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MHNAPAHEOIIVIACTUYECKUM CHHJAPOMOM  (ITIHC) npuHATO
0003HayaTh KIMHUKO-Ta00pATOPHBIE MPOSBICHUS, OOYCIOBICHHBIE HE JOKAJIbHBIM
pPOCTOM TEPBUYHON WM METACTAaTUYECKOW OMYyXOJH, a HeCHelu(PpuIecKuMU
pEaKUsIMU CO CTOPOHBI PA3MMYHBIX OPraHOB M CHUCTEM WJIH DJKTOMUYECKOU
MPOAYKIMEH OMYXOJbI0 OMOJIOTHYECKH aKTHBHBIX BEIECTB.

Ob6mas xapakrepuctuka ITHC:

[Ipu BceM pa3HOOOpa3uM XxapakTepa U BhIPAXKEHHOCTH KIMHUKO-T1a00paTOPHBIX
[IPOSIBJICHUN, XPOHOJIOTUM BO3HUKHOBEHMSA, JAJIBHEHIIEr0 TEYCHUS HUMEHOTCS
HEKOTOpbIe o0lIue npu3Haku u 3akoHoMepHocT [THC:

- IATOI'CHCTUYCCKUC MCXaHU3MBbI,

- Pa3BUTHUEC TOJILKO ITPH 3JIOKAUYCCTBCHHLIX OITYXOJIAX;

- HGCH€L[I/I(1)I/I‘IHOCTB KJ'II/IHI/IKO-J'I3,60paTOpHBIX HpOHBHCHHﬁ;

- OTCYTCTBHUC IMapalICIIN3Mad C MCCTHBIMU CUMIITOMAaMHU OITYXOJIH,

- BO3MOXXHOCTb BO3HUKHOBEHHSI JO PAa3BUTHUS JIOKAJBHONW CHMIITOMATUKH
OITYXOJIH;

- PE3UCTCHTHOCTDH K HpOBOI[HMOﬁ TCpaIunu,

- HCYUC3HOBCHHC IIOCJIC PAAUKAJIBHOIO JICHCHHUA OIIYXOJUW W IIOBTOPHOC
IMOABJICHUC ITIOCJIC pClIMANBA.

IlaTorenes.

B natorenese pazsutusa [IHC uMeroT 3HaueHne peakliii UMMYHHON CHCTEMBI B
OTBET HAa HAJWYUE OIyXOJIEBOTO, HMMMYHOJIOTUYECKH YYKEPOJHOTO aAHTUIEHA.
NMenHO Takol MeXaHH3M MMEET MECTO MPHU Pa3BUTUH Ha (DOHE HEKOTOPHBIX OMyXOJjei
KJIMHAYECKOM  CUMITOMATHKU  JEPMAaTOMHO3UTA, PEBMATOMJHOIO  apTpHUTAa,
ayTOMMMYHHOM I'€MOJIMTUYECKON aHEMHH U IPYTUX CUCTEMHBIX NPOsiBICHUM. J[pyroit
naroreHerndyeckuii Mexanusm [IHC — »skromuueckas TPOAYKIUS OMYXOJIEBBIMU
KJIETKaMyd OMOJIOTMYECKH AaKTHUBHBIX BEIIECTB (FOPMOHBI, WHTEPIEHKHHBI U Jp.),
dopMupyromux Te WM WHBIE TposBieHus (cuHApoMm KymmHra, nuxopanka,
SPUTPOIIUTO3 U JP.).

Ocobennocteto [THC sBnsiercs TOT (pakT, 4YTO OHM BO3HUKAIOT JIUIIHL TPH
3JI0KaYECTBEHHBIX OMyXoJisix. OcTaeTcss HeSICHBIM MEXaHU3M Pa3BHUTHS TJICBPATBHOTO
BBITIOTA U acluTa y OOJBHBIX JOOPOKAYECTBEHHOM OIMYXOJIbIO SIMYHHMKA (CHHIPOM
Mbiirca).

Mox’HO TOBOPUTH O HEKOTOpoil ‘“‘mpuBsizaHHOCTH otnenbHbix [IHC k
OIMyXOJSIM  OMPENEICHHOW  JIOKIM3aluid W MOP(OJOTHYECKOTO  COCTaBa
(runeptpoduueckass OCTEOAPTPONMATHS TPU OBCAHOKJIETOUHOM paKe JIETKOro,
TUNIEPKATbIIMEMUs] IPU MUEIOMHOM OOJIE3HU, YEPHBIA aKAHTO3 MPU PaKe KeTyJaKa U
T. 1.). OnHako cTporoil cneuuPuUHOCTH KIMHUKO-TabopaTopHbix npossieHuit [THC
IIpU OMNPEAEJIEHHBIX OIyXOJIIX He cyumiectByeT. Kpome TOro, MHOTrue KIMHUKO-
nabopatopHbie Mpu3HaKku, paccmarpuBaembie B pamkax [THC, BctpewaroTcss mpu



HEOMyXOJIeBbIX  3a0oseBaHuAX  (Tumeprpoduueckas  ocreoapTponaThsi  OpH
HAarHOUTEJBHBIX 3a00J€BaHUAX JIETKHX, y3JI0Bas ApUTEMa MpPU CAPKOUAO03E U T. 1.)
WIM KAk CcaMoCTOsITelbHble 3a00ieBaHUMs M CHUHIAPOMBI  (ayTOMMMYHHAs
reMoJIMTU4ecKast aneMus, cuaapom Kymunra u ap.).

Xponosorust BoO3HUKHOBeHHs [THC mo OTHOIMIEHWIO K MOSIBIEHUIO JIOKAJBHBIX
CUMIITOMOB MEPBUYHON OMYyXOJIM MOXKET ObITh pa3nuuHod. B ognux cimyuasx [THC
MIPEIIIECTBYIOT MECTHBIM CHUMIITOMaM OIIYXOJIM, B JPYIHX — [OSBISIOTCS
OJIHOBPEMEHHO C HUMHU WU, HAaKOHEI, MOTYT BO3HHMKATh YX€ Ioclie BepupuKauuu
OImyxoJieBoro rmnpouecca. HauOonbline TPyIHOCTH BO3HUKAIOT B TE€X CHUTYyalHsX,
koraa paznuusble [THC npeamecTByrOT MECTHBIM MPOSIBJIEHUSAM OITyXOJIEBOTO POCTa
U TPAKTYIOTCS KaK CaMOCTOSATEIbHbIE 3a00J€BaHUS WM CHHJIPOMBI, CIy)Kalllue
NOBOJIOM JIJI1 HA3HAYEHMSI COOTBETCTBYIOWIETO JieueHus. Caeayer nogquepKHyTh, YTO
B OonbmmHcTBe ciyyaeB [IHC pe3ucTteHTHBI K JieYeHUIO (TIHOKOKOPTUKOUIBI,
HECTEpOUAHbIE MPOTUBOBOCHAIUTENbHbBIE Mpenaparbl, aHTUKOATYISHTBI U Jp.) H
CKJIOHHBI K PEUUIMBUPOBAHUIO (PEUUIUBUPYIOIIAS y3I0Basi 3puTeMa, MUTPUPYIOLIUE
TpoMOodedutsr). B to xe Bpems [THC MoryT ocnaGmusThest Wi BOBCE MCYE3aTh Ha
¢doHe jedeHus OMmyXoiu (XUPYpPruyeckoe yJaleHHe, XUMUOTEpanus) | MOSBISATHCS
BHOBb IIpM PELUIMUBE ONYXOJHM WIM €€ MeTacTa3upoBaHWU. BO3MOXKHO coueTaHue
Heckonbkux [IHC ¢ pa3nuyHbIMM KIMHUKO-JIA0OPAaTOPHBIMU MPOSBICHUSIMHU, YTO
YCJIOKHSET TUarHOCTUKY U CBOEBPEMEHHOE PACIIO3HABAHUE OITYXOJIH.

[TapaneoriacTuyeckue CUHIPOMBI MOTYT OBITh BCJIE/ICTBHE:
1) [IpoxyKuuu onmyXoJibio pa3IMYHbBIX BEIIECTB.
2) [lornomieHus OMmyxoiabi0 HEOOXOAUMBIX OPraHU3MY BELIECTB.

3)Pa3BuTusi TPOTHBOOMYXOJIEBOIO MMMYHHOTO OTBETAa, KOTOPBIA CTaHOBUTCS
YPE3MEPHBIM U NEPEXOJNUT B CUHIPOM.

Bubl mapaHeomnacTHYECKUX CUHIPOMOB:

- OHIJOKPHUHOIIATHHN - KOXXHBIC

- F'CMATOJOTNYCCKHUC - HCBPOJIOTHYCCKHUC
- KCIYJOYHO-KHIICYHBIC - IIpo4uc.

- IIOYCYHBIC

Cunapom >3xronnyeckoi npoagykuun AKTI

B otnuuue ot 6one3nn KymnHra (runepkopTuiin3M Mpu ajieHoMme rumnodusa)
npu cuHapome dkronuueckor npoaykuuu AKTI moBelieHO  OTHOLIEHUWE
MPEIIIECTBEHHUKOB TOPMOHOB K ypoBHIO AKTT.

OTOT CHHAPOM 4Yallle pa3BUBACTCS MPU MEJIKOKIECTOYHOM paKe JErKOro.
Cungpom Kymmumnra pasBuBaetcs y 3-7% OONBHBIX C MEIKOKJICTOYHBIM PaKOM
NErkoro. Y MHOTMX OOJIbHBIX, HECMOTpPsl Ha TO, YTO Yy HHUX U BbIAEISIETCA
MOBBIIIEHHOE KoJinuecTBO npeamecrseHHnka AKTI, cuHapom He pazBuBaercs.



Kiunuka: xapakTepHO OXHUpEHHE, THUPCYTHU3M (y JKEHIIMH OBOJIOCEHHUE IO
MYKCKOMY  THUMY, U3-3a JETHUAPOSNUAHAPOCTEPOHA), JIYHOOOpa3sHOE  JIHIIO,
MypHypHbIE CTPUM, JCMPECCUs, aMEHOpesi, TUIEePTEeH3Us, CiIaboCTh, OTEKU (M3-3a
anpaoctepoHa), caxapublii quaber (I'KC moBbImaiOT TitOKO3bl B KPOBHU TJIaBHBIM
00pa30B 3a CUET IIIIOKOHEOT€He3a B MIEYEHN ).

Bbonesns Kymunra Bcrpewaercs wamie y skeHmuH (3:1), B TO BpeMsl Kak
cuHipoM 3kTonnueckoi npoaykiuu AKTT yaiie y moxuabix My>XK4uH.

JAMarsocTuka: mepBbId WIar JUArHOCTUYECKOM MPOTPAMMBI, 3TO BBIACHEHHUE
YPOBHS TATOJIOTUM - pPa3sTpaHAYEHUE TNEPBUYHBIX HAPYLWIEHUH B  KOpPE
HAJIMTOYCUYHUKOB, aJICHOMBI TUNIO(U3a U CUHAPOMA dKkTonrueckoi mpoaykiuu AKTI .

Hcnonp3yloT ~ pa3iauyHble  JUarHOCTHUYECKHME  TeCThl -  Haubosee
pacrpoCTpaHEHHbIE U3 HHUX, 3TO ONPEAECICHUE YPOBHS KOPTH30Ja B CYTOYHOW MOYE,
HU3KO- M BBICOKOJIO3HBIN JEKCAMETA30HOBBIN TECT.

Y 370poBBIX JIOJEH HHU3KHE J03bl JeKkcaMeTa3oHa (2 Mr) TOJaBJISIOT
OPOAYKIMI0O KOpTHU30Jla, MNpu Oone3Hu KymmHra u CcUHApOME 3KTONMUYECKON
nponykuun AKTID - He wusMeHswoT. Pe3ynbraTel OLEHHMBAIOT N0 YpPOBHIO 17-
KOPTUKOCTEPOUIOB B MOYE.

Kpome Toro, ¢ moMomnipr0o MeTOJa paguoaHain3a MOKHO HENOCPEICTBEHHO
u3meputh ypoBeHb AKTIT B kpoBu. IIpu mnepBUUYHBIX HapyIIEHUSX B KOpE
HaanmoueuHukoB ypoBeHb AKTI Hu3kwuii, B To Bpems kak npu Oone3nu KymmHra u
AKTI-3aBucumom cunapome KymmHra - mnobeimieH. OOBIYHO TPU  CHHIPOME
skronuueckoit nponykuuun AKTI ypoBeHb ero B mia3me BbllIe, YeM MpU OOJIE3HU
Kymmunara, Ho 3TO He Bcerjga Tak, OCOOCHHO MPU MEMJIEHHO PACTYIIUX OIyXOJSX
(manpumep, mnpu OpoHxuambHOM KapuuHowzae). Ilo yposHio AKTIT moxHO
UCKIIIOUUTh TEPBUYHBIE HAPYIICHUS B KOPE HAJMNOYEYHUKOB W JaJbllie IOKa3aH
BBICOKO03HBIHN (OOJIBIION) TeKCaMeTa30HOBBIN TECT.

Bricokue 10361 (8 Mr) Aekcamera3zoHa MOAABIAIOT MPOAYKIIUIO KOPTH30J1a MPU
6one3nu KymuHra v He MOJaBiIsAIOT MIPU CUHAPOME dKTonudeckoi mpoaykiuu AKTT
M TEPBUYHBIX HAPYIIEHUSIX B KOpPE HAIMOYECYHUKOB. JIOKHO-TIOI0KUTEIbHBIE
pE3yNbTaThl OOJBIIOrO JIEKCAMETA30HOBOTO TECTa MOTYT OBITh MOJYYEHBI TpHU
MOBBIIIEHHOM  MeTa0olm3Me  JeKcaMmeTazoHa (mpuéM  audeHWITuaaHnTOnHa,
denobapbuTania, mNpUMUIOHA, TpU THPEOTOKcHko3e). Kpome Toro, mpm
OpOHXHMATLHOM KapIIWHOWIE MMPOTYKIIHS KOpTHU3oia cHmxkaeTcs B 40-50% ciydaes.

MeTtupanoHoOBbId TECT: METHUPANOH OJOKUPYET CHHTE3 KOopTu3ojda u3 11-
JNE€30KCUKOPTU30JIa B KOPE HAAIMOYEYHHUKOB, YTO y 3JOPOBBIX JIFOACH MNPUBOAUT K
noBeimieHnto ypoBHs AKTI. Tlpu 6onesnun Kymmnra ypoBensr AKTI moBeimaercs,
TOT/Aa KaK NMpu cuHApome skronndyeckoi npoaykunu AKTI - Her.

