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BBEJAEHHE

I'emogpacoyumapnviii  1umgpocucmuoyumos, uiu 2emopazoyumapHvliL. CUHOPOM
(I'®C) — Taxenoe 3a001eBaHNe, B OCHOBE KOTOPOTO JIEKUT HEKOHTPOJIHUpyEMast
aktuBalys 3p(HEeKTOpOB KIETOYHOIO UMMYHHUTETA. AKTHUBALMS HUTOTOKCHYECKUX
T-numpounuToB M TKaHEBBIX Makpo(}aroB (TUCTUOLMTOB) COMPOBOXKAACTCS
TUIEPIPOAYKIMEH MPOBOCHATUTENbHBIX LUUTOKMHOB M MPUBOAMUT, MNPSIMO WU
OMOCPEIOBAHHO, K TSXKeNoW opraHHOW AMCHYHKUUU. [IpuunHON GONE3HH MOXKET
ObITh reHeTHdyeckuid naedexT (KaKk TMpu MEepBUYHOM reModaroluTapHOM
TUM(OTHUCTHOLMTO3€) WM MPUOOPETEHHOE PACCTPOMUCTBO MEXAHU3MOB PETYIISILIUU

HNMMYHHUTCTA (KaK IMpHU BTOPUYIHBIX FCMO(baFOL[PITapHBIX CI/IHI[pOMaX).

3a moJBeKa, MPOIICAIINX C MOMEHTA TEPBBIX KIMHUYECKUX OINMUCAHUN OOJIe3HH,
npejacTaBiIeHrue 0 reModarouTapHoM JTUM(POTUCTUOIUTO3E KAK O Ka3yUCTUUYECKH
PEOKOM HaCJIEACTBEHHOM CHUHAPOME, MPEACTABISIIONIEM MHTEPEC MCKIFOUYUTEIBHO
Ul J€TCKMX TIeMaToJIOTOB, MOABEPIVIOCHh CYHIECTBEHHOMY HepecMoTpy. B
HACTOAIEe BpeMsl IMOCTENEeHHO (opMuUpyeTcs B3IJIsAL Ha reMogarouuTapHbIi
CUHAPOM KaK YHHUBEPCAIbHBIN KIMHUKO-TIATOJOTUYECKU (HEHOMEH, pa3BUTHE
KOTOPOTO MOXKET MPOXOJUTh B KOHTEKCTE IIUPOKOTO Kpyra OOJie3HeH pa3inyHOM
ATHONOTUU. Takoe paclMpeHHOe TMOHUMAaHHe TreMOo(aroUTapHOTO CHUHApPOMA
BBIBOJIUT MpOOJIEeMy B 30HY BHUMaHHUS OOIIEH MeauaTpuu M, B TIEPBYIO Odepeb,
HEOTJIOXKHOM UM MHTEHCHUBHOW. OTO CBA3aHO C TeMm, 4ro pa3surue [OC
COTPOBOXK/IACTCA  TSDKEIBIMH ~ META0ONWYECKUMH, TE€MATOJIOTHYECKUMU |
HEBpPOJIOTUYECKUMU HAPYIICHUSIMH, HEMOCPEICTBEHHO YIPOKAIONIUMU KU3HU
nanuenTa. PaHHSS TUarHOCTUKA JIeJaeT BO3MOXKHON (P (EKTHBHYIO TEpaINUIO H, B
KOHEUYHOM CU€eTe, U3JIEUEHNE, OJTHAKO B PEAIbHOCTH MO3/IHSISI IMATHOCTUKA U HA4aJI0
TEpanuu SIBJISIOTCS CKOpEe MPaBUJIOM, YE€M HCKIIOYEHHEM. 3a4acTyl0 JIUarHo3
yCTaHABIMBAETCS pPOst mortem, JuOO BOBCE YCKOIB3a€T OT KIWHUIUCTOB U
natosoroB. CIOXXKHOCTh JTMarHOCTHKH OOYCIIOBJICHA HEJOCTATOYHBIM 3HAHHEM
Bpaueil O pacrnpoOCTPAaHEHHOCTH M TSXKECTH JIaHHOW OOJIe3HU, OTrpaHUYEHHOU

AOCTYIIHOCTBIO pPiaga AHUArHOCTHYCCKHX TCCTOB, OTCYTCTBHCM IIATOIHOMOHHWYHBIX



CUMIITOMOB H HCO6XOI[I/IMOCTBIO TINATCJIIbHOTO aHaJIn3a KIMHHUYCCKUX H
Ha60paTOpHBIX JaHHbIX, C€ TOYKHM 3pCHUA HX COOTBCTCTBUA TIPUHATBIM

