbIe NMHC

Cpean napaHeonnacTtu4ecknx aHgokpnHonaTum Hanbonee

n3secteH cnHapom KyllumHra, passmBaroLmMnca 4acto OCTPoO
BCreacteue akronndeckoun npoaykumm AKTIT onyxonsamm nerkoro,
No4XXenygovyHou, WNTOBUOHOW 1 nNpeacTaTenbHon Xenes, SU4HUKOB
N OpyrumMm 3riokadectBeHHbIMU onyxonamu. lNosbilleHHas
koHUeHTpauua AKTI BbisiBnsieTcs npubnuantensHo Y 40% B60nbHbIX
MESTKOKNETOUYHbIM pakoMm nerkoro (oat cell carcinoma). NHC KywwunHra
OTNMYaEeTCA OT KITaCCUYECKOro N XxapakTepusyeTcsa Hepeako OCTPbIM
pasBUTUEM, MEHEE YacTbIMWU rTMNepPriInkeMmen, OCTeornopo3om U
bonee 4YacTbiMKU rmnokanMeMmen n MblleqyHon cnabocTtoto. Hapsay
C nosbieHHoU npoaykunen AKTI HeKOTOpbIe ONYXOnn CEKPETUPYIOT
MeNaHOUUTOCTUMYMUPYOLLMUA FTOPMOH, YTO NPOSBNSAETCS
rmnepnurMeHTaunen Koxu.



JHAOKPUHHbIe THC

= OaHum n3 sBapmanTtoB NHC
ABNSAETCA KAPUUHOUOHbIU CUHOPOM,
BCTpevarowmincs y 2% 60nbHbIX BPOHXOreHHbIM
pakoMm. B ocHOBe KIMMHMUYEeCKUX NPOABIIEHNN
N ’) KapunHongHoro NHC nexuT npogykuma onyxonesou
TKaHbO (Nerkue, KUWeYHWK, NogpKenyaodHas
Xeresa) CepoTOHMHa, racTpuHa, rMKaroHa,
NMHCYNMHONOAO6HOro NenTnaa, Ba3oakTUBHbBIX
NHTECTUHAamNbHbIX NENTUOO0B U ApYrnx Buonornyeckn
aKTUBHbIX NPOAYKTOB. KnuHnyeckasa kapTuHa
KapLuWHONOHOIO CUHAPOMA BKIKOYAET Taxmkapauio,

MeHbLUee KINMHNYECKOE 3HaYeHnE
NMMeeT IKmornu4yeckKkas

npoodykyus MMNOTOHMIO, TPEMOP, AUCTIENCHYECKUE
aHmMuouypemu4ecKozo paccTpoiicTBa, NPUMMBLI C rMNepemMmnen nuua u weu,
20PMOHa, KOTOPbIN UAEHTNYEH YyBCTBO TPEBOrn. YKasaHHble MposABIEHNS MOryT
runodpusapHomy ALl n HabnogaTbCs B pas3fnyHbIX COYETAHUSX U B
BbisiBNAeTcA B nnasme y 1-2% N3BECTHOW CTEMNEHN ONpeaensaTca nokannsaunen
BOMbHbLIX OBCSHOKNETOUYHLIM pakoM  KapuuHouaa. JlabopatopHas Bepudmkaums

nerkoro. Bo3aMoXHO KapuMHouaa ocyLeCcTBNSETCS NccrneaoBaHnem
BO3HUKHOBEHME MMMOHATPUEMIN B ?\/AF())(:BGHH CEPOTOHNHA B KPOBU 1 ero Metabonutos B

CBS131 C MOBbILLEHHOM
PDedOoCOoOpPoLUnen BOLbl B INOYESHHDbIX

KaHarlbLax.



[loyeyHble NpoABNeHUN paKe

MMomepynspHble HapyLleHus

BonbWUHCTBO MeEMOpaHHLIX HedponaTuin ABMSOTCA MANONATUYECKMMUN, HO MHOTOA OHU
MOryT ObITb accoLMnMpPoBaHbl C PakOM, OCOBEHHO Y NOXMNbIX NIOAEN.