Nnentnuno npu KTPI-ctumynupytomem tecte, BBeaenue KTPI npu 6one3nu
Kymara nossimaer ypoBens AKTI, npu cuHapoMe 3KTONMAYECKONM NPOIYKUUU -
HET.



Kombunamus nekcamera3zoHoBbix TecToB u KTPI'-ctumynupyromero tecta
IIPUBOAUT K THATHOCTUYECKOU TOYHOCTH 98%.

Takxe MOKHO IPUMEHSIIOT APYTUe, MEHEE PACIIPOCTPAHEHHBIE TECTHI:

- B3ATHE KpPOBUM W3 HWKHEH KAMEHHCTOM BEHbBl U €€ CpaBHEHHUE C
nepudepuueckoil KpoBbI0. ITOT TECT MOXKHO MPOBOAUTH ¢ uinu 6e3 BBeneHnuss KTPI'.
OHaKO OH MHBA3UBHBIA U OYEHB JOPOTOM.

- JiuTenbHas WHQY3Us JekcameTrazoHa B TedueHue 7 yacoB (lmr/gac) -
gyBcTBUTENBHOCTH 100%, crienuduunocts 90%, nuarnoctuyeckas TOYHOCTb 98%.

- OMNpENENICHHE ChIBOPOTOYHOIO XPOMOTpPAaHMHA A, KOTOPBIN SABISETCA
MapkE€poM cuHIpoma skronnyeckor npoaykunn AKTT .

Jleuenmue.

CHHAPOM DSKTONMHMYECKOM NPOAYKIMH YacTO BCTPEYAETCS NPH OIMYyXOJIAX
nérkux. Tak 4YTO 3TO JUKTYET BBINOJHUTH PEHTIEHOJIOTHYECKOE HCCIEIOBAaHUE
nérxkux. Pennrenorpadus u KT mo3BosisstoT 0OHApYX UTh OMyXoJb JErkoro B 90%
Clly4aeB M OpOHXHMANbHBIA KapuuHouz B 36% mnpu pentreHoHpaduu u B 85% mnpu
KT. Onyxomnu, nponyuupyromue AKTT, 00bI4HO UMEIOT perenTophl K OKTPEOTUY U
MO3TOMY JIJII IMATHOCTHKU MOXET UCIOJIb30BAThCS CHMHTUTPA(US C OKTPEOTHUIOM.
Kpome Toro, mist tepanuy Takux OIYXOJIEH MOXHO MCIIOJIB30BaTh PaAMOAaKTUBHBIN
OKTPEOTHU]T WJIK COMATOCTAaTHH.

Xupypruueckoe JeueHue - MEeTO/I BbIOOpa paHHUX CTaANil OMyXOoJiel JETKUX C
cunapomoM KymmHra, 4to B NOCIEAYIOIIEM CHUMAeT CUMITOMBI. HekoTopbiM
OOJBHBIM MOXHO TIPOBECTU JABYCTOPOHHIOIO aJPEHAJIKTOMHIO C MOCIEIyIouIei
3amectutenbHor Tepanueit 'KC u muHepanokoptukouamu. IlanueHTsl ¢ TSxETON
MBIIIICYHOW CJIA00CThI0 W HEKOTPOJUPYEMOH THUIIEPTEH3UEH - KaHIWJAThl Ha 3Ty
OMEPALHIO.

[Ipu HeomepaOeNnbHBIX OIMMYXOJSAX MPUMEHSIOT WHTHOUTOPHI KOpPTHU30Ja -
MHTOTAaH, aMHUHOTJIFOTETUMU, METUPAIIOH U KETOKOHA30JI.

Mutotan - 3(QeKTUBEH B CHIKCHHH YpPOBHS KOPTH30JIa, HO OH OYCHb
TOKCUYEH U MEJIEHHO HAYNHAET JCUCTBOBATD.

AMMHOTTIOTETUMHU]] - HCTIOJIB3YETCSl B OTPAHUYCHHBIX CHUTYAIHUAX, IIOTOMY YTO
He Bcernia 3P heKTUBEH.

OOBIYHO  HCMOJB3yeTCS  METHPAIOH, OCOOCHHO B  KOMOWHAIMH  C
AMHUHOTJTIOTETUMHIOM.

IIpenapaTom BbeIOOpa sBIsEeTCS KeTokoHazonm B go3e 400-1200 wmr/mess, y
HEMHOTHX MOET OBITh TUITOAIPCHATN3M.

Taxoxe MOXKeT INMPUMCHATBCA OKTPCOTHA.



CunapoM 3xronnuyeckoi npoaykuun AJAI
Kivnauka n tuarHoctuka.

['maBHBIMM cHMITOMaMU CUHAPOMA IKTONUYECKON nmpoayKunu A/l sBisArOTCSA
BOJHAs MHTOKCUKALMs U THUIOHATPUEMUs, CHUXKCHHUE OCMOJIIPHOCTU KpPOBHY,
IIOBBIILIEHUE OCMOJIIPHOCTM MOYM BCJIEJACTBHE IIOBBIIEHHOIO COJIEpP)KAHUSA B HEU
Hatpusi. Bc€ aro Habmogaercs mpu HopmanbHoM OLIK (HeTr rumoBonemuu), npu
HOpPMaJIbHOM (QYHKIMM TIOY€K, HAAMNOYEYHUKOB W I[IUTOBUIAHOW Kene3bl. Y
OOJBIIMHCTBA MAllUEHTOB HET HUKaKUX kaynob. Eciu oHM pa3BuUBaIOTCS, TO 3TO
cBsa3aHo ¢ mHTOKCUKamued IIHC - cmabocTh, CHMDKEHHE almeTHTa, TOJIOBHAS OOJIb,
CHW)KEHHE MeHTabHOU (QyHKuuH. [Ipu mporpeccupoBaHuy MOXKET OBITh JENUPUN U
CyZOpOTH.

[Ipu o6Hapy>keHuun y 00IBHOIO0 paKOM FHIIOHATPUEMHUH HEOOXOAMMO BBISCHSTh
e€ npuuuny. llepBpIil mar AMarHocTUYecKoil mporpaMmsl - 310 onpeaenenue OLIK.
IIpu cunnpome skronnueckor npoaykumu AJIIT OLK B mpenenax Hopmbl. [lpu
CepJCYHOIN HEAOCTATOYHOCTH, HE(PPOTUUECKOM CHUHIPOME, 31I0KAUYECTBEHHOM aCLUTE
U CEpbE3HBIX 3a00JI€BaHUAX MEYEHU TUIOHATPUEMUS COUYETACTCs C THIEPBOJIEMUEH.
['unonarpuemust npu HopMmanbHOM OLIK MokeT ObITh NMpU TUMOTHPEO3e, MOYECHHON
naToJoruu, 0oJe3Hn AJITMCOHA, MPUEME HEKOTOPBIX JIEKAPCTBEHHBIX BEIIECTB.

[Ipu o6Hapyxenun runeprponykuuu A’ cnempyeT MCKaTh 3TOMY HPUUYUHY.
Oto Moxer ObITh 3a0oneBanus L[HC, nerounsie 3aboseBaHus, MpuéM HEKOTOPHIX
nexkapcTBeHHbIX BemecTB. CunapoMm skrtonuueckod mnpoaykuuu AJIIT craButcs
nyTéM HUCKIIOYEHUS Apyrux npuuuH. OpHako s JIeYEHUS BBISCHEHHE MPUYMHBI
noBeilieHHON mpoxykumu A/ He wumeer cymecTBeHHoro 3HauyeHus. Cpenu
HOBOOOpa3zoBaHuil runepnpoaykuus AJIlT BcTpeyaeTcss mpu MEIKOKJIETOYHOM pake
nérkoro (75%), HEMEIKOKJIETOYHOM pake JETKOTo, OMyXOJsIX TOJOBbI WM meu. Y
MHOTUX  Jroaed  runepnpoaykuusi  AJII'  pa3BuBaercss  1ocie  JICUEHHS
MEJIKOKJIETOYHOTO paka JErkoro. MHOTHE XUMHUOTEpPANEeBTHYECKUE IMpenapaThl
(BUHKPHCTUH, BHWHOJIACTMH, BUHOpeIOWH, udochamua,  mukiIopochamu,
[IUCIUTACTHH) MOTYT BbI3BaTh TpaH3UTOPHOE moBbIieHne A/JII .

JleueHnue.

OOBIYHO TIOCIIE XMMHOTEPAINIUK MEIKOKJIETOYHOTO paka JETKOTO MPOXOAUT U
CHUHJIPOM.

Taxke cHmwkator OILIK m wucmonp3yroT pa3nudHbie  (apMaKoJIOTHUSCKUE
cpeactra. [Ipu ypoBae Na menbiie 130 MMOJIB/TT €KETHEBHO U3 OPraHW3Ma BBIBOJIST
500 mu sxxunkoctu. Ecnu 910 Meponpustrue He noBbimaet Na Boimre 130 MMoib/i1, TO
Ha3HA4alT AeMekIonukiandH (B moze 600-1200 Mr/cyTku), KOTOPBIA SIBISETCS
AHTAarOHUCTOM Ba3zompeccuHa. Takke NPUMEHSIOT (QPYyApPOKOPTHU30H, MOYEBUHY U
nutui. B TsokEnbIX ciyvasx (KoMma, Cy0pOTrH) MOKHO MPUMEHSITh TUTIEPTOHUYECKHE
pactBOphI ¢ pypocemuaoM. OTHAKO HEIB3sI MOBBIIATE Na CIUIIKOM OBICTPO, TaK Kak
MOXET OBITh LICHTPAJIbHBIN MUETUHOJIN3 MOCTA.



I'mnokaabueMus

['mnokanepiiemMusi OOBIYHO TOSIBISETCS B pe3yJibTaTe METAacTa3oB paka
MOJIOYHOM KeJe3bl, MPeJCTaTeIbHON >Kele3bl, paka JETKOTO B KOCTH JUOO eciiu
OMyXOJIb MPOAYLIUPYET KAJBLIMTOHUH. XOTS THIOKAIbLEMUS BCTPEUACTCA Yalle, YEM
TUNIEPKANbIIMEMUs, OHA peXe NaéT CUMITOMBI. JIUIIb B TSHKENBIX clydasX ObIBAIOT
cynoporu. Mady3us kanbiys HAUUHAIOT MPU MOJOKUTEIBHBIX CUMIITOMaX XBOCTEKa
u Tpycco.

OnyxosieBasi ocTeoMaJIsIMs

OcTteomanauust y B3pOCIBIX MOXKET ObITh NMpU ManbaOCOPOLUU, MOYEYHOM
TyOyJISIPHOM alM103€, XPOHUYECKOW MOYEYHOW HemocTaTouHocTH. Onyxonesas
OCTeOMAJISIUSL  XapaKTepU3yeTcs pa3MsrdeHueM KocTed, runodocdaremuei,
runepdocdarypueii, cHmwkeHueM ypoBHs BuTamuHa JI. OObYHO BCTpedaeTcs B
Bo3pacte 30-40 ner. Y mnaumeHToB HabOmogaercss Ooib B KOCTAX, (ocdaTypus,
noyeyHas TI0K03ypus, runopocdaremMusi, HOPMOKAJIbLEMHUS, HOpMaJIbHAsT (PYHKIUS
naparropMoHa, CHibkeHue 1,25-auokcuButamMuHa JI3 W TOBBINIEHUE IIETIOYHOU
docdatazpl. IlpeanonoKUTETbHBI MEXaHU3M OCTEOMAJSIIMA - 3TO HAapyIICHHE
oOpa3zoBanus 1,25-guokcuButamuHa J| M Cekpelus OIyXOJEeBBIMH KJIETKaMHU
docharypuyeckux BemecTB. OOBIUHO BCTpedaeTcsl MpU JA0OPOKAUYECTBEHHBIX
ME3CHXUMAIbHBIX OMYXOJsAX (T€MaHTHOMBI, T€MaHTHOINEPUIIUTOMBI), peXe - TMpHU
pake IpeICcTaTeNbHOM JKelne3bl M MHUEJIOMHOW Oosie3Hu. JleyeHue - ynaneHue
OIlyXOJIM, IPUMEHEHue OonbIuX 103 BUTaMuHa /| u gpocdara.

OnyxoseBasi NPOAYKIUSI KAJbIUTOHUHA

Kamprmuronnn  mpoxymupyercss  C-KlIeTKaMH — [UTOBHIHOW  JKEJIE3Bl.
Kanprmuronus npenorspaiiaet BeiMbiBaHHe Ca U3 KOCTEH M YBEITHUNBAET YKCKPEITHIO
Ca, Hatpus u ¢ocdaroB ¢ Mouol. Berpeuaercs npu MeayIsspHON KapImHOME
IIUTOBUIHOMN kele3bl. [1o ero ypoBHIO MOXKHO CIIEIUTH 32 TCUCHHEM 3a00JICBaHMUS.
Taxke KadbIIUTOHUH MOXKET BBIJACIATHCS TPH MEIKOKIECTOYHOM pake JIErKOro,
KapIMHOUJIC, PaKe TPYIH, KEITYI0YHO-KHIIEIHOTO TPAKTA.

IIpoaykuusi roHaT0TPONMHOB

W3 roHaIOTPOTIMHOB Y YeJIOBEKA CUHTE3UPYIOTCS (DOTUTUKYIOCTUMYITUPYIOIIHIA
TOPMOH, JIOTEUHU3UPYIOLIUA TOPMOH U XOpruoHHYecKuil roHagotponud. OCI" u JIT
npoaynupytorcs runopuzom. XI'T cekpeTupyercsi TIaleHTOW U B HOPME UMeEEeTCs
TOJIKO y OepeMeHHBIX >keHIIHH. M3-3a Toro, uto ypoBenb OCI" u JII' BapsupyeT B
HOpME B WIMPOKHMX IMpenaenax, s NapaHEeOIUIACTUYECKUX CHUHJIPOMOB LEHHOCTh
npencrasinsger XI'T. OcHoBHas mpoOiiemMa TUNEPIPOAYKIIMH TOHATOTPOMUHOB - JTO
TMHEKOMAcTUsl y MYyX4MH. B Takux curyanusax onpeaenstor ypoBeHb XI'T,
THIATEILHO MCCIENYIOT SUYKH W JENal0T PEHTreHorpaduio TPYTHOW KIIETKU.
OcHoBHas npuurHa noBbimeHUss XI'T - 3TO repMUHOreHHbIE OMYXOJH SHYEK U
onyxonu JIETKMX, HO Takke XI'T MOXeT BBIACHATHCS MPU KAPLHUHOME KOPBI
HA/IMOYECYHHUKOB, TENATOME, PAKE JKEIYJOYHO-KMIIEYHOTro Tpakta. Kak m mpu Bcex
TEPMUHOTCHHBIX OIYXOJSAX, 3TU MAIUEHTHl YyBCTBUTEIbHBI K XUMUOTEPAIINH.