AUArHOCTUYICCKUM KPUTCPHUSM.
Onpenenenue

Tepmun  «remodarouMTapHblii  JTUMQOTUCTHOLIUTO3»  OYEPUHUBAET  KPYT
BPOXKJEHHBIX M TPUOOPETEHHbIX 3a00JIeBaHUN, B OCHOBE KOTOPBIX JIEKHUT
HapyILIEHHUE PETYISALNA UMMYHHOIO OTBETA, IPUBOJIAIIEE K aHOMAJIbHON aKTUBALIUH
MUTOTOKCUYECKUX T-TMMQPOLMUTOB U MOHOLIUTOB/MAaKpO(]aroB, uX akKKyMyJslUU B

IMMOPAKCHHBIX OpPraHax U pa3BUTUIO CUCTCMHOT'O BOCIIAJIMTCIIBHOTO OTBCTA.

B KIIMHUKEC FGMO(l)aFOIII/ITapHBII;’I JII/IM(bOFI/ICTPIOIIPITOS ONIPCACIIACTCA KaK
XapaKTCPHOC COUYCTaHUucC KIIMHUYCCKNX (J'II/IXOpa}IKa, CHHCHOMCF&HHH) )51
J'Ia60paTOpHI)IX (HaHIII/ITOHeHI/IH, KoaryJoIiiaTus:, ,ZII/ICJ'II/IHI/I,JIGMI/ISI) HpOHBHeHHﬁ,
OTpaXXaruX THUIICPAKTHBAIIUIO HMMYHHOfI CUCTCMBbI W  MVYIIBTHOPTAHHOC

BOCIIAJIMTCIIBHOC ITOBPCIKIACHUC.
Kaaccudpukanus v naTtoreses

C TOukM 3peHMs KiacCU(PUKAIMK TMPUHITO BBIACIATH TEPBHYHBINA (CEMEHHBIN)
reMoaroruTapHelii  JTUMQPOTUCTHOIMTO3 W BTOPHYHBIA TreModaronuTapHbIi

TUM(GOTUCTHOIUTO3 (CHHOHUM — BTOPUYHBINA FeMO(arouuTapHblidi CHHIPOM).

Ilepsuunuiii cemopazoyumapmsiii aumpoucmuoyumos — ayToCOMHO-PEIECCUBHOEC
3a00J1eBaHNE, pa3BUBAIOIIEECS BCICACTBHE TEHETHYSCKH 00 YCIIOBICHHOTO AeheKTa
MEXAaHU3MOB KJIETOYHOHN IIUTOTOKCUYHOCTHU. 3a00jeBaeMOCTh coctaBisieT 1 Ha 50
000 HOBOPOXJICHHBIX B roj. B HacTosiee BpeMs BBISBICHBI 75/Mb TCHETHICCKUX
JIOKYCOB, aCCOIIMMPOBAHHBIX C Pa3BUTHEM CEMEHHOro reModarornuTapHOTro

mumorucTronmTos3a. Jjis Tpex J0KyCcOB HACHTU(DUIIMPOBAHBI TPUINHHBIC T€HBI.



Tabnuma 1. ['eneTndeckue GopMbI CEMEHHOTO TeMO(parouTapHOTO TUM(OTUCTHOIINTO3a

3aboneBanne | Jlokyc I'en benox Yacrora
FHL1 9921.3-22 | ?
FHL2 10921-22 PRF1 nepdopun | 20-50%
FHL3 17925 UNC13D MUNC13D | 20-30%
FHL4 6024.2 STX11 cuaTtakcuH | 5-10%
FHL5 9g34.1 STXBP Cuntakcun- | 5-10%
CBSI3BIBAIOI]
uit 6enox

Bmopuunvlie remodaronutapHble CHHIPOMBI Pa3BUBAIOTCS KaK OCJIOKHEHHE
OCHOBHOTO 3a00JieBaHUS TpPHU IIMPOKOM Kpyre MaToJIOTMYecKuX mporeccoB. B
3aBUCUMOCTH OT TMPHUPOJABI OCHOBHOTO 3a00JeBaHUS MPHUHITO BBIACIATH

reModaronuTapHblii CHHAPOM, CBS3aHHBIN C
- Undekuei

e Bupyc-accouunpoBaHHbIN
e [JII', accounupoBaHHbBIN ¢ OaKTEpUATHHON MHDEKIIUCH
e [JII', accounupoBaHHbBIN ¢ TPUOKOBON MH(EKITUEH

o [JII', acconnupoBaHHBIN ¢ Tapa3uTapHON HHGEKIHEH

- OnyxoJbto

e [‘emaTonmornueckre HOBOOOPA30OBAHUS
e ConuaHble OMyXoau

e [JII', accouuupoBaHHBI C XUMUOTEpanuen (He CBSI3aHHBIM C MEPBUYHOU
Mpe3eHTaIueN OIyXO0JIn)