HedpoTnyeckn cMHOpom xapaktepusyeTca nNpoTenHypuen, rmnepTeH3nen n
MUKpocKonuyeckom rematypuen. 60% c pakom NErkoro, enyaka u TONICTON KALIKN UMEIOT
MeMBpaHo3Hyo HedponaTuto. NMpun pake NPAMON KULLKN, NOLXKENYA0YHOW Xenesbl,
SAIMYHMKA, NpeacTaTesibHOM Xenesbl, MOYEK, KOXN MOXET ObITb rnomepynoHedpuT. MNpu
NMMYHOMSTIOOPECLIEHTHOM UCCENOBaHUM BbIABNAKOT MPYHSISIPHbIE CBEYEHUS
NMMYHOTIOBYMHOB M KOMMAEMEHTA, NPU 3NTEKPOHHOM MUKPOCKOMUN - CyBannTenbnanbHble
OTNoXeHus. MNopaxeHne Knybo4koB Npu pake HECET UMMYHOKOMMIEKCHbI MEXaHU3M.

[pyrue rmomepynsipHble HapyLIeHUs BKIToYaloT MeMbpaHo-nponndepaTUBHbIN
rmomepynoHedpuT n 6onesHb MUMHUMarbHbIX U3MEHEHNIW. B BoNbLIMHCTBE Cry4yaeB
NpUYMHON B0E3HN MUHMMATSTbHbLIX U3MEHEHUI ABMSETCA 60ne3Hb XOMKKMHA, O4EeHb PeaKo
- paK nogxenyagoyHown, mesotenmoma. Mimeetcsa cBA3b MexXay akTUBHOCTBIO NIMMJOMbI U
CcTeneHbto NPOTENHYPUN. [Npr XPOHNUYECKOM NNMPOLNTAPHOM NTIENKO3E MOXKET ObITb
rMOMEpPYCKIepo3, MeMOpaHO3HO-NponndepaTUBHbIN rOMeEPYNOHEDPMUT.



[ToyeyHble NPoOoABIIEHUA PaAKa

51€ NOPAXEeHUA

[eMONUTUKO-yYpPEMUYECKUIA CUHOPOM HYacCTO
BCTpeYaeTcd nocrie xmumuorepanumu
(MuTOMUUMH C), HO MOXET ObITb U KaK
napaHeonnacTmyecknn cmHgpom. B
OCHOBHOM BCTpeyYaeTCcs Npu rmraHTCKnx
reMaHrmomax, pake npocTarhbl, XXenyaka.
Bbin onucaH BTOPUYHLIW, Nocne nypnypbl
lLleHnanHa-l eHoxa, NOYEeYHbIW BACKynuT y
naumeHTa C pakom Ferkoro, HO OH
BCTpe4vaeTcd odeHb peako. bonee yacto
BTOPUYHbIN MOYEYHbIN BACKyInT
BCTPEYaEeTCs Nnpu KprUornoodynmHemmm,
OCIOXHEHNN renaToLennionAapHOu
KapunHOMbI 1 renaTtuta C.

A Bonbwe
He xouy
PABOTATh/G

OnyxoneBas uHUNbLTpaUuA

[ToYKM OYEHDb YacTo NnopaXkarTcsa NHAUNLTPATUBHBLIMK U NPOoNNdepaTUBHbLIMU
npoueccamun. Y 40-60% B0rnbHbIX C NENKO30M MMEKTCS MHAUIBTPATLI B
noykax. HexomxknHckme nuMmomsbl Halle NopXxarT NoYKM, YeM BOMNE3Hb
XogxknHa. MimeeTtcs npovHas CBA3b MEXAY BOBMEYEHMEM B MPOLIECC NOYEK U

\.J \J1 U VI CJ \J V VIAJUJVIVIC J N V J D\ y \JV Yy \.J

NHPUNBETPATUBHOE.