J{pyrue ropMOHNpPOAyLMpPYEMbIe OIyX0JIU

HerpodobnacTHble HEroHagHbIE OIYXOJUW MOTYT BBIACNIATH YEIOBEUECKHIA
IJTALEHTAPHBIN JJAKTOIEH. DTO MOKET MPOSABIATHCS MOBBILICHUEM YPOBHS 3CTPOTEHA,
XI'T u runexkomactueil. YenoBeyeckuil MIalleHTAPHBIN JAKTOreH y HeOepeMEHHBIX
YKEHILMH - 3TO MPU3HAK IapaHEOIlJIaCTUYECKOr0 CUHAPOMA.

Onyxonu NOMXKETYIOYHOU jKelie3bl, OpOHXMAJIbHBIM KapUUHOUJ MOTYT
BBIICNIATh PUJIM3UHI TOPMOH TOPMOHAa POCTa, YTO MPUBOAUT K akpoMeranuu. s
JICYCHMS MPUMEHSIOT aHAJIOT'M COMAaTOCTaTHHA.

Onyxonu 7n€rkoro, TOJCTOM KHUIIKH, TPyAH, SUYHUKOB, IICHKH MATKH,
runepHepoMa MOXKET BBIJICTATh MPOJAKTHH, YTO Y IKEHIIUH TMPOBOJAUT K
rajlaktopee.

Onyxonu snU4YKa MOTYT BBLACIATH TUPOUA-CTUMYJHPYIOIIUM TOPMOH H
IPUBOAUTE K THPEOTOKCUKO3Y.

TI'unorinkemMus

['unornukemuss OOBIYHO BCTpPEYAETCS MPU HHCYIMHOMAX, HO MOXET TaKxKe
BCTpEUaThCA MPU CapKOMax, Me30TeIMOMax. MexaHu3Mbl TUIIOTJIMKEMUHU Pa3INYHbI -
BbIJIEJIEHNE WHCYJIMHOMOA00HBIX (hakTOpoB pocTa 1 u 2, runepmMeTadoau3M IIIH0KO3bI,
MAaCCHBHOE MPOpACTaHUE OMYXOJIH B MEUEHb, BBIJIEJICHUE BEIIECTB, CTUMYIUPYIOIIHUX
BBIpa0OTKY MHCYJIMHA, TMpoiudepanns peuentopoB K HHCYIUHY M CEKpeuus
MHCYJIMHA CaMOM ONyXoJbl. JleueHne napaHeoIIacTUHYeCKOM THUIOTJIUKEMUN -
UHQY3Us TIIOKO3bI, MOJAKOXKHOE WM BHYTPUMBIIIEUYHOE BBEICHHME TIIOKAroHa WU
BBICKOUX 7103 KOPTUKOCTEPOUIOB.

I'emaTronoruyeckue nposiBjaeHusi paka
JpUTPOLUTO3

OpUTPOIIMTO3 dYallle BCTpEYaeTcsl MpH TMOYEUYHOM KapIUHOME M3-3a
MOBBIIIEHHOM MPOAYKITUU SPUTPONIOITHHA. K 3pUTpOIIMTO3y TaKKe MOTYT MPUBOIUTH
kucthl movek. [lpu omyxome BunbMca u remMaHrHoOMe TIOYKH SPHUTPOLUTO3
BCTpEYACTCS PEAKO. DPUTPOIMTO3 TAKKE MOXKET OBITh MPHU TEMaToMe, MO3KEUKOBOU
remMaHruooiacrome, (HeoxpomMaruToMe, OMyXoJsiX KOPhl HAATMIOYSUHUKOB (TaKXkKe H3-
3a TOBBIIIEHHOTO 00pPa30BaHMs APUTPONOITHUHA). OMyXonu KOpPbl HAANOYEUHUKOB U
BBIPWJIM3UPYIO3UE OMYXOJIM SIUMYHUKOB MOTYT BBIACISTh aHIPOTE€HBI, YTO IPUBOAUT K
MOBBIIIEHUIO KOJMYECTBA SPUTPOLUTOB. J[€HICTBUE S3pUTPONOITUHA MOTYT YCUINBATh
MPOCTArJlaHIMHbl, TaK YTO OMYXOJH C MPOIYKLUHMEH MPOCTArjaHIWHOB TaKKE MOTYT
MPUBOJUTH K 3PUTPOIIUTO3Y.

Cnenyer mpoBoauTh AUGGEPEHIIUATHHYIO IUATHOCTUKY C DPUTPOIIUTO30M
HeomyxoJieBoro renesa. [Ipu uctuHHONM momumutemun (polycythemia vera) oObr9HO
HAOJFOMACTCSl  TOBBIIIEHHOE  KOJUYECTBO  JICHKOIIMUTOB,  TPOMOOIIMTOB U
CIUICHOMETaNHs. DPUTPOIUTO3 MOKET OBITh MTPU FEMOTTIOOMHONATHUAX, TTOBBIIIEHHOM
coaepKaHUM KapOOKCUTEMOTIO0NHA.



OnyxoseBblid 3pUTPOLUTO3 OOBIYHO HE TPEOYET JIEUEHUs, OJTHAKO €CIIU OYEHb
BbICOKUN TreMaTokput (55% nnsg myxuuH u 50% A KEHIIMH), MPOBOJAT
baedboTomMuro.

YpoBeHb SPUTPOLIUTOB MOXKHO HCIOJIB30BaTh JJIsI KOHTPOJS 3a JIEUEHUEM
OITYXOJIH.

AHemMus

Cambie pacnpocTpaHEHHBIC BHUIBI AHEMHH Yy PaKOBBIX OOJBHBIX - 3TO
HOpMOLIUTapHasi HOPMOXPOMHAsl AHEMHUSI, AHEMUS BCIIECJICTBUE METACTA30B B KOCTHBIN
MO3T ¥ aHEMMUS BCJIEACTBUE XUMHUO- U PAIMOTEPATUU.

HopmoxpomHas HOpMouuMTapHas aHeMus IIPA OIMYXOJAX XapaKTEPU3YETCs
CHUKEHUEM YPOBHS Ke€JIe3a B KPOBH, HOPMAJIbHBIM MJIM MOBBILIEHHBIM COJIEPKaHUEM
ypoBHS (eppuUTHHA, HOPMAJbHBIMU 3alacaMHM jKeje3a U HHU3KUM YpPOBHEM
sputponodtuHa.  Cuuraercsa, uro WJ/I-1, ®OHO nopasnseroT  AeHCTBUE
PUTPONOITUHA.

Pexxe aHemust BhI3BIBACTCS arjia3ueu IPUTPOIUTOB, YTO BCTPCHACTCA IIPU
TUMOMC, XPOHHYCCKOM MUCITIOTUTAPHOM HCﬁKOSG, APYTUX JICUKO3axX U J'II/IMqJOMaX.

[Ipu onyxonsx B-numdouutoB (xpoHudyeckuid IUMEPOIUTAPHBINA JIEHKO3,
TuM(GOMBI) MOXKET HaOJII0JaThCs ayTOMMMYHHas TeMmoiuThdeckas aHemus. OHa
XapaKTepu3yeTcss  MOJOXKUTEIbHBIM  MPSMBIM  AHTUTJIOOYJIMHOBBIM  TECTOM,
PETUKYJIOIMTO30M, CHIIKEHHEM YpOBHsS ramrorinoOuHa, noseimenuem JII. ['KC
MeHee (QGEeKTUBHBI IPU TAaKOW aHEMUH, YeM MPH JIPYTUX ayTOUMMYHHOUN MPUPOJIBIL.
Peakius Kym6ca MokeT CTaHOBUTBCSI OTPULIATENLHOM MPU JICYEHUH OITYyXOJIH.

I[Ipu TpoMOOTHYECKONW TPOMOOIUTOIICHUYECKONH TypIype, BpPOXKAEHHBIX
COCYIIUCTHIX AaHOMAJIHAX, T€MOJUTHKO-YPEMUUYECKOW CHHApPOME, TIpU pake
KEITyIOYHO-KUIIIEYHOTO TpaKTa, CEepIla, JIETKUX, MPEACTATSIBHON >KENe3bl, MpHh
xuMmuotrepanun  MuToMuimHoM C  MOXeT  OBbITh ~ MUKpPOAHTHONMATHYECKas
reMoiiuTudeckas aneMus. OObIYHO COYeTaeTCs ¢ TPOMOOIUTONICHUEH. Y TaIlueHTOB
Tak)ke OOBIYHO HAOJII01aeTCS IMIMCTOIUTO3 U MHUKPOCHEPOIUTO3.

I'panysounros

['paHynonMTO3 C MOBBIIMICHUEM KOJIWYECTBA JeHKOImMTOB O0ibiie 15x10(9)/n
4acTo BCTpewaeTcss mpu Oone3nn XOKKWHA, JTuMdoMe, pake Kelyaka, JETKUX,
MOKEITYJOYHOU  KeJe3bl, MejJaHome. MexaHusaM ero - 3To 00pa3oBaHHE
OIYXOJIEBBIMU  KJIIETKAMH  KOJOHHECTHMYJIUpPYOmero (¢Gakropa TpaHYIOIHT-
makpodaros, WJI-3, WI-1 u np. I'paHynonmTo3 mpu OMyXOJsAX XapaKTePU3YETCs
3peNbIMU HEUTpO(PUIaMHU, YTO OTJIMYAET €ro OT XPOHUYECKOrO MHEIOUUTAPHOTO
JIeliko3a, T/E TOSBIAIOTCS HE3penble KICTKH, 0a30(puiIbl, 203MHO(PIIBI, CHIKACTCS
[[I® B nelikonmTax, MOBBIIACTCS BUTAaMHH B12 M CITOCOOHOCTH K €r0 CBSI3BIBAHMIO,
uMeetcs punanenbduiickas XxpoMmocoma.

I'panyjonuronenus

10



['paHynouuTONIEHU MOXKET TOABIATHCS B CBSI3M C  XHMMHUOTEpAIUEH,
pagvoTepanued M IPOPACTAaHUEM OINYXOJIM B KOCTHBIM MO3r. MexaHusm ero -
OIyXOJib MPOJIYLHUPYET BEIIECTBA, KOTOPbIE YTHETAIOT rpaHyyionods. Ilpu Oonesnu
XOMKKMHA MOTYT BBIICNIATHCA AHTUTENA IMPOTUB TPaHYJIOUUTOB. JleueHue -
NIPUMEHEHHUS KOJIOHUECTUM YJIUPYIOLIETO dakropa IPaHyJIOLUTOB,
KOJIOHUECTUMYJIUPYIOLIEro (paKkTopa rpaHyJoLUT-Makpodaros.

Jo3uHopuaus u 6azopuans

Do3uHouaus OObIMHO BCTpeuaeTcss npu Oone3Hn XoJKkuHA. OmyXxolsieBbie
KJIETKH MPOAYUUPYIOT (HaKTOp, KOTOPBIM CEJIEKTUBHO BBI3BIBAET OOpa3oBaHUE
703UHO(DUIIOB. Taxoke 703UHODIITHIO OOBSCHSIIOT BbIJICTICHUEM
KOJIOHHECTUMYJUpYIomiero ¢akropa rpanyionut-makpodaros, WII-3, WJI-5.
Bricokass »03uHODWINS TNPUBOIUT K CHUMITOMaM, MOJAOOHBIM MPU CHUHAPOME
JIEbdnepa, KOTOpHIN XapaKTepHU3yeTCS Y3€JIKOBHIMHM HHQPUIbTpaTaMU B JIETKHX,
KalJIEM U JTUXOPAIKOM.

Ba?)O(I)I/IJII/ISI OOBIYHO BCTPCUACTCA IIPHU XPOHUYICCKOM MHUCIOICHHOM JIEMKO3¢ U
PCAKO ABJIACTCA KIIMHNYCCKHU 3HAYMMOM.

TpomoounTos

TpomOornTo3 HabmromaeTcs npu 0osie3Hn XO/KKKUHA, TUM(pOMax, HEKOTPBIX
KapImHOMax ®  Jieiko3aX.  TpoMOommMro3  BCTpedaeTcs TNpPH  MHOTHUX
MuenonpoMdepaTUBHBIX 3a00JIEBaHUSAX, BKIOYAas HWCTUHHYIO TIOJUIIUTEMHIO |
XPOHHUYECKUW MHEIOTEHHBIA JIEHK03, TPH BOCHAIUTENBHBIX  3a00JICBAHUSX,
KPOBOTEUCHHUSAX, HEJOCTATOYHOCTH JKelie3a, TEeMOJHMTUYCCKOW aHEeMHH, IOCIe
CIUIEHAPKTOMHH. MeXaHU3M €ro - 3TO BBIPAOOTKA OITyXOJIBIO TPOMOOITOITHHA.
TpoMOOIMTO3 MPH OMYXOJIAX OYEHB PEIKO MPUBOJUT K TPOMOO3aM M KPOBOTCUCHHUSIM
U JICYCHHUS 0OBIYHO HE TpeOyeTcs.

TpomoOouuTOoneHust

E€ npuumnamMu y pakoBbIX OOJBHBIX OOBIYHO SIBIISIOTCS XUMHUOTEpAIIHS,
nyueBas Ttepanusi, [BC-cunapom, uHQUIbTpanus OMYXOIW B KOCTHBIA MO3T.
Berpeuaercst mpu  XpoHMYECKOM Jieiko3e, auMdomax, Oone3HH XOMKKHHA. Y
MAlMEHTOB MOXET IMPOSBILITECS KPOBOTCUEHUSAMM, IETEXUSIMHU, NOyprypou. [ns
JICYCHHSI IPUMEHSIIOT MTPETHU30JIOH W/WIIH CTUICHIKTOMUIO. TpOMOOIIUTONIEHUS TAaK)Ke
MOXXeT ObITh TIpu TpUEME TemapuHa, TUASHAHBIX JUYPETUKOB H JPYTUX
JIEKaPCTBEHHBIX BEILECTB.