- [lepBuyHBIM UMMYHOAE(DULIUTOM
- CuCTEMHON ayTOMMMYHHOMWITATOJIOTHEN
- HacneactBennpiMu epextamMmu Metaboau3ma

OCHOBHBIMU 21EMEHMAMU RAMO2EHE3A I‘GMOCI)&FOL[I/ITapHOI‘O .HI/IM(iJOFI/ICTI/IOL[I/ITOSa

SIBJISIFOTCAL :
1) HapymieHue MEXaHU3MOB KJIETOYHOUN ITUTOTOKCUYHOCTH;
2) u30BITOYHAS AKTUBAIUS IUTOTOKCHYECKUX T-TMMEGOIUTOB U Makpoaros;

3) rUNepnpoayKIMs MPOBOCHATUTENbHBIX IUTOKMHOB (Y-UHTEphEpOH, (akTop

HEKpO3a OIyXOJu- -1, HTepIAEHKUH-0);

4) uHuUIbTpanUs W TOBPEXKIECHUE OPraHOB M TKaHEW aKTUBUPOBAHHBIMU T-

auMdorTaMu 1 Makpodaramu.
Kiananyeckass kapTuHa

1. ITepBUYHBII FGMOd)aFOHHTaDHBIfI JII/IMdJOFI/ICTI/IOLII/ITOS

OCHOBHBIMU KIUHUYECKUMU NPOAGIEHUAMY SIBISAIOTCS: JJINTENbHAS JINXOPAKa,
pedpakTepHas K aHTUMUKPOOHOW Tepanuu; CIJICHOMETaNus; OTCUYHbI CHUHAPOM;
rEMOpPPAarnyecKuii CUHAPOM; TENaTOMEraius; KEJNTyXa; CUMIITOMBI MOpPaKEHHUS
[IEHTPAJIbHOW HEPBHOW CcHUCTEMBbI (BO30YIUMOCTh, CYIOPOTH, MEHHUHTEaJbHBIC

3HaKH, YTHETEHUE CO3HAHUA).

Hauwmnaetcs, xak mpaBuiio, OCTpo. TpuUTTEepoM KIMHAYECKOW MaHudecTanuu
SBISIIOTCS  OaHanmbHBIe WH(ekmuu. Ha drtame mepBHYHONW JUATHOCTHUKH YacTo
JTAATHOCTUPYIOT «BHYTPHUYTPOOHYIO UH(}EKIHIO», «CETICUCY,
«MeHuHTOo3HIehanmuT». HazHaueHue aHTUMHUKPOOHOW Tepanuu HE TPUBOJUT K
CYIIECTBEHHOW MOJIOKUTEIBHOW JWHAMUKE COCTOSHUA TNalueHta. BpeMeHHoe
yIydllIeHue MOXKET HaOMIoAaThCs TMPH HA3HAYECHUM KOPTUKOCTEPOHUIOB «IIO

TSDKECTH COCTOSTHHS». Coxpansercs JUXOPAJIKa, MPOTPECCUPYET
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renaToCIjICHOMEraausi, MOSBISETCA TIeMOPpParuyecKuil CUHAPOM, HapacTaer
HEBpOJIOTHYECKas CUMIITOMATHKA, BKJTIOYAIOIAs pa3apakKUTEIbHOCTD,
pBOTY/CphITMBaHWE, OTKa3 OT €Abl, CYJIOpOrd, HapylIeHHs CO3HaHUS,
MEHUHI€aJIbHbIE CUMIITOMBI. B OT/IENBHBIX Cilydasix Ha4uao 3a001eBaHus MPOXOAUT
IOJl MacKOM H30JMpPOBAaHHOIO »HHIE(aNINTa, 3HUE(ATOMUEINTA, IOBTOPHBIE
MPUCTYIBI KOTOPOro BEAyT K (HOPMUPOBAHUIO CTOMKOIO HEBPOJIOIHYECKOTO

nedunura.

Knumanueckue MMPOABIICHUA 38,60J'I€B3,HI/I$I, HCCMOTpPA HaA TAXKCCTb, HC ABJIAIOTCA
CHeLII/I(I)I/I‘IHBIMI/I N MO3BOJIAIOT YCTAHOBUTH IUATI'HO3 FGMO(l)aI‘OHI/ITapHOI‘O CuHApOMa

TOJIbKO B COYETAHUU C XapaKTEPHBIMHU JTa00PATOPHBIMU MPOSIBIICHUSIMHU.
JlabopamopHvie nposienenus

Knuandeckuii ananus KpoBu. BeisiBisercs: nuToneHus nepudepuyeckoi KpoBu, ¢
BOBJICUCHHUEM 2- X U 00Jiee POCTKOB KPOBETBOPEHUS (aHEMMsI, TPOMOOIIUTOTICHHS,

HEUTPOIICHUA).

Koarynorpamma. BrisBisieTcst u3onupoBaHHas THHNO(QUOPUHOTEHEMUS, PEXE —

TOTaJIbHAA T'HIIOKOAIr'yJIALI WA,

buoxumudeckuii ananu3 kpoBu. Hanbonee xapakTepHbl THIIEPTPUTIULICPUICMHUS,
TUNOoaTb0yMUHEMHs, THUNOHaTpuemus, mnosbimenne ypoBHa AJIT, ACT,
ownupyOuna, JIJII'. XapakTepHO Takke MOBBIIIEHWE KOHIICHTpauuu (eppuTHHA

CBIBOPOTKH, 9aCTO JI0 IKCTPEMAIBHO BBICOKMX 3HaueHuH, > 10 000 MKr/m.

AHann3 CHUTHHOMO3TOBOM KUJKOCTH. Y MEPEHHBIHN JTUMPOIUTAPHO-MOHOIIUTAPHBIHI

IJICOIUTO3, OT 5-50 KICTOK/MKJI, TIOBBIIICHUE YPOBHSI OCIIKa.

Muenorpamma. Ilpu cTaHgapTHOM OKpalllUBaHUU BBISBISIETCS WH(UIBTpALIUs
AKTUBHPOBAHHBIMU  MOHOIIUTAMU/MakpodaramMu, HE HECYIIMMH MPU3HAKOB
3JIOKQYECTBEHHOTO MEPEPOKICHUSA. MOHOUUTAPHBIN KOMIIOHEHT COMPOBOKIAETCS,
KakK MpaBwIo, UHQMIBTPATOM U3 MaJibIX TUMGOUUTOB. YacTo yaaeTcs 0OHapyXUTh

dbeHoMeHn remodaronuTos3a, T.€. Makpodaru ¢ siBieHUEeM (parouuTosa KIECTOUHBIX
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AJIEMEHTOB: DPUTPOIUTOB, PEKE — TPOMOOLIUTOB U JieHKoMTOB. Ha mo3qHux sTamnax
OTMEYaeTCsl BEIPAXKEHHOE 00€THEHHE KOCTHOTO MO3ra, ¢ (()OpMUPOBAHUEM KapTHHBI

arIasun KpOBCTBOPCHMUA.

UccnenoBanne aktuBHoct HK-kimerox in vitro. Haubonee cnenuduyHbiM
71a00paTOPHBIM NPOSBICHUEM reMO(arolUTapHOIO CUHIPOMA SIBIISIETCS] CHUKEHUE
HK-kneroynoit 1uToTOKCUYHOCTH. CHUXKEHHUE LIUTOTOKCUYHOCTH COXPAHSIIOTCSA U
nocjie JIOCTHKEHHUS] PEMUCCHUU 3a00JIeBaHUS, YTO MOXKET CIYKUTh Ba)XXHBIM
NpU3HAKOM Npu AU depeHIuanbHON AMAarHOCTUKE NEPBUYHBIX U BTOPUUYHBIX (POpM

reMo()arouTapHOro CUHIPOMA.

Jluarso3 mepBUYHOTO (F€HETHYECKH JIETEPMUHHPOBAHHOTO) TeModaroiuTapHoro
CHUHJIpOMA YCTAHABJIMBAETCS MPH 1) BBIIBIICHUH MyTallUi B OJTHOM U3 MPUYUHHBIX
resoB (PRF1, MUNCI13D, STX11, STXBP); wiu 2) Hanmuuuu yKa3zaHuil Ha
aHajioru4yHoe 3abosieBaHue y cubiunroB. Hauano 3a0oneBaHust Ha MEPBOM IOy
KU3HU, coxpaHenue pAedpunura HK- KIeTOYHONW IMTOTOKCMYHOCTH IOCIHE
JIOCTIKEHUSI  KIMHUKO-JIAa0OpaTOpHOM  peMuccud  3a00JieBaHMsI,  PELM]IUB
3a0oneBaHusi, OJU3KOPOJCTBEHHBIM OpaK TaKKe YKa3bIBaIOT Ha HACJIEICTBEHHYIO
npupony 3aboneBanus. OtcyTcTBUEe dKcrmpeccun mnepdopuHa B HK-xmerkax
yka3piBaloT Ha myTanuu B reHe PRF1. OrcyrctBue skcnpeccun CD107a nHa

MeMOpaHe akTuBUpoBaHHBbIX HK-KkIeTOK yka3piBaeT Ha MyTallMd B T'eHAX

MUNCI13D au6o STXI11.