Tpomoogaedur

BriepBrie cBs3p TpoMOodebura u omyxoiu Oblia 3amedeHa Tpycco W 3TOT
CUHAPOM HOCHUT €ro WM. XapaKTepeH MUTPUPYIOIHA Xapaktep TpomOodeduTa.
PeunauBupytonme TpoMO03bl ITyOOKUX BEH, YCTOMYUBOCTD K Bap(hapuHy, TPOMOO3BI
B HETUIMYHBIX MECTaX JOJKHBI YCHJIUTh MOJ03peHne Ha pak. OCOOEHHO BBICOK PUCK
MUTpUpYIOLIETo TpoMOo(deOruTa Mpu pake MOIKETyI0YHOM Kelle3bl, HO OH TaKXKe
MOXET OBITh NpPU paKe TPyIdd, SUYHUKOB, MPOCTAThl. Y PaKOBBIX OOJBHBIX
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MOBBIIICHB!  (PAKTOPBI  CBEPTHIBAHUS KPOBU. MYIIMHO3HBIE —aJe€HOKAPIIUHOMBI
OPOAYLUPYIOT CHANOBYIO KHCJIOTY, KOTOpas akTuBHpyeT (haktop X M MPUBOJIUT K
THIEPKOAryJIAIUOHHOMY COCTOSTHUIO. [Ipu omyxoneBbiX TpoMO03aX MPOUCXOANUT P
HapylUIEHUH B CUCTEME CBEPTHIBAHUS KPOBU: MOBBIILIEHUE KaTabonu3mMa (puOpruHOreHa
U TPOMOOIUTOB, CHIKeHHE MpoTenHa C, S U aHTUTPOMOUHA, MpsAMoe 00pa3oBaHUE
TpOMOUHA, TPOMOOILIMTO3.

JleueHre MOXHO HaYMHATH C TeNapuHa, XOTs 00BIYHO 3TO Oe3ycnemHo. Jlyyiie
MPUMEHSATh HU3KOMOJIEKYJISIPHbIE TeapUHBbI.

Koarynonatum u IBC

OcHOBHBIEC HapyIICHUSI B CUCTEME CBEPTHIBAHMS KPOBU Yy PAKOBBIX OOJIBHBIX -
ATO TIOBBIIICHHBI ypoBeHb (UOpUHA, NPOAYKTOB Jerpadanuu ¢GuOpUHOTEHA,
TpoMmbouuto3, runeppudbpunorenemusi, JIBC ¢ ¢ubpunomuzom. Bcé 3Tto Moxer
COMPOBOXKJATHCS TOBBIIMICHHBIM CHUHTE30M (DaKTOpOM CBEPTHIBAHUS KPOBU U
tpoM6bo1uToB. JIBC ¢ notpediaenuemM TpoMOOIIUTOB M (PaKTOPOB CBEPTHIBAHUS KPOBU
ObIBa€T penKo, OOBIYHO TMPU OCTPOM IPOMHUETOLMTAPHOM  JIEMKO3E WU
anpeHokaprmaome. JIBC  xapakTepusyercs HOPMajdbHBIM  ITPOTPOMOHMHOBBIM
BpeMeHeM, TpomoOoruToneHued, runopudpuHorenemuenn. Y 90%  OonbHBIX
MOBBINICHO KOJUUYECTBO TpoMOouuTOB. CaMblii 1IeHHBIN TecT i auarHoctuku JIBC
- 3TO OMpe/eseHrne MPOYKTOB nerpafanuu ¢ubpuHa. ['1aBHOE B BBeICHUN OOIBHBIX
c HABC - »st0 omnpeneneHue ¢GakTopoB CBEPTHIBAHUSA KPOBH M JIEUEHUE HMHU.
[Ipumensitor couetanue GakTOpoB CBEPTHIBAHUS KPOBHU, TPOMOOILUTHI C T€HApPUHOM.
MoHoTepanusi TEMapuHOM TMPOTUBOpPEUMBA U  OOBIYHO HCIIOJIB3YETCS TpHU
xponuueckom teueHun JBC. Taxke NpUMEHSIOT aHTHArperaHTbl, HMHTUOUTOPHI U
aKTUBAaTOPHl PUOpHUHONN3a, HO A(P(PEKTUBHOCTh UX HE JoKazaHa. [IpoTuBomokazana
AIICUJIOH-AMUHOKAMNPOHOBAas KucioTa. Camoe ri1aBHOE - JIEYEHUE OMYXOJIH.

Heb0akTepuanbHbId TPOMOOTHYECKMH IHIOKAPAHUT

HeGakTepuanpHbiii  TpOMOOTHYECKHH OSHAOKAPJUT MOXKET TPHBECTH K
TPOMOOTHYECKUM U T€MOpPParudeckuM OCIOKHEHUSIM U MOKeT ObITh ¢ miu 0e3 JIBC.
OH xapakTepuzyeTcsl CTEpUIBHBIMU TPOMOOIIMTAPHBIMU OCJIOXHEHUSMH Ha JIEBBIX
KJIanaHax cepiamna. TUnmMYHOe MpOSBIEHHWE B MO3T - TOSIBICHHE JIOKAIBHOW WIH
muddy3Hoit HeBposormdeckoi cumnromatuku. Juddysnas cummromathka - 3TO
KOH(DY3HsI, CyAOpord, Ae30pueHTanus. JIMarHOCTUYECKUW TecT - mepedpanbHas
aHTrorpadusi, 4TO MO3BOJSET BHISBUTH MHOKECTBEHHBIEC apTEepPUAIbHBIC OKKIIO3UU.
Y MHOrMX BBICITYIMIUBAIOTCS cepaedynbie mrymMbl. OXxoKI[' BwIABISET Beretanuu
pazmepom Oombie 2 MMm. HeGakTepuanbHBIA TPOMOOTHYECKUN SHIOKAPIAUT OOBIYHO
BCTpEYaeTCsl MpU aJCHOKApIIMHOME JETKUX, JuMdomax, jeiko3zax. Moryr ObITh
kpoBoTeueHus B koxy, [IHC, XKKT, BepxHue ApixaTeiabHblEe MyTH, YPOT€HUTAIbHBIH
TPAKT W HUKHHUE JbIXaTelabHbIe MyTH. OCHOBHOE JIEYEHUE - ITO JICUCHUE OITYXOJIH.
[Toka3aHo Ha3HaYCHUE AaHTUKOATYJISTHTOB.

}Ice.]]yIlO‘lHO-KI/IIHequIe MPOABJCHUSA PaKa
EEJIOK-TepHIOHIaﬂ IHTEPpONaTHUHA
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benok-tepsromas SHTEPONATUSA  XapaKTEPU3YETCA UYPE3MEPHON  IOTepeu
ceiBopoToyHoro Oenka B JKKT, uyto npuBoguT K runonporemHemMuu. Panpiie
CUMTAJIM, YTO TUIIONPOTEUHEMHUSI SIBJIAECTCA CJIEACTBUEM HapyILIEHUs CUHTe3a Oenka.
OpHako cefiyac A0Ka3aHO, YTO CHUHTE3 O€lKa HOPMAJbHBIM WIM Jake MOBBILIEH, a
CHID)KAETCsl IEPHUO/I MOITYKU3HHU OEJIKOB B KpOBU. Taxke ObLIO MOKa3aHo, YTO MOTEPS
Oeiika 4epe3 KHUIIEYHUK CIOCOOCTBYET THIONPOTEUHEMHUH, HE SBISACH €€
€AMHCTBEHHOU IPUYMHOM.

B nopme XXKT urpaer He3HAUUTENbHYIO POJIb B KaTabOJIM3Me CHIBOPOTOUHOTO
oenka. Tonbko okonmo 10% ansOymuHOB M rioOenuHOB TepsaeTcs uepe3 KKT.
Cunraercs, 4TO TpU OCIOK-TEPAIONMICH DSHTEPONATHH TPOUCXOAUT TOBBIIICHUE
NPOHHUIIAEMOCTH B CIIM3UCTOMN sl OeNKa W3-3a HApYIICHHUS KIETOYHOWU CTPYKTYPHI,
9pO3uii, S3B W HApYIICHHS OTTOKa JUM(BI. TeopUTHYECKHM TUMOaTHO0yMUHEMHUS
MokeT ObITh TipH JTr000M pake XKKT. Taxke Oputa onucaHa THIIOATEOKMUHEMUS TIPU
CIINe u capxome Kamommu. BoBieueHue kuiieyHWKa mpu JuMdomax (BKIrOUas
MakporiooynuaeMuro BansaeHcrpema), 6one3Hn X0 KKHHA MOXKET TaK/Ie TPUBECTH
B OEJIOK-TEPSIIOIICH SHTEPOTIATHH.

B otnuume ot nmodeuHoit nmotepu 6einka, nmoreps Oenka npu HapymeHusx JKKT
HE 3aBUCHUT OT pa3Mmepa Oenka. [Ipu Oenok-Tepsronieil SHTEPOnaTuu TEPSIFOTCS OENKU
BCEX Pa3MEpOB - albOYMHUHBI, UMMYHOTJIOOYJIUHBI, LEPYJIOMIa3MUH - B OTIUYHE OT
He(pOpPTHUECKOro cuHIpoMa. [Ipu runonpoTreMHeMun pa3IWYHbIX MPUYMH OoJiblIee
CHIDKEHUE TMPOMCXOJIUT TeX OEJIKOB, KOTOpBIE UIUTENbHO LMPKYIMPYIOT B KPOBHU
(Harpumep,  albOYMHUHBI), Ye€M  KOPOTKO-)KMBYIIMX (HampuMep, pPETHHOJI-
cBsi3bIBatOUINI Oenok). Takke MpH THIIONPOTEMHEMHHM MOXET CHMIKATBhCS XKelle3o,
MeJlb, KaJIbLUM.

Kimmanueckue Oenok-Tepsromnias SHTEpONaTHUs MPOSIBISIETCS
runonporenHemMueid. OHa MOXKET COINPOBOXKAATHCA OTEKAMH, HO OYEHb PEIKO
CBS3aHAa ¢ TOKENBIMM OTEKaMHM H aHacapkod. He cmorps Ha TOT (akr, dYTO
NPOUCXOJUT  CHIDKEHHE TIOOYIMMHOB ©  (aKTOpOB  CBEPTHIBAHUS  KPOBH,
IPUCOCANHEHUE OIIMOPTYHUCTUUECKUX HH(PEKIWH W pa3BUTHEH KoaryjaomaTuil
Ha0I01aeTCs peiKo. Y MAIMEHTOB MOXKET OBITh THApes.

Jlmarnoctuka O€JOK-TepsAroNIe dSHTeponmaTHH B OOIMEM HE CIOXKHA.
Heo0xonuMo MCKIIOYUTH JIPyrue MPUYUHBI TUTIONMPOTEMHEMUU - MaJbHYTPHUIIHS,
OonesHn medeHu. Pawbiie wuccnegoBanim motepro  Oenka ¢ kajgom. Ceifuac
MPUMEHSIOTCS  HOBBIE METOJIBl HCCJEJOBAHHMS C HCHOJIb30BaHWEeM anbdal-
aHTUTpUIICHHA, Oenka, koTtopelii He pacmieruisiercss B JKKT. CrnenosarenbHo, eciu
OHU TEPSIETCA, TO OH MOJHOCTBIO 3KCKPETUPYETCA CO CTyJOM. KimmpeHc 3Toro
MpoTeHa MCHOJIB3YeTCA JUIsi TOATBEPKICHHUS JHarHo3a OeloK-Tepsroniei
SHTEPOIIATUH.

Jleuenue 3akiroyaeTcs B J€YEHUU NepBUUHON onyxonu. [Ipu numdarudeckoi
oOCTpYyKIIMM TOKa3aHa JueTa C MallbIM cojepxkaHueM xupa. Hcnonas3yroTcs
cpeanenenoveunbie TAI, KOTOpble HE TPAHCHOPTUPYIOTCA MO JUM(aTHYECKON
cucreme. [Ipu Takom JieueHre cUMITOMBI TPOXOAsT Y 50% O0nbHBIX.
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AHOpEKCHS M KAXEKHUsl Y PAKOBBIX 00/1bHBIX

CHHIpOM  aHOPEKCHM-KaXeKCMM Yy  PakoBbIX  OONBHBIX -  CaMbld
pacnpoCTpaHEHHBIN NTAPAHEOIUIACTUYECKUNA CUHAPOM, XapaKTECPU3YIOLIUNCS IOTEpEn
anmeTuTa, TOUTHOTON 1 nmotepei Beca. Y 15% pakoBbIX OOJBHBIX OTEPS] MACCHI TEJa
oonbmie 10%. VYV mnamuentoB ¢ mortepedd Oosbmie 10% ™acchl Tena - HUBKas
BBDKMBAEMOCTh M3-3a IPUCOEAMHEHUSI MHPEKIUU U M3-3a IIOXOTI0 3a)KUBIICHUS paH.
Hekoropoe nedyeHune paka MOXKET IPUBECTU K HAPYLIEHUIO OOMEHAa BEILECTB, TAKUE
KaK MOCII€ONePallMOHHBIN HileyC, 330(parut, CTOMaTHT.

Onyxonu npoayuupyrOT BELIECTBA, KOTOPBIE MU3MEHSIOT BOCIHPUSATHE IHILH,
O0COOEHHO BKyC W 3amax, NpUBOJsA K Hejoctatky yaosinerBopenus. B IIHC
U3MEHSIETCS ypOBEHb CEpPOTOHMHA. BcCllenCTBHE HApyLIEHHUs CEKPELMH JKEIYU U
NAaHKPEATUYECKOT0 COKa MOKET OBbITh MajbAUrecTus H Maibadbcopoums. Y
NALIMEHTOB C TOLIHOTOM MOXET Pa3BUTHCS OTBpAILCHUE K MHUIIE, KOTOPOE TPYIHO
MOAIAETCSA TEPAITUU.

VY pakoBbIX 00JIBHBIX B KpOBHU MoBkImaetcs yposens UJI1, NJ16, ®HO, ramma-
uHTepdepoHa, ceporonrHa. HaznaueHrue 3TUX MUTOKHMHOB MPUBOJAUT K aHOPEKCUH H
KaXEKCHH, 3TO JIOKA3bIBAET UX 3THOJOTUUYECKYIO POJIb. DU3HOIOTHUECKHE U3MEHECHUS
IOJ BIHMSHUEM OTUX LIUTOKMHOB BEChbMAa MHOIOYMCICHHBI, 4YE€pe3 CIOXKHbIC
MEXAaHU3Mbl OHHM TPUBOIAT K IOTEPE MACCHI Tejld. Y HOPMAIBHBIX JIOACH IpHU
roJIOJaHUM CHAYaJI0 MCTOIIAIOTCSA >KUPOBBIE JEIMO, Y PAKOBBIX XK€ OOJBHBIX - U
KUPOBBIC JIETIO, U OCJIKH CKEJIETHON MYCKYJIaTypHhI.

B nedennu wucnons3yroT mnapeHTepanbHOe nuTaHue. OJHAKO BO MHOTHX
UCCJIEOBAHUAX OBLIO IMOKa3aHO, YTO MOJIHOE MapeHTEepaIbHOS MUTaHUE HE YIydIllaeT
IPOTHO3 OOJIBHBIX M3-3a MPUCOSAUHEHNS WHOEKIUU U MEXaHUUYECKUX OCIIOKHEHHUH.
ITo Bo3MOkHOCTH YenoBeka Hajno kKopMuth depe3 XKKT, uro Gosee aemieseii u 6oee
dbuznonornuneit. s onpeaeneHus 0a3aabHBIX YHEPTETHUYCCKUX 3aTPaT UCIIOIB3YIOT
dopmyny I'appuca-bernenukra. Ha onmyxonesbiii nponecc nodasmusercs emé 20-30%.
[Tpu nmpucoeauuenre HHPEKIUHU - 70OABISETCS eé OOJbIIIe.

Hcnonp3ytoT Takxke (HapMaKoJIOTHYECKHE TMpenaparbl - CTUMYJISTOPHI
anmeTuTa, KOPTHUKOCTEPOWIbI, aHAOOMUYECKUE CTEPOUIb, AaHTHICTPECCAHTHI,
aHanereTuku, aHTudMeTuku. ['KC KOpOoTKMM KypcoMm yiydllaeT anmneTuT u
HACTPOEHHWE, HO WX TPUMEHEHHE OTPAHUYEHO U3-32 MBIIIEYHOW CIIa0OCTH.
[IporecTepoHbl - METeCTPOJ W MEIPOKCUIIPOTECTEPOHA aleTaT - SBJISAIOTCA
CTUMYJIATOpaMH amnmeruTtato Haznauenue merectpona amerara (480 mr/mens) - Ha 12
HEJIeNIb - YBEJIMYMBAET MAcCy Tella B cpelHeM Ha 5,41 Kr, HO BBDKMBAEMOCTH HE
yinydmaer. [Ipu 3TomM moBbImaeTrcss puck TpomOosmOonuii. Mcmomb3yeTcs: Takke
npoHabuoin, omHako oH Oosee 3ddexkruBen mnpum aHopekcum npu CIIUe. K
HECYACThIO TEpAINHs AHOPEKCUH U KaXEKCHU Y PAKOBBIX OOJIbHBIX Maiod(P(EeKTHUBHA.

IloyeuHble MPOSABJIEHNUS paKa
I'sioMepysipHble HAPYLIEHUSI
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BonpmmHCTBO MeMOpaHHBIX He(pomaTHil SBIAIOTCS HWAMONATHYECKUMH, HO
MHOTJ]a OHU MOTYT OBITh ACCOLMHUPOBAHBI C PAKOM, OCOOEHHO y MOXKUJIIBIX Jrojei. B
OIHOM u3 wucciuenoBaHuu u3 101 4yenoBek ¢ HMIAMONATHYECKUM HEDPOTHUECKUM
cungpomom, 11% ObL1O cBsizaHO C pakoMm, 8 % W3 KOTOpPHIX - MeMOpaHO3Has
Hepponatus. Hedporuueckuit  cUHAPOM  XapakTepuU3lyeTcss  MNPOTEUHYpPUEH,
TUIIEPTEH3UEN U MUKPOCKOMMMYECKOUW reMarypueil. 60% c pakom JIETKOTO, KelyaKa U
TOJICTOM KMILKH MMEIOT MeMOpaHO3HYI0 Hedpomnatuio. Ilpu pake mpsiMoil KUIIKH,
MOKEITYJOYHON KENE3bl, IMYHUKA, MPEICTATENbHON KEJIE3bl, MOYEK, KOKU MOXKET
ObITh rioMepysioHedpuT. [Ipu UMMYHOGIIOOPECIEHTHOM HMCCIIEJOBAHUU BbISBIISIIOT
TPYHJISIDHBIE CBEUEHHS HMMMYHOIJIOOYJIMHOB U KOMIUIEMEHTA, MpHU BJIECKPOHHOU
MUKPOCKONUU - CyOdnUTENbHAIbHbIE OTNIOKEeHUs. [Topaxenue kiyOOUYKOB MpU pake
HECET NMMYHOKOMIUIEKCHBIA MEXaHU3M.

HedpoTtrueckuii CHHAPOM MPOXOAWT IOCNIE JICYCHHS omyxond. Jls
CUMIITOMATHYECKOTO JICUCHHSI TPUMEHSIOT TICTIICBBIC TIUYPETUKHU, KOTOPhIE CHUMAIOT
nepudepudeckne oTéku. TmaTeNbHO CIEAST 3a pa3BUTHEM TPOMOOIMOOIMUYECKUX
OCJIOKHEHUM, 0COOEHHO TPOMOO030M MTOYEYHOM BEHHI.

Hpyrue TJIOMEPYIISIpHBIC HapyUIeHUs BKJIIOUAIOT MeMOpaHo-
nponudepatuBHbI TIIOMEepyIoHePUT U O0Je3Hh MUHHMMAIbHBIX HM3MEHEHHU. B
OOJILIIMHCTBE CJyYaeB MPUYMHON OOJIE3HW MHUHHMAIbHBIX H3MEHEHUHN SBISIETCA
0one3Hb XOKKWMHA, OYE€Hb PEAKO - paK MOJKENTYyIOYHOM, me3oTenuoma. Mmeercs
CBSI3b MEXIY aKTUBHOCTHIO JTUM(GOMBI U CTETIEHbIO TpOoTenHypuH. [Ipu xpoHndyeckom
auM@GOIUTapHOM  JIeliKo3e  MOXXET  OBITh  TJIOMEpPYCKIEpo3, MeMOpaHO3HO-
npoiudepaTuBHBIM  TIOMepyloHeppur. B peakux ciayyasx MOXET ObITh
IPOTrPECCUPYIONINI TTIOMEPYIOHEe(PPHUT.

MuxpoBacKyJIsipHbIe OPasKeHUs

['eMONUTHKO-ypEMUYECKUN CHHAPOM YaCTO BCTPEYAETCS MOCIE XUMUOTEPAIun
(mutomunma C), HO MOXET OBITh M KakK TMapaHEOIUIaCTUYECKU CHHIApPOM. B
OCHOBHOM BCTPEYAETCSl MPU THUTAHTCKUX T'€MaHrMOMax, pake MpOCTaThl, >KEIyAKa.
beut onmcan BTopuuHbIM, nocie nyprnypsl lennditna-I'eHoxa, moyeuHslii BaCKyJIUT
y TNalMeHTa C PaKkoM JIETKOro, HO OH BCTpEYaeTcss O4YeHb pelako. bomnee wyacto
BTOPUYHBII  TOYEUHBIM  BAaCKYJIUT BCTPEYAETCA MPU  KPHUOTIOOYIMHEMHH,
OCJIOKHEHUHU TeNaToleIUII0NpHON KapunHOMBI U renatuta C.

OnyxoneBast ”HQUIBTPAITIS

[To maHHBIM BCKPBITHI MOYKH OYE€HHb YACTO MOPAKAIOTCS WHOUIHTPATHBHBIMU
n nponudepatuBabiMu TiporieccaMu. Y 40-60% OONBHBIX € JIEWKO30M HMEIOTCS
nHOUIBTPAThl B TOYKaX. HexXomKKUHCKHE TUMQPOMBI Yalle MOPKAIT MOYKH, YeM
6one3np Xo/KKknHA. MIMeeTcst mpoyHasi CBsI3b MEXKITY BOBICYCHHUEM B TIPOIECC MOYCK
u KoctHOoro wmo3ra. llpm numdbomax mopaxkeHwe Y3I0BOe, NpHU JIEHKO3E -
uHpUIbTpaTUBHOE. JleueHHe OMyXOoJMu NPUBOAUT K pPa3pelIeHUI0 W3MEHEHHH B
MOYKAX.

15



Koxublii napaHeonIacTH4ecKui CHHAPOM

C onyxonsiMu CBA3aH HIMPOKHUM CIEKTP KOXKHBIX MPOsiBICHUI. B GonbmHCTBE
CIy4aeB MX NPUYMHA OCTAETCA HESICHOU. VIMEIOTCA KOXKHBIE CUMIITOMBI, KOTOPBIE
crieuGUYHBI 1711 HEKOTOPBIX HOBOOOPa30BaHU M.

IIurmeHTHBIC HAPYIICHHUS U KEPaTo3

YépHblil akanTo3 (acanthosis nigricans) XxapakTepU3yeTcsi Cepo-KOPUYHEBBIMU
TUNIEPIUTMEHTUPOBAHHBIMY OJISIIIIKAMU, KOTOPHIE Yallle BCETO MOSBIISIIOTCS Ha IIee, B
MOAMBIIIEYHON 00JIaCTH, HA CTUOATENbHBIX MOBEPXHOCTAX KOHEUHOCTeH. Paznuyator
4 rpynnsl - 3JI0KAYECTBEHHbIN, HACIEACTBEHHBIN, SHAOKPUHHBIN U WIUOTIATUYECKUH.
3nokadecTBeHHas (hopMa XapaKTEPU3yeTcsl OBICTPHIM MPOrPECCUPOBAHUEM, CUIIBHBIM
3ynoM. BeTpedaeTcst ¢ oIMHKaBOM 4aCTOTOM y MYKYHMH U JKCHIIUH U OOBIYHO CBSI3aH
¢ agenokapuuHomoirt XXKT, pakom xenyaka, n€rkux, sudHuka. [latorenes ocraércs
HEU3BECTHBIM.

[lanemapHoe pyOueBanue (tripe palms) - xapakTepusyeTcss yTONIIEHHEM
JaJI0HEH, BEJIbBETOBOM MOBEPXHOCTHIO U TUNIepIUTMeHTanueil. OObIYHON coueTaeTcs
¢ 4YEPHBIM aKAHTO30M U BCTPEUACTCS MPH pake JETKOTO U KEeTy IKa.

MenaHo3 - BbI3BIBAETCA AHOPMAJIbHBIM  OTJIOXKCHHEM MeEJaHWHA W
xapakrepusyercss aAud@y3Hor runepnurmeHtanuei. OOBIYHO JIOKAIM3YETCS Ha
OTKPBITBIX YacTAX Tesa. ['MCTonoruyecku OOHApYKMBAIOT TpaHyjbl MeJaHWHA B
MEJaHOLUTaX M JepMe. MellaHo3 MOXKET OBIThb IMPHU OIYXOJSAX, CEKPETUPYEMBIX
AKTT'. Ouenb moxox Ha TEMOXPOMATO3.

Cumntom Jlesepa-Tpemara - xapakTepu3yeTcs TOSBICHHEM CeOOpEeHHOTOo
kepaTo3a. OCHOBHasI MpPUYMHA - ATO pak kemynaka. Takxke MOXKET ObITh NMPHU pake
rpyau, Ipu JuMdomax.

AxpokepaTro3 WIM CHUMNTOM ba3zekca - XapaKTepHu3yeTcsi CHUMMETPUYHBIM
ncopruato)OpMHBIM aKpajJbHBIM THIIEPKEPaTo30M. Bcerpedaercs mpu denryidyaTo-
KJICTOYHOM paKe MUIICBOJIA, IIeW U TOJNIOBHL. [IprunHa - MPOAYKIHIO MEPEKPECTHRIX
Al' x omyxomu u Oa3zampHOM MeMmOpaHe, cuHTe3 (akTOpoB pocTa (Hampumep,
WHCYJMHOITOM00HBIN (akTop pocTa-1).

bonesnu Ilemkera xapaKTepuU3yeTCs SPUTEMATO3HBIM KEpPAaTO30M BOKPYT
apeoJibl, COCKa M CBS3aH C pakoM TIpyau. DKcTpamamMmapHas Oose3nb Ilemxera
XapaKTePU3YyeTCsl IPUTEMATO3HBIM SKCCYAATUBHBIM JIEPMATUTOM M JIOKAJIU3YETCS B
o0lacTM  MPOMEKHOCTH, TeHuTanuid. [ucromormyeckm  Oone3np  Ilemxera
XapaKkTepHU3yeTCss KPYIMHBIMU OJICAHBIMU KJIETKAaMU B SMHUACPMHUCE U TIIOC-TKaHbI0. B
50% cnyuaeB »3KcTpamMammapHas Oone3Hbp Ilemkera cBs3aHa ¢ KaKUM-JTHOO
HOBOBOOpA30BaHHEM.

HeitTtpodpunbHblil 1epMaTo3

Cunapom CuTa  XapakKTepu3yeTcs JIUXOPAAKOH, HeUTpopuiaued u
TOSIBJICHUEM JPUTEMATO3HBIX OOJ3HEHHBIX OJSDKEK, OOBIYHO Ha IIIee, BEPXHUX

KOHEYHOCTSX, JULE. Mopdonornyecku B HUX OOHApYKUBAIOT
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mupdepenurpoBanuble  HeUTpoduiabl.  OOBIMHO  BCTEYAaeTCd MPU  OCTPOM
MUEN00JIACTHOM JIEMKO3€. DTHOJIOTUS - MPEANOIaraeTcsi TMIepYyBCTBUTEIBLHOCTb.
Jlns nedenus ucnons3yroT I'KC.

JpUTeMbl

CnupaneBuaHas 3puTeMa - BBIMISAUT Kak IepeBO Ha cnuie. Berpedaercs npu
onmyxoJsix JErkux, rpyau, KKT.

[Ipu riroKkaroHomMe BCTpedYaeTcs HEKPOTUZUPYIOIIAsi MUTPHUPYIOLLAst SpUTeMa.

CMelIaHHbIe TOPAXKEHUSA

[IproOpeTEHHBI HMXTHO3 XapaKTEpU3yeTCsl TEeHEepPaTM30BaHHOW CYXOCThIO,
TUIIEpKEpaTo30M JIafoHel U nmojaomB. OOBIYHO CBsi3aH C 00JIe3HBIO XOJKKHHA, HO
MOXET ObITh TNpu  JuUM(POMax, MHOXKECTBEHHOH MHEIOME U  JAPYTHUX
HOBOOOpa3oBaHUsAX. MIXTHO3 MPOXOAUT MOCIIE BhIJICUMBAHUS pPaKa.

JlepMaTOMUO3UT  XapaKTepHU3yeTCs DJPUTEMOW WIIM  TEJICAHTUIKTA3HSIMU
najabIeB, BEPXHEHW YacTH TPYAHOUN KIETKH, IEpHOpOUTaIbHON obactu. YacTtoTa paka
y OOJBHBIX C JepMaToMHO3UTOM BapeupyeT ot 10 go 50%, yBenuumBasch ¢
BO3PaCTOM.