2. BropuuHsiii reModaroiMrtapHeii JUMGOOTHCTHOIIMTO3

KnuHanyeckas kapThHa BTOPUYHOTO TreMO(aromuTapHOTO CHHApPOMAa B IIEJIOM
UJCHTUYHA TAKOBOW TIPH HACIEICTBEHHBIX (opmax 3aboneBanus. OCHOBHBIM
OTIUYHMEM SIBIISICTCA COYETAaHHME CHUMIITOMOKOMIUIEKCA TeMOo(aroiuTapHoro
CUHJpOMa C XapaKTePHbIMU KIMHUYECKUMU M Ja0OPAaTOPHBIMHU MPOSIBICHUSIMU
OCHOBHOro  3a0oneBanusi. [IposiBieHuss BTOPUYHOTO remModaroluTapHOro

CuHJApoMa, KaK IIPaBUIIO, 0oxee MATKUC, PCIKEC PaAa3BUBACTCA IIOPAKCHHUC



LEHTPAJIbHON HEPBHOW cucTeMbl. BTOpuuHble TremModarouuTapHble CHUHAPOMBI

Pa3sBUBAIOTCA B Oonece IMO3JHEM BO3pacCTe.

KoHuenrtyaibHO MOKHO 0003HAYUTH ABa cueHapusi pazsutus sropuunoro ['OC. B
nepsom cayuae I'OC pa3BUBAETCS y MALIMEHTA C YCTAHOBJICHHBIM paHEe TMATHO30M
OCHOBHOTO 3a00JieBaHUsl, HAIpUMEpP IOBEHWJIBHOIO XPOHHUYECKOIO apTpUTa WM
HEXO/KKUHCKOM TuMpoMBbL. B 3T0l cuTyaunu nocie ycranosienus auarnosa ['@C
OCHOBHBIM BOIIPOCOM CTaHOBHUTCS S()PEKTUBHAs WHTErpanus TeparneBTHUECKUX
AJIEMEHTOB, HAMNpaBleHHbIX Ha KOHTpodab ['PC, B oOwmuil MmiaH MporpamMMHOM

TCpaIrunu.

bonee cnoorcnoti, ¢ TOYKM 3peHUS JUATHOCTUKU, CUTYaIMEH SIBIACTCS Pa3BUTHUE
['®C B nebroTre 0OCHOBHOTO 3a00JI€BaHUs, O MOSIBICHUS TUIIHYHBIX KIMHHUYECKUX
CUMIITOMOB u TUCTOJIOTUYECKON BepudUKauu 3JI0KAYECTBEHHOTO
HOBOOOpa3oBaHusi. B Takom ciyyae 1EHTpaJbHBIM BOIPOCOM CTAHOBUTCS
b depeHnraIbHbliA AUarHo3 NEPBUYHBIX U BTOPUYHBIX GopM. KpaitHe crokHbIM
BOMPOCOM SIBJIsIETCS ompezenenne mecta uHpeknuii B pa3sutuu ['@C. C ogHoit
CTOPOHBI, MHPEKIIUU, KaK MTPABUIIO, BHIOIHSIOT POJIb TPUTTEPA MTPU MaHU(ECTAITIH
NEPBUYHOTO TeMO(arouTapHOTO JTUM(OTUCTHOLUTO3a U PAa3BUTUU BTOPUYHOTO
I'®C y nmanmeHTOB, MOJYYaKIIUX HMMYHOCyNpeccuBHYK Tepanuto. C npyrou
CTOPOHBI, MHOTHE TSKEJIble HH(PEKIMH MOTYT COMPOBOXKAATHCS PA3BUTHEM
BropuuHoro ['@C. Takum oOpazom, uneHTuduKams WHPEKIMOHHOTO areHTa He
yKa3bIBaeT OJHO3HAa4yHO Ha reHe3 'OC u A0JKHA MHTEPIPETUPOBATHCS JIMIIL B
IIUPOKOM KOHTEKCTE NMHAMHKH KIMHUYECKUX U JIA0OPaTOPHBIX MPOSBICHUN

0OJIE3HMU.