[NaxunepMoneprocTo3 XapakTepu3yeTcsi YTONIIEHUEM KOXH, Iy0, yIieH, Bek,
MaKpOTJIOCCHEH, TMOBBIIIEHHBIM MOTOOTAENeHneM. [lpuunHa »TOro CcHUHIpPOMA
HEU3BECTHA, OJHAKO OH YacTO BCTpEYaeTCsl IpU OPOHXOTEHHOM KapIUHOUJIE.

['uniepTprx03 XapakTepU3yeTCs NOSBICHUEM JUIMHHBIM JKECTKUX BOJIOC B
ymax, Ha JI0y, BO3MOXXHBI MO BCeMY Telly. BcTpedaercs mpu omyxonsx JETKHUX,
TOJICTOM KUIIIKH, MOYEBOI'O MMy3bIPS U APYTHUX.

ITpu Gone3nn XomKKuHA, KOKHON T-KIETOYHOM KapIIMHOME MOXET OBITh 3Y/I.
CHIIBHBIN 3y]1 B HO3JIPSAX MOYKET OBITH y IMAI[UCHTOB C OIyXOJISIMU MO3Ta.

OTnoxeHre aMuIouaa, YTO MPOSBISIETCS MAaKPOTJIOCCUEN, MOBEPXHOCTHBIMU
KEITOBATHIMU WJM  PO30BBIMH  KHUPOBBIMM  y3€JIKaMH, MOILYT OBITb IpHU
MHO>XECTBEHHOM MHEIIOME, MaKpOorjaoOynnHeMun BanbaeHcTpeMa.

I'epriec-30cTep - Be3ukyn€3HOE MOpakeHUe 1Mo Xoay aepmarom. HaGmrogaercs
IIPU UMMYHOCYIIPECCUBHBIX ONyXO0JsX (0one3Hn X0oMKKrHA, TuM@omax, JeHKo3ax).

Bpoxaénnbie 3a00/1eBaHUsA

bonesns Koynmena (Cowden's disease) xapakTtepusyeTcs MHOKECTBEHHBIMH
ramapromamMu. Hacnenyercss mo ayToCOMHO-AOMHUHAHTHOMY THUIY. S3bIK BBITISIUT
kak "OymepkHas ~MoctoBas'. HaOmiomaercs mambMO-TUTAHTApHBIM — KEpaTo3.
[laTorHOMUYHBI MHOKECTBEHHBIE JMIEBbIC TPUXWIEMMOMBI. Yamie BcTpedaeTcs y
YKCHILIMH. Y TaKUX JIIOJICH NOBBIIIECH PUCK PaKa rPyJIH U IMIUTOBUIHOM KEJE3BL.
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Cunnpom I'apnenepa (Gardener's syndrome) - Hacimegyercs MO ayTOCOMHO-
JOMHHAHTHOMY Tuny. YacTo nmepexoaut B pak. CHHIPOM BKJIIOYAET MHOKECTBEHHbBIE
OCTeOMBbI,  (PUOPOMBI,  JUMOMBI, JACCMOUAHBIE  OMYyXOJH, (PUOPOCAPKOMBI,
AIUAEPMOUTHBIE KUCThI, T€HOMHOMBI. XapaKTEPHbIM MPU3HAKOM SBIISIETCS MOJIUIO3
TOJICTOM KUIIKH U TPSIMOU KUIIKU. Y MOJOBUHBI 00JIbHBIX TIOcie 30 JIeT pa3BUBaeTCs
paK TOJCTOM KHUIIKH. EcCauM He Je4uTh, TO MALMEHTHl TOXKHUBAIOT 10 50 ner.
PekomeniyeTcst ToTanbHas KOJOHIKTOMMUS JJI MPEAYNPExKACHUS Pa3BUTHS paka.

Cunapom Iletu-Erepca (Peutz-Jeghers syndrome) - Haciaemyercs 10
ayTOCOMHO-JJOMUHAHTHOMY THIly. XapaKTepU3yeTCs TraMapTOMHBIMU IOJIUIaMHU
KKT, nurmenranuen nuia, rydo, cim3ucTor o0oyiouku pTa. Puck paszBuTus paka
cocraBisger 2-3%. W3 mnonumnoB MoryT oOpa3oBbIBaTbCA KapIUHOMBL Pax
pa3BHUBaeTCs B 00Jiee MOJIObIE TOJIBI.

HaHBMapHBIﬁ u HHaHTapHBIfI KEPATO3 - HACICAYCTCA ayTOCOMHO-AOMUHAHTHO
M CBA3aH C paBBHTHCﬁ KapIIUHOMBI ITMIICBOA.

Hetipodubpomaroz  (6onesnr  PexnuHrxaysena) - — xapakTepu3yeTcs
HelipopuOpomamu u nsatHamu "kode c¢ mosokom". HacnemyeTcss mo ayTocOMHO-
JOMUHAHTHOMY THITY. Y TaKuX OOJIbHBIX HHOT/A pa3BUBAETCs (DEOXpOMAIIUTOMA.

HeBposnornueckue nposiBjieHusi paka

Teoputuuecku mOA HEBPOJOTHYECKUM MMAPAHEOIUIACTUYECKUM CHHIPOMOM
noHumaroT Jo0sie HapyieHus: [IHC, He cBsizaHHbBIE ¢ TpOpacTaHUEM B HEE OMYXOJIH
wi ¢ metactazamMud. Ho oObruHO moj HUM moHuMaroT JioObie Hapymenus [THC.
HeBponornueckuii  mapaHeoIIaCTUYECKUA  CHHIPOM  MOApA3ACNAeTCS 10
aHATOMHYECKOMY TIPUHITUITY.

Yacrtora. HepBHO-MbIllIEUHbIE HAapylICHUs! (B OCHOBHOM B BHJI€ MHOMNATHH U
nepudepuueckod  HeMpomaTWM) BCTPEYAETCS  JIOBOJIBHO  4YacTo, B  JIETKHX
IPOSIBJICHUSAX TIOUYTH y BceX OoybHBIX. [lapaHeormacTUYeCKHii HEBPOJOTHYCCKUN
CUHPOM BCTpeUYaeTcs O4eHb peqko, y 1% pakoBbIX OOJIbHBIX.

[Tatorenes. I[lpuunHa M DATOreHEe3 MHOTMX HEBPOJIOTHMYECKHX MPOSBICHUN
paka Heu3BecTHa. Pa3nuuHble CUMITOMBI OOBSICHSIOTSIC PA3TUYHBIMU MEXaHU3MAMH.
B 1888 romy OmnneHreiiM MNpeanosiokKuia, YTO ONYXOIHM MOTYT BBIIETATH
HelipoTokcuueckue BemiectBa. (Celyac HE UW3BECTHO MapaHEOIUIACTUYECKOIO
CUHJpOMa C 3TUM MexaHu3MoM. HepBHas cuctemMa MOKET BTOPUYHO MOpaKaThCs U3-
3a BbIJIENsAEMBIX onmyxoibio ropoMHOB (AKTI, maparropmon) u nutokuHoB (PHO u
ni.

[TapaneonnacTrueckuii CUHJIPOM MOET OBITH BCJICJICTBUE
ONIIOPTYHUCTHYECKOU UH(]EeKIHH. [Iporpeccupytomuii. ~ MynbTU(OKAIBHBIH
sHIE(DaTUT B paMKax MapaHEOIIaCTUIECKOTO CHHIpoMa Bei3biBaeTcs JC-Bupycom. Y
12,5% mnanueHTOB B MapaHEOIUIACTUYECKUM HEBPOJIOTHYECKUM  CHUHAPOMOM
(BKJIFOUAsi MApaHEOIUIaCTUYECKYIO JIETEHEpalMi0 MO3KeYKa U JUMOUYECKUU
sunedanut) onpenensoT 14-3-3 mporemn B CMIK, mosBiasemblii mpu OOJIe3HU
Kperudenpaa-Akoda (Creutzfeldt-Jakob disease). Ceituac nmoka He sICHO, KaKytO pOJib
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urpaetr nporeud 14-3-3 B pa3BUTHUM MAPAHEOIUIACTHYECKOTO CHUHAPOMA U BEAYTCA
UCCIIEIOBAHMUS.

JIpyroil BO3MOXXHBIE MEXaHWU3M - 3TO MOTJIOIICHHE OMYXOJEBbIMU KJIETKAMHU
OMOXMMHMYECKHMX  BellecTB. Hampumep, nmnpu  OOJNBIIMX  METACTATUYECKUX
KapIIMHOUJIHBIX OIyXOJIAX pa3BHUBAETCA HHIE]anonaTus BCIEICTBUE IMOTJIOMIECHUS
omyxoyibto Tpunrodpana u HuanuHa. OpHAKo OOJIbIIE HEU3BECTHO OITYXOJICH,
KOTOpbI€ Obl MPUBOAWIM K ITOMY CHHAPOMY 4Yepe3 ITOT MexaHusM. K Tomy ke
HETOHATHO, KaK OMYyXOJIM MaJICHbKHUX Pa3MEpPOB MOTYT MOTJIOTUThH MHOTO BEIIECTB,
JI0 TaKOM CTENEeHU, YTOObI pa3BWIIACh UX HEAOCTATOYHOCTb.

MHOro cMHIpPOMOB BO3HUKaeT no T-kineTtouHomy MexaHusMmy. MccienoBanue
[MHC nauueHToB ¢ MapaHeoIIaCTUHYECKUM CUHIPOMOM IOKa3bIBA€T MHTEHCUBHOCTD
BOCIAJIUTEIBHOTO uH(pUIBTpaTa (BKITIOUAs T-xknetkn). BoapmmHCTBO
HEBPOJIOTMYECKUX  MApaHEOIUIaCTUYECKMX  CHHAPOMOM  pa3BHUBAETCA IO
ayTOUMMYHHOMY MéexaHu3My. HekoTopsle OIyXoau MNpPOAYUHPYIO AHTUICHBI,
KOTOpbIE B HOpME mpoxyuupyrorcs toiapko B [IHC. IMMyHHas cucrema pearupyer
HAa DJTH AaHTUTE€Hbl W TOpaXkaeT HEpBHYIO cucTeMy. llomocTpas Mo3KedukoBas
JereHepanus, ONTHYECKU HEBPUT, ONCOKJIOHYC-MUOKIIOHYC, IOJOCTpasi CEHCOpPHas
HelpomnaTusi, MHMACTeHHMs TpaBHUC, MHACTeHHYecKHil cuHapoM JlamGepa-HTona
CBsI3aHbl C MPOJYKIMEH ayToaHTUTeN. Xopomo onucad cuHapom Jlambepa-Urtona,
KOTJa IPU MHUEJIOKJIETOYHOM pake JIETKOI0 BbIpabaThIBAIOTCA ayTOAHTUTENA MPOTUB
NOTEHIIMAJ-3aBUCUMBIX KAJIBIIUEBBIX KAHAJIOB.

I[I/IaFHOCTI/IKa. HOCKOHLKy B OOJBIIMHCTBE ClIy4dacB HGBpOJIOFI/I‘IGCKI/Iﬁ
HapaHGOHHaCTI/I‘IGCKI/Iﬁ CUHAPOM pPa3BHUBACTCA OO TOr'o, KOraa CTAaHOBHUTCA H3BCCTHO,
aTo y 00JILHOTO PaK, IMAarHOCTHUKA OYCHb TPy IHA. MoeT OBITh ABa BapHuaHTa:

1). U3BecTHO, 9TO y YeOBEKa MMEETCS pakK, W TOTJA BOIPOC COCTOHT B TOM,
SBIISICTCS JIM  HEBPOJIOTHUECKHWE CHUMIITOMBI  IPOSBICHUEM MeTacTaza WIH
oTnanéHHBIMK 3P dheTKaMU OMyXOJIH.

2). He u3BecTHO, 4yTO y OOJBHOTO paK W HAJ0 peniaTh BOMPOC, 3TO CBSI3aHO C
PaKOM WJIU HET.

B nepBoM ciydae B OONBIIMHCTBE CIydaeB HEBPOJOTUUYECKAs] CHMIITOMATHKA
oOyCJIOBJIEHA METAaCTaTHYEeCKUM TMOpakeHneM. HeBpoiornueckue CUMITOMBI,
KOTOpbIE MOTYT BbI3BaTh TPYJHOCTH NPU MOCTAHOBKE AUArHo3a, 3TO JEMEHIIMS,
TUCHYHKITASA MO3XKEYKA, CIA0OCTh KOHEYHOCTEH. [[eMeHIus - oauH W3 XOpPOIIo
OMHUCaHHBIX OTHANEHHBIX 3 dekToB paka Ha HC. OmHako, MOX0XHE CHUMITOMBI
MOTYT OBITh y MallMEHTOB C MHOKECTBEHHBIMM METACTa3aMU TOJIOBHOI'O MO3ra,
JENITOMEHUHI€aJIbHBIM ~ TIOPAKEHUEM, IMPU HEUPOJEreHEPaTUBHBIX HAPYIICHUSIX
(Oom3enp AnpireiiMepa), y TOXHIBIX MAIUEHTOB C HU3KUMH PE3epBaMU MO3Ta U
CUCTEMHBIMH HapyIICHUSAMH MeTa0oim3Ma. MeTacTtassl TOJOBHOTO MO3ra OOBIYHO
3ametHbl Ha SAMP u KT. Ilpu Oone3nu Anbureiimepa - ruapouedanus Ha
HelipocHuMkax u HapymieHuss B CMOXK. V nauuentoB ¢ nuMmdomamMu cieayer
yuutbiBaTh uHPekmuu [MHC, Takue kak TOKOCIIa3M03, TPUOKOBBIM MEHWHTHT,
MPOTPECCUPYIONIYIO MYIbTU(OKATHHYIO JICHKOIHIIE(ATOMATHIO.
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[Ipu MO3xkeuKkoBON OUCHYHKLIMM CHEpBa CleAyeT MOAyMaTb O MeTacTase, a
noToM 00 oOTHanéHHbIX 3(deKTax OomyXoyuHu. XapakTepu3yeTcs OuiaTepalbHbIM
HapyUICeHUEM  BBINOJHEHUS  KOJEHHO-TIITOYHOM W Naible-HOCOBOM  Mpoo,
nuzaptpuei.  Hucrarma  oObiuHO  Her.  Takke — XapakTepHa  JEMEHLUS.
MeractaTnueckoe NOpaKCHUE MO3KEYKA XApAKTEPU3YETCsl HApYLICHUEM IOXOIKHU.
Peur u BepxHue KoHeyHOCcTH B HopMe. [losiBisieTcs OJNHOCTOPOHHSSL aTakcus 0e3
Tsoxénoi auzaptpun (remucdepanbioe nopaxkenue). MPT u KT yTouHsI0T quartos.

bonpiine TpyaHOCTHM B JUArHOCTUKE HMMEIOTCS y OOJBHBIX CO ClIabOCThIO
KOHEYHOCTEH, OTCyTCTBUEM pediekcoB, c/0e3 nuchynkumet MII u kumedHuka.
Bpau MoxeT momo3peBaTh NMapaHEOIUIACTUYECKYI0 NEpU(EepUUecKyr0 HEMpomaTuto,
HO Oojee BeposiTHEM - 9STO BOBIEYeHHWE B mpouecc cauda equina

JIENTOMEHUHTEAILHOU OITYXOJIBHO. I[I/I&I“HOS YCTAHABJINUBACTCA TI0 HCCIICAOBAHUIO
CMXK, KT u SIMP.