ITogxoapl K TUarHOCTUKE BTOPUYHOTO TeMO(aroruTapHoro JUMQOTrHCTHOIMTO3a
HE Mo/JIeXaT OO0O0OIIEHHI0, TaK KaK CHUMIITOMOKOMIUIEKC TeMO(paronuTapHOTo
CHHJIpOMA COCYIIECTBYET W B3aUMOJICCTBYET C TMPOSABICHUSIMU OCHOBHOTO
3a0osieBaHus. [l yCTAHOBJICHHUS AUArHO3a PEKOMEHIO0BAaHBI MPHUBEICHHBIC BHIIIEC

KpUTEpUH Il ceMelHoro reMmodarouurapHoro aumdoructuonurosa. OmnopHbie



MYHKTHI I AUArHOCTUKUA HamOoJiee pacHpOCTPAHEHHBIX BAaPHUAHTOB BTOPUYHBIX

reMo(arouuTapHbIX CHHAPOMOB MPUBEIECHBI HUXKE.

Cunopom  Yeouax-Xueawwy.  IlapuuanbHbIi  KOXKHO-TJIQ3HOM  aJIbOMHU3M.
['urantckue rpaHyiasl B HeWTpodunax, apyrux Jjeiikonurtax. Heltponenus.

HeiliTponennueckrie MHPEKINHU B aHAMHE3E.

Cunopom [I'puccennu. IlapumnanbHblii aTbOUHU3M (CEPO-CEPEOPUCTHIA OTTEHOK

BOJIOC). AnomanbHOe pacipecacsicHuC MMTMCHTA B BOJIOCAX.

X-cyennennwiti aumgponponugepamusnviii cunopom. MyKCKol moj. YkazaHue Ha
X- CHerUieHHOE HaclefoBaHWe B aHamHe3e. KiuHuka WHDEKIIMOHHOTO
MOHOHYKJI€03a B jeOrore 3a0osieBaHusa. Bricokas konuentpamus JJHK ObB B

KpPOBHU.

I'mcronornuecku BepUPUUUPOBAHHBIN AUMATHO3 3JI0KAa4Y€eCTBEHHOI' 0
HOBOOOpa3oBanus. CnOuCOK  omyXxoyied,  JOCTOBEPHO  CBS3aHHBIX  C

reMoQaroiuTapHbIM CHHIPOMOM MIPUBEACH B TabuIe 2.

Hexomxkkunckue mumpomsr: T/HK-kmerounsie mumdoMbl; aHaTuIacTUUecKasi KpyImHOKJIETOYHAs

aumpoma (NPM-ALK+); B-kpynHOKIeTOUHBIE TUM(OMEI;

FepMI/IHOFeHHOKJ'IeTOIIHI)IC OITYXOJIU

MI/IGJ'IOI[I/ICHJ'IaCTI/I‘IeCKI/IC CUHIAPOMBI

I'nctuonuTo3 U3 KIEeTOK HaHreprcha

Octpslii TuM}OOIACTHBIN JEHKO3

OcTpblii MHETOOJIACTHBIN JICHKO3

FOsenunvhblil peemamoudnswiii apmpum: 1eHOPMUPYIONTUN TOTUAPTPUT, CEPO3UTHI,
BBICOKAsl KOHIICHTpaIus (uOpHHOTeHA M TPOMOONHTO3 B JIeOOTE 3a00JIeBaHUSA,

BBICOKAsI KOHIIEHTpalus GeppuTHHA.
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JIns ycTaHOBJEGHHS JUarHo3a reMo(arouTapHOro CHHIAPOMA, CBA3AHHO2O C
unghexyueti, He00X0IUMa UICHTU(PUKALMS BO3OYIUTENS Il KOTOPOIO XapaKTepHa

accouManus ¢ reMo(aroluTapHbIM CUHAPOMOM.

Tabmuua 3. ITlaTtoreHsl, acCOMMPOBAHHBIE C PA3BUTHEM BTOPUYHOTO TeMO(aronuTapHOrO

CHHAPOMA.
Bupycsl bakrepun ['pu6sbI IIpocrenmme

Bupyc Dnmreiina- Brucella melitensis Aspergillus Leishmani

Bapp Chlamydia psittaci C.albicans a Babesia

[{uToMeranoBupyc Mycoplasma Criptococc P.falcipar

['epriec cumrILiekce pneumonia us um

Bapuriesna 3octep Salmonella typhii Histoplasm Toxoplasm

I'epriec 6 u 8 Tuma Rikkettsia a a gondii

BUY M.Avium u M. capsulatum

AIEHOBUPYCHI tuberculosis Borrelia Penicillium

[TapBoBupyc burgdorferi Leptospira | marneffei

B19 I'punm A Spirocheta pallidum P.carinii

(H5N1) Trychophyt

[Maparpumm 111 on beigelii

THUII

Bepuduxkauus 1uaraosa

I'emodaromurapapiii  TUMGOTUCTHOLNIMUTO3  HE  WMEET  MAaTOTHOMOHUYHBIX
KIIMHUYECKUX WM JIa0OpaTOPHBIX MpOsABICHUU. JlmarHo3 ycTaHaBiIMBaeTCs Ha
OCHOBAaHHUU XapaKTEPHOTO COYETAHUS CHUMIITOMOB M JIA0OPATOPHBIX IMPU3HAKOB.
OOmiecTBOM 1O W3YYEHUIO THUCTHOIMTO30B pa3pabOTaHbl JUATHOCTUYECKUE

KpUTEPHUH TeMO(aroruTapHOTO JTUM(POTUCTHOIIUTO3A.

Z[I/IaFHOCTI/I‘-ICCKI/Ie KpUTCpUHn FeMoq)aFOHHTapHOFO J'II/IM(I)OFI/ICTI/IOI_[I/ITO33,

Histiocyte Society, 2004

o Jluxopanka >38,5 > 7 guei

o Cnnenomeranus > 3 cM U3 oA Kpast pE0epHOit 1yru

o lluromnenus B > 2-X JIMHUIX

11




o T'emorno6un < 90 r/a, TpoMOoMTH! < 100 Xx10*9/51, HEHTPOPHITBI <

1x10*9/n
o T'mneprpurimuepuaeMus /i rumnopuopHHOT eHEMHS

O Ttpuriunepuabl > 2,0 Mmmonb/n win > 3SD

o ¢ubpunoren < 1,5 r/n

O (eppuruH cbIBOpoTKH = 500 MKI/1

o sCD25 > 2500 En/n

CHumxenue aktuBHoctu HK-kitetox

o T'emodaronnro3 B KOCTHOM MO3re, TMM(PATUYECKUX y3/1aX WIH
JMKBOpE

(@]

I[JISI YCTAHOBJICHUA ArardHo3a FGMO(I)aFOLII/ITapHOI‘O J]I/IM(i)OI‘I/ICTI/IOHI/ITOSa

H€O6XO}II/IMO HaJIWYUC MATH U3 BOCbMHU KPUTCPHUEB.

BaxxapiMu JOTIOJTHATETbHBIMU KpUTEPUIMHU SIBJISTFOTCSI yMEPEHHBIN
MOHOHYKJICAPHBIM  TUICOLIUTO3,  TOBBIIICHHAs  KOHIGHTpanus  Oelka B
CITMHHOMO3TOBOM XHAKOCTH, Ounupyouna u JIJII' (> 1000 ME/xn) B ceiBopoTke. [Tpu
BBISIBJICHUM OWaJIEIbHOW MYTalldd B OJIHOM U3 TEHOB, aCCOIMHUPOBAHHBIX C
CEMEHHBIM reMo(aroTapHbIM JIUMQPOTUCTHOLIMTO30M, TUATHO3 YCTaHABIUBAETCA

HC3aBUCHUMO OT KIMHHYCCKHUX U Ha60paTOpHBIX HpOHBJ’IGHI/Iﬁ 3a001eBaHMs.

HpuHUHUIBI TEpaAUU

HaCI’I’lO}ZWd}Z cmpamecus mepanuu coomeemcmeyem peKOMeHaab!uﬂM

MmedncoyHapoonoz2o npomokona HLH-2004.

Bce nmammeHThI ¢ MOAO3peHWEM ~ HA  MEPBUYHBIA  reMo¢arolmuTapHbIMI
TUM(GOTHCTHOITUTO3 JOJKHBI MIOJIYyYUTh KOMOWHUPOBAHHYIO
MMMYHOCYIIPECCUBHYIO XUMHOTEPANUIO MIPEIapaTaMu AeKCaMeTa30H, 3TOMO3H] U
HHMKJIOCIHOPHH A C LEIBI0O KOHTPOJISI CHCTEMHOTO BOCIIAJICHHS U ITPEIOTBPALLICHUS
HEOOpaTUMBIX TTOBPEKICHUN OPTaHOB, B MIEPBYIO OYepe/lb — IICHTPATbHON HEPBHOU
cuctemMbl. BceMm mammeHTaM ¢ JOKa3aHHBIM MEPBUYHBIM T'eMO(aronuTapHbIM
TUM(OTUCTUOUUTO30M TOKA3aHO BBIMOJHEHUE QJUIOT€HHOW TpaHCIUIAaHTaluu

KPOBCTBOPHLIX CTBOJIOBEIX KIICTOK.

12



EnuHoro nmonxona x Tepanud BTOPUYHBIX TeMO(aroquTapHbIX CUHAPOMOB HET B
CBA3M C TETEPOreHHOCThIO 3TOM rpymmbl. OOIIas TaKTHKa 3aKIIOYaeTcs B
KOMOUMHaUUu ATUOTPONHOU Teparuu u
UMMYHOCYTPECCHBHON \MIMMYHOMOTYJIUPYIOIICH Tepanuu, MHTEHCUBHOCTD

KOTOpOﬁ AOJDKHA BapbHUPOBATh B 3aBUCUMOCTHU OT KJIIMHUYECKOM CUTyaluu.

Tepanus nepeuunozo cemogazoyumaproco aumgozucmuoyumosa (cxema)

Jo
h_ 1 1 ||W|<|m”||||||

| | | | | | | | | | | | |
Hepenun 0 1 2 3 4 5 6 7 8 9 10 11 12

. .. . .. " .. R — ||
|

L [ekcameTasoH - 10 mr/m2/cyTku, avn 1-14, 5 mr/m2/cytku, aHun 15-29, 2,5 mr/m2/cyTu, AHK
30-43, 1,25 mr/m2/cyTku, aHn 44-57, per os. Npn HeobXx0AMMOCTU — BHYTPUBEHHO.

l' 3Ttono3ua - 150 mr/m2/BBeaenue, gHu 1,4,8,11, 15, 22, 29, 37, 45, 53, 61, nanee — 1 pa3s B ABe
HeAeNn, BHYTPUBEHHO.

HERE UuknocnopuH A - 5 mr/Kr/cyTku, e)edHEBHO, per 0s, Ha ABa npuema, NoAAepPKMBaTb
KOHUeHTpaumto To = 150-250 Hr/an. NMpu HeobXOAMMOCTU 3KBMBANEHTHAA [03a MOMeET bbiTb BBeAeHa
BHYTPUBEHHO.

MeToTpeKcaT U NpeaHM30/10H — BO3pacTHan Ao3a (cm. Tabauuy) sHgontombanbHo, aHn 15, 22,29,
37 BBOAWUTCA TOJIbKO NPU COXPAaHEHMM NAEOLUTO3a Yepes ABe HeJen OT Hayana CUCTEMHOM Tepanum

l OexkcameTtasoH - 10 mr/m2/cyTku, gHun 1-3, 1 pa3 8 Ae Heaenn

OcHoOBHbBIC NIpenapaTsl
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NMMmyHOCyIIpeccHBHAs XUMHAOTEPAIINs

e Drono3uJ — uHruourop Ttomousomepasbl I, momycuHTETHUECKUI
XUMUOIIpENnapaT paCTUTENBLHOTO MTPOUCXOKICHHUS.

e JlekcameTa3OH — CUHTETUYECKUUTITFIOKOKOPTUKOCTEPOHUI.

e [{uxiocnopuH A — UMMYHOCYIIPECCAHT, HHTUOUTOP KaJbLIMHEBPUHA.

e MeroTpekcaT — aHTUMETA0O0JIUT, aHTArOHUCT (HOTATOB.

L4 HpeI[HI/ISOJIOH — CUHTETUYECKUU TIFOKOKOPTHUKOCTCPOU .

OnpeneneHue cratyca 3a00/1eBaHUA

AxmusHoe 3aboneeanue: COXpaHEHUE JUXOPAJIKU >38O, MAaCCUBHOM
renaToCIyICHOMETaaud, TPOMOOLMTOB < 50X109/JI, HeHUTpo(uIOB

<1X109/J1, noTpeOHOCTH B TpaHCHY3UAX IPUTPOIIUTHON MACCHI.

Yacmuunelii omeem: OTCYTCTBUE JIMXOPAJIKH, TeUeHb <3 CM, celie3eHKa <5

CM wu3-moj pebpa, TpOMOOIUTOB >50X109/JI, HEUTPOPHUIOB >1X109/J1,

OTCYTCTBHE MOTPEOHOCTH B TPAHCDY3HUSIX SPUTPOIIUTHON MACCHI.

Ilonnwiti omeem: pa3pelieHHEe BCEX KIMHUYECKHX M JIa0OpaTOPHBIX
IPU3HAKOB 3a0oseBaHuUs (3a UCKJIFOYEHUEM KJIETOYHOM

IIUTOTOKCUYHOCTH ).

I'emodarouurapablii CHHAPOM KaK MP