MHorue HEBPOJOTHMYECKHE NAapaHEOIUIaCTUYECKHE CHHAPOM - TakKue Kak
CEHCOMOTOpHasi mnepudepuyeckas HelpomnaTusi, IAEMEHIUs, OCTpas IonepeyHas
MUEJONATUsl - CIy4aloTCsl TOYTH C TaKOW >K€ 4YacTOTOM, 4YTO U B OOBIYHOM
nomyisiuu. M OOBIYHO TOMCKM OMyXOJM Y TakuX OOJBHBIX OKa3bIBAIOTCS
HEIJIOA0TBOPHbIMU. OJJTHaKO HEKOTOPHIE HEBPOJOTHMUYECKUE CUMITOMBI BCTPEUAOTCS
C O4YEeHb OOJIBLION YaCTOTON Y paKOBBIX OOJIBHBIX. DTO IEPMATOMHO3HUT B CPEIHEM U
IIO’KWJIOM BO3pacTe, MOAOCTpas MO3KEYKOBAs JereHepaunus, I10J0CTpast CEHCOpHas
HeuponaTus, IOAOCTpas MOTOpHAas HeHpomaTusa. Y TaKuUX IALHUEHTOB CIENyeT
TIIATEIILHO UCKATh OIYXOJIb.

Jleuenue.

JledeHre HEBPOJOTUYECKHX MApaHEOIIACTHYECKUX CHHIPOMOM B OCHOBHOM
HeadpexkTnBHO. VcKirodueHue uib cocTaBiser cuHapoM JlambGepa-HrTona (mpwu
koTopoM 3¢dexTuBeH Iasmadepes U 3,4-TMAMUHONUPHUANH) U OICOKJIOHYC-
MHUOKJIOHYC, KoTopbie xopomo noamaércs tepanuu ['KC. Mmerorcs 3asBineHust 06
YCIICIIHOM TPUMEHEHUU TMpOoTenHa A MMMyHoajcopOiuu. Takke NMpu CHUHIPOME
Jlambepa-HToHa 1 ONICOKIOHYC-MUOKIOHYC () PEKTUBHO JICUEHNE OMYXOJIH.

OcHoBHasi mpuynHa HEIQPEKTUBHOCTH JIEYCHHUS - O3TO OBICTPOE HAYAIO
CUHAPOMAa MU OOBIYHO K TOMY BpPEMEHM, KaK TIOCTaBST JHArHO3, ITPOUCXOJST
HeoOpaTuMblie n3MeHeHusl. IMMyHOCYyTIpecCUBHAs Tepamnus y TaKUX OOJBHBIX MOXKET
MIPUBOJIUTD K OMYXOJEBOMY POCTY U YBEJIMUYNUBAET CMEPTHOCT.

IHuedasoMueuT

OuneamomuenuT  MOPQOJOTUUECKH  XAPAKTEPHU3YETCS]  BOCMATUTEIHHOU
peaknuel, TMepuBacKyIsIpHOM JuM@onuTapHO WHOUIBTpAIMEH, HAKOTUICHHEM
mumporuToB B Mosre. llposiBneHus MOryT OBITh CaMbIMH Pa3IUYHBIMU B
3aBUCUMOCTH OT JIOKaJW3alUuu nmopaxxeHus. Hampumep, npu BOBIEUYEHUH B MPOLIECC
CIIMHHOT'O MO3Ta MOET OBbITh MONEPEYHBbI MUEIUT UM MOTOpPHAs HEeWpomaTusi, Ipu
nopaxennn cumnarnueckod HC - oprocratmueckas runeprensusa. Ocraércs
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HEHU3BECTHO, IIOYEMY Yy pa3HBIX JIIOAEH NopaxkaroTcs pasnuusble otaensl [[HC.
JledyeHus He pa3pabOTaHO M HAPYIICHUS MPUBOJAT K TXKEIOM caboCTu.

Mo3s:xkeukoBasi JereHepanus

Kimmandeckn XapakTepu3yeTcs MO3KE€YKOBBIMM CHMITOMAaMU - aTaKCHUEH,
au3apTpuen, nucdarvueid M MAaTOrEHETUYECKH - MopakeHueM KieTok IlypkuHbe
MO3€EKUKA. Jt1o0 CaMblii pacupoCTpaHEHHBIN HEBPOJIOTMYECKUN
napaHeoriactTudeckuii cuajipom. OH BeTpeuaercs y 1% pakoBbix 00JbHBIX. OOBIYHO
BO3HUKAET MpPU MEJKOKIETOYHOM pake JErKoro, pake sSU4HHKa, JuMpomMax
(0COOEHHO XOJKKUHCKHUX), PaKe TPYAH.

B OonbuimHCTBE CciydaeB HEBPOJOTHMYECKash CHMIITOMATHKA MPEIIIECTBYET
OOHapy»XEHHIO OIyXOJIM B TeUeHUE MecsAleB W JieT. Hagamo oObIYHO peskoe, C
CUMMETPUYHOW aTaKCUEW PYK M HOT, MPOrPECCUPYIONIEE OT HECKOJIBKUX HEAENb 0
HECKOJIbKUX MecsieB. OOBIUHO MMEEeTCS AW3apTpUsi ¢ HWHOTJA HUCTarMm.
Cepono3uTuBHBIE MalMEHTHl "mporpeccupyroT' ObicTpee. OOBIYHO XapaKTepHa
nérkast win cpeanss neMmennus. MPT u KT He onpenenstoT kKakux-1u60 HapyIIeHUH,
JUITh Ha TOCJIEIHUX CTaausax - JErkyr arpoduio mozxkedka. CMIK moxer ObITH
HOpMaJIbHa, HO OOBIYHO B HEM OOHAPYKHMBAIOT IJICOIIMTO3 U MOBBIIICHHBIN Oenok. B
CMX yacto nossimaetrcsa Ig G 1 IpUCyTCTBYIOT OJMTOKJIOHAJIBHBIE BEIIIECTBA.

C MO3:XKE4YKOBOM JereHepanueil CBsI3aHO HECKOJBKO ayToaHTUTed. Tutp ux
Beiie B CMJK, uem B kpoBH, 4TO ykasbiBeT Ha ux npoaykiuio B [IHC. HauGonee
4acTO HaXOJST ayTOAHTUTENA aHTU-Y O (IIOJUKIIOHAJbHbIE aHTUTEeNa kinacca Ig G k
kiaetkaM [lypkunbe). OOBIYHO HMX HAXOASAT y KEHIMH C COIYTCTBYIOLIUM DPAaKOM
Ipyau, SINYHUKA, )KEHCKHUX MTOJOBBIX OPTaHOB.

JIlpyrue manueHTbl HE MMEIOT ayTOAHTUTENa aHTH-YO, HO MMEIOT JIpYrue -
aHTHHEHpOHAJIbHBIC HYyKJICapHble ayroaHTuTeda Tuna 1 (antu-Hu) u antu-Ri
anTuTena. AuTu-Hu Takke CBsi3aHO C MapaHEOIUIACTUYECKUM JHIIE(PATOMUETUTOM U
ceHcopHoi Heipornatueit. [Ipu 6one3nn XoHKKMHA U HEKOTOPBIX APYTUX OIMyXOJISIX
HUKAKUX CIIeIU(PUUISCKUX aHTUTET HE OOHAPYKUBAIOT.

B penkux ciy4yasx BO3MOXHa PEMHUCCUS, B OCHOBHOM Yy MAalHUECHTOB C
607ne3HpI0 XOKKUHA U TIPU OTCYTCTBUU aHTHUTEN K KieTkaM [lypkunse.

JIumoOnuyeckuii yHuedanuT

[TapaneormmacTuaecKkuii TMMONIECKUH YHIIS(DATTOMUEIHT - PEIKOE OCIOKHEHHUE
paka  sW4YKa, MEJKOKJIETOYHOTO paka JIETKOr0 M HEKOTOPBIX  APYTHX
HOBOOOpa3oBaHWi. Takyke MOXKET BCTpPEeUaTbCs TMPU  OTCYTCTBHHM  paka.
[TaTomopdonorndeckn CHHAPOM XapakTepHu3yeTcsl THOeNb0 HeHpoHOB B amygdala,
runokamme u kope. OObIYHO UMEETCs TIM03, HHPUIBTPAIUS KPOBEHOCHBIX COCYIOB
auM@onrTaMu, MUKpOIJIHaNbHble Y3elku. KinHuka mnposiBiasercss B MOAOCTPOM
Pa3BUTUU PACCTPOMCTBA JIMYHOCTH U HAPYLIEHWH KPATKOBPEMEHHOM mamAaTu. Pexe
MOTYT OBITb CYAOpPOTH, TaJUIIOLUHALIMKM, JI€XOpPUEHTAUs. Y MalHeHTOB C
TUMOUYECKUM 3HIE(DATUTOM U TECTUKYJISAPHOM pake HAXOASAT ayTOAHTUTENIA aHTHU-
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Ta. D¢dexTuBHOrO neueHuss Her. bbulo OnMyOIMKOBAaHO, YTO JIEYEHUE OITYXOJHU
MPUBOJUT K YITYUIIECHHIO.

IMapaneoniacTu4ecKHi ONCOKJIOHYC-MUOKJIOHYC

OncoksIoHyC -  TpephIBUCTass  HECTaOWJIBHOCTh  TUIa3HBIX  s0JIOK,
XapaKTepU3yeTcs BBICOKOAMILIUTYIHBIM, ABTOHOMHBIM, Xa0THYECKHM,
COJIPY’KECTBEHHBIM JBI)KEHHEM IJ1a3. YacTo coyeTaeTcsi ¢ MECTHBIM MUOKIIOHYCOM U
atakcueil. ONCOKIOHYC pacCMaTpUBaeTCs B JIBYX acleKkTax. Y JeTell MOoXXeT ObITh
OTICOKJIOHYC BCII€JICTBHE BHUPYCHOW HWH(EKIMH, KOTOpas mopaxkaeTr Mo3r. Pexe
OTICOKJIOHYC (C WM 0€3 MUOKIIOHYCa) Pa3BUBAETCS B paMKaxX MapaHEeoIIacCTUHIECKOTO
cuHapoMa. Y JeTed OICOKJIOHYC OOBIYHO TMOSIBISETCS MpU HeMpoOiaacTome u
BCcTpeuaeTcs y 2% nerei ¢ atoit onyxonbto. [IpumeprHo 50% ¢ ONCOKIOHYCOM UMEIOT
Helipobnactomy. [TapaHeoracTuueckuili OMCOKIOHYC-MUOKIIOHYC Y JIeTel OTBEYaeT
HAa KOPTUKOCTEPOUIHBIIO Tepanuio. OJHAKO B HEKOTOPHIX HCCIEAOBAHUIX
OCTaTOYHBIE HEBPOJIOTUYECKHUE SBJICHUS HAOII01a1uch B 69% ciiydaes.

Y B3poCiBIX  OICOKJIOHYC-MHUOKJIOHYC  BCTpPEUYaeTCs pEeXEe U pexe
acCOIMUPOBAH C OnyXoiblo. Tonbko y 20% uMeeTcss Onyxojib U B OOJIBIIMHCTBE
CIy4yaeB »JTO ONyXodb JIErkuX. Kak mpu MHOTMX JAPYrUX HEBPOJOTHYECKUX
napaHeoIUIaCTUYECKUX CHHAPOMAX, HEBPOJOTHYECKAss CUMIITOMAaTHUKAa OOBIYHO
npeamecTByeT auarHoctuke paka. B CMJXK oOblyHO HaxoasT JNErKUM IJICOIUTO3 U
He3HauuTelbHOe TmoBblieHne Oenka. SIMP um KT kak mpaBuiio He MOKa3bIBAIOT
HUKaKUX u3MeHeHuH. Jleuenrne mManoddpdexkTuBHO. Y HEKOTOPHIX OOJIBHBIX HAXOJST
a"ntu-Hu u antu-Ri anturena.

Pak-accouMupoBaHHAsI PeTUHONATHS

Jlerenepaius (OTOPEHENTOPOB B CETYATKE - PEIKHM IMapaHEOIIaCTUYSCKHUI
cungapom. B ocHoBHOM (90%) BcTpeuaeTcs npu MEJIKOKIETOYHOM pake Jiérkoro. Ho
MOXKET OBITh TpPH MeEJIaHOME M Jpyrux omnyxonsax. [Ipoucxoaut nereneparus
najo4yeK, KoiaOo4eK, TaHTJIMOHAPHBIX KIETOK ceT4aTku. Takxke OOBIYHO
O0OHapYXUBaOT JIMMQPOIUTAPHYIO HWHPUIBTPAIIUIO HAPYKHOTO CJIOS CETYATKHU.
Knuanyeckn  ompenensioT  (HOTOUYBCTBUTEIBHOCTh, CKOTOMBI, YMEHBIIICHUE
auaMeTrpa aprepuoil. YacTo MPUCYTCTBYET CHUKEHHE LBETHOTO 3pPEHHUs, HOYHAas
CJIeTIOTa, CHIKEeHHE ocTpoThl 3peHusi. CMIK 00bp1uHO B HOpME. B HEKOTOPBIX ciydasx
HEXOJIST ayTOAaHTUTENA K KJIETKaM ceTdyaTtku. KopTuKocTepouabl MHOTIa TPUBOIAT K
yIIy4IIeHnio GyHKINUNH OpraHa 3peHusl.

IMoxocTpasi ceHcopHasi HeliponaTusi

ITopocTpas ceHcopHast HeMponmaTus - PEAKUM MAPAHEONIIACTUYECKUI CUHAPOM,
KOTOPBI XapaKTepU3yeTCsl MOTEPEHd UYYBCTBUTEIBHOCTM B KOHEUHOCTAX. Yare
BCTpedaeTcst 0e3 paka W OOBIYHO CBs3aH C MEpBUYHBIM cuHApoMoM Crorpena. B
OOJIBIIMHCTBE CIy4yaeB CEHCOpHAsl HeMpomaTus IpeallecTByeT Auar1o3y paka, B 20%
- pa3BuBaeTcsi Ha ¢oHe paka. B 90% crnedaeB BcTpeuaeTcs IpU METKOKIETOYHOM
pake J1€rkoro. JKeHIMHbBI O0JIEIOT Yalle MyKY1H.
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[TaTomopdonornyeckue M3MEHEHUs] HAXOAT B FAHIIIMAX 33JIHUX KOPEIIKOB U
racCepUeHOBBIX raHrugaX. Yacto umeercsa numponuTapHas THQUIbTPALIMS TaHTJIUEB
U BTOPUYHYIO TOTEpr0 O€Ioro BeUIeCTBAa 3aJHUX CTOJOOB CHMHHOIO MO3ra.
OCHOBHBIE KIMHUYECKHME CHMITOMBI - 3TO OHEMEJIOCTh, IOKaJbIBaHHE, OOJIU B
KOHEYHOCTSX. [loTepst 4yBCTBUTENBHOCTH IPOTPECCUPYET AHU-HEIETU U MTOCTENEHHO
BOBJIEKAE€T BCE YEThIPE KOHEYHOCTH, MOTOM IOJBIMAETCS HA TYJIOBHILE M TOJIOBY.
TepsatoTcss cyxoxkuiibHble TiyOokue peduekcel. MoTopHas QyHKIUS OOBIYHO
COXpaHEHa. boIBIIMHCTBO NAanMEHTOB He MoOryTt xoauTb. Jleuenme I'KC wu
miasmadepes HeaddextuBHbl. CHUHIPOM HMHOTJAa YMEHBIIAETCS CHOHTAHHO WIH
MOCJIE JICYEHHUSI OITYyXOJIH.

ITopocTpass MOTOpHAsI HeliponIaTH s

[Togoctpast MoTopHasi HeliponaThs OOBIYHO CBS3aHA C 00JIE3HBIO XOKKUHA U
npyrumu  JuMmdpomamu. CHHAPOM XapaKTepU3yeTcsl TOCTENEHHBIM HapacTaHUuEM
MBIIIEYHOU cy1abocTh, 0€3 3HAYUTEIBHOW MMOTEPU YYBCTBUTEIBHOCTH. CKOPOCTH
HEPBHOTO TPOBEJICHUS HOpPMasbHasA. DJEKTpoMHOrpadusi Mmoka3biBaeT HapyIIECHUE
unHepBanu. B CMJK 00bIYHO mMOBBIIACTCS YpPOBEHBL O€jKa, TUICOLUTO3a HET.
HaGmromaercss  maronorusi  KJIETOK — MEPEIHUX  POTOB  CIIMHHOTO  MO3ra,
JTEMUCIIMHU3ALNUS  TIEPETHUX KOPEIIKOB M JICMUEIMHU3aIus OeJioro BellecTBa
ciuHHOro Mo3ra. [Ipu Oone3Hn XOMKKMHA YacTO BCTpPEHaeTCs creruduueckas
MOTOpHas Helpornatus - cuaapoM ['uiteHa-bappe. DpdekTuBHOrO JeueHus moka He
HaleHO.

CencomorTopHas nepudepuyeckasi HeiponaTus

CmemanHass MOTOpHAas M CEHCOPHAsi HEMpPOIAaTHUsl OYEHb YacCTO BCTPEYAETCS Y
pPakoBBIX OOJBHBIX. B OOJBIIMHCTBE ClIydyaeB OHA CBsA3aHAa C HEUPOTOKCHYECKOM
XUMHOTEpanuend, MalbHYTpULIIMEH W METa0OJIMYEeCKMMH HapyIIEHUSMU U HE
OTHOCHUTCS K TapaHeoruiacTuueckoil. Onucanbl ciiydyad CEHCOMOTOPHOM HeMpomnaTuu
npu pake J€rkoro. Heiponatus xapakTepu3yeTcsi HApyLIEHHUEM 4YyBCTBUTEIbHOCTHU
no TNy "mepyaTok U HOCKOB'". bynbOapHbie cTpyKTYphl 00b19HO MHTaKTHBL. CMXK -
HOpMaJlbHAsT WJW C HE3HAYUTEIhHO TOBBIMIEHHBIM OenkoM. HMMeroTcss 0OBIYHO
HapylIeHHue CKOPOCTU MPOBEACHUS 10 HEPBHOMY BOJIOKHY U Ha dJIeKTpoMuorpadun -
MpU3HAKK JeHepBaluu. [ MCTOJOTHYECKHU BBISBISIOT JETEHEPAIui0O aKCOHOB W/WIIU
CEerMEHTapHYIO AeMuennan3anuo. Crnenuduyeckoro Je4eHnus HeT.

Muacrennueckuii cunapom Jlamoepa-Urona

Cunapom JlamOepa-UToHa xapakTepu3yeTcsi HapyIICHHUEM MPOBEICHUS
HUMITYyJIbCA B HEPBHO-MBIIIEYHOM COEIWHEHUH, YTO MPUBOAUT K CIA0OCTH MBIIIII.
[Tpumepro y 40% manmueHTOB ¢ 3TUM CHHAPMOM OTCYTCTBYET pak. Yamie OomeroT
xeHuHbl. B 60% ciydaeB pa3BuBaeTcs MpH pake JETKOro.

Cunapom JlambGepa-UtoHa pa3BuBaeTcs BCIEACTBUE MPAKEHUS MOTEHIUANI-
3aBucUMBIX Ca-kaHanoB aHTHTENaMu. B pesynprate 3TOr0 Hapymaercs Bxon Ca B
TEPMUHAJIBHYI0 4YacTh AaKCOHA U CHHXKAETCS BBICBOOOXKICHUS alleTHIXOJIMHA.
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Cunapom JlamGepa-ToHa SKCHIEPUMEHTAIBHO BOCIPOU3BOAUTCS Ha >KUBOTHBIX
nyTéM BBeAeHus [g G 60bHOTO YenoBeka.

KnuHnyeckn XapakTepu3yeTcsi MBIIIEYHOM ClIab0CThI0O M ycTajaocThio. B
OTJIMYMHU OT Kjaccuueckoi myasthenia gravis, B mpoiiecc He BoBjiedYeHa OyianOapHas
MyckyJnaTtypa, xots y 30% umeercs nucdarusi. OKoia0 MOJOBUHBI MAIIMEHTOB UMEIOT
HapyIIeHWE XOJMHEPTUYECKOW aBTOHOMHOH CHCTEMBI (CyXOCTh BO  PTY,
MMIIOTCHIIHS ).

B ortianune oT MHOTMX NapaHeoIIacTHYECKUX CUHAPOMOB, CUHIpoM Jlambepa-
HUrona xopomo mnoanaérca JiedyeHuto Iuiazmadepe3oM, B/B  BBeaeHueMm g,
UMMYHOCYIIPECCUBHOW Tepanueil. Takke HCIONIb3YIOTCS CPEACTBA, IMOBBIIIAIONINE
BbIJIEJIEHUE TpaHcMuUTTepa (Hampumep, 3,4-muamuHonupuauH). [lupugocTurmMun
ynauHseT s¢dext 3,4-AMaMUHONHUPUIMHA, HO B OTIEIBHOCTH OT Hed((PEeKTUBEH.
JleueHne onmyXxoiu TakKe MPUBOJUT K YITYUIIEHUIO.

I[epM aTOMHO3UT U NNOJIMMHUO3UT

JlepMaTOMHO3UT W  TOJMMHUO3UT -  BOCHAIUTENBHBIE  MHOMATHH,
XapaKTepU3yIOIIHE MOJOCTPHIM PA3BUTHUEM MBIIIEYHOW crmaboctu, ¢ uin 6e3 0omiu.
[Tpu nepmaTOMHO3UTE UMEETCS KIIAaCCHYECKasi TeIMOTPOITHAS ChITTb Ha JIUIIE, JOKTSX,
KOJICHSIX, B JIONIOJHEHHWE K MBIIICYHOW ciiabocTu. B OONbIIMHCTBE clydaeB 3TH
COCTOSIHMSI SIBJISIFOTCSL MIMONATHYECKUMH, U TOJbKO B 10% CBs3aHBI C OIyXOJIBIO.
Yame nabmiomaercss mpu pake J€rkoro u rpyaud. Kpome wmbleuHoit cimaboctu u
HOpaKEeHUS KOXHM, B KPOBU TMOBBIMIACTCS KpeaTHH-KMHA3a. [Ipu OMOICHHM MBI
HAaXOJAT BOCIAIUTENbHBIE MH(QUIBTPATHI, HEKPO3bl BOJIOKOH, aTPO(GHUI0 BOJIOKOH.
CrannaptHas Tepanus - UMMyHozemnpeccanTsl, B Tom uncie ['KC. Cunapom umeer
HETIOCTOSTHHOE TeYCHHE.

JIuxopaaka

JInuxopagka BcTpeyaeTcs y MHOTUX MalMEHTOB ¢ pakoM. [IpuuuHbI TUX0Opaaku
yaiie BCEero MH(MEKIUHU, OMyXOib, JEKAPCTBEHHbIE MPUYUHBI, PEaKlus MPOTYyKTOB
KpOBU W ayTOMMMYHHbIE 3a0oineBanusa. B 30% ciydaeB mpuU4uHON TUXOPAAKON y
PaKOBBIX OOJBHBIX SBISETCS HEMOCPEIACTBEHHO OIMYyXOJb, B OOJBIIMHCTBE K€
ciy4aeB Jnuxopaaka oOycimomieHa wuHpexnuei. OcHOBHOU nuddepeHnnanbHbIi
MPU3HAK - TO YPOBEHb HEUTPODUIIOB. Y NIl C HEUTpONeHUEH OObIIas BEPOITHOCTh
WHDEKINH, Y JIUI] ¢ HOPMAJIBHBIM KOJIMYECTBOM HEHUTPO(MUIIOB - Halie BCEro Apyrue
npuausbl. Jlume y 20% ¢ nuxopaakoil 1 HOpMaJbHBIM KOJMYECTBOM HEUTPO(HIOB
MPUYUHON JTMXOPAIKH SIBISICTCS MHEKITHS.

[Ipu oTCyTCTBMU MHPEKIIUU CUUTAETCS, YTO OMYXOJb MPOAYUUPYET HIUTOKUHBI,
KOTOpbI€ W TMOBBIMIAIOT TemmepaTrypy. Jluxopaaka daiine Bcero BCTpedaeTcsl MpH
MOYEYHOW KapuUMHOME (JIMXOpajKa BCTPEYAETCS Yy MOJOBUHBI OOJBHBIX C 3TOU
onyxoiblo). ¥ 1/3 GonapHBIX € remaToMoi pa3BuBaeTcs auxopajaka. Jluxopanka [lens-
O0mTeiitHa BcTpedaeTcsi mnpu  Oone3Hd XOMKKMHA U SIBISIETCS  Ba)KHBIM
MPOTHOCTUYECKUM MpU3HAKOM. Takke OHa MOXKET OBITh NPU HEXOJKKUHCKUX
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auMpoMax. OcTpelii  JIEHKO3, 0CTE0CapKoMa, MHUKCOMa  Ipeacepaus,
(peoxpomanuTomMa, OIyXo0JI THIIOTAJIaMyCa PEIKO CBSI3aHBI C PA3BUTHEM JIMXOPAIKH.

B nocnennne 20 ner XOpowmo ONMMcaHbl SHAOTEHHBIE MUPOTrEHBl. [ JIaBHBIM U3
Hux seuaserca WMJI 1. Ot Begensercs npu Oone3nn XomxkuHa. MJI 1 Takke
YBEJIMYMBAET KOJUYECTBO HEUTPO(UIOB M KOPTH30Jia U CBSI3aH C OCTpoi (a3zoi
orBeTta. PHO Takke BBI3BIBAECT JIMXOPAAKY, HO JECHCTBYET HA JPYTHE PELENTOPSI,
yem WNJI 1. Taxoke nuxopaaky BeizbiBatoT MJI 6 u untepdeppoH.

OcHoBHas 3a/1a4ya JE€YEeHUs! JIUXOPAJKHU - 3TO JieueHUue HHPEeKIuu. Y NalnueHToB
C HEWTpomeHueW Nuxopajka cama 1Mo cede omacHa ais >ku3Hu. Ecniu mHbexuus
UCKIII0U€Ha, TO OCHOBHas Tepanus - 370 HIIBC. OHM yMeHbBIIAIOT TeMIlepaTtypy
nytém uHruOupoBanus LOI', ymenwpmenuss cunresa [III'E2. Hexoropsie
uccienoBateny ucnoiab3yoT npody ¢ HIIBC nnst BbIsICHEHUS NMPUYUHBI JTUXOPAIKH.
Ecnn temmneparypa cHMKaercs Iocie npuéMa HANpOKCEHAa W MHIAOMETAallMHA, TO
JUXOpajJKka CKOpeil Bcero cCBsi3aHa C  Omyxojblo. Takxke 3PQdeKTUBHBI
KOPTUKOCTEPOUAbl, KOTOphie WHTHOMpYIOT [II'E2 u OGJOKUPYIOT TPaHCKPHUIIUIO
MPHK, koaupyroiyto npoayKIuruo TUPOr€HHbIX HTUTOKUHOB.

3aKkJIouYeHmne

Yamie Bcero mapaHeoIIaCTUUYECKHE CHUHAPOMBI SIBJISIOTCS HEOJIAronpusTHBIM
IPOrHOCTUYECKUM (akTopoM TeueHus Oonesnu. OpHAKO B psfe clydaeB IpHU
pauKaIbHO MPOBEACHHOM MPOTHUBOOIYXOJIEBOM JIEYEHHUH OHU MOTYT IOJHOCTBHIO
yCTpaHATbCs. B0300HOBIEHHWE CHUMIOTOMOB B J3TOM ClIy4ae CBHUIETEIBCTBYET O
peruanBe 3a00JIeBaHUS.

B pamkax neuyenus [THC ucnonb3yercs cnenupuyeckoe TpOTHBOOIYXO0JIEBOE
JeYeHUe, MaTOreHeTUYeCcKasl Tepanusi W cUMOToMaTudeckas Ttepanus. C(Cxema
non0upaeTcsi MHAMBUAYAIbHO Ul KaXIOTO MAalMEeHTa C YYETOM BHJA OIYXOJH,
apaHeoIIaCTHYECKOTr0 CHHAPOMA M OOIIETO COCTOSHUS.
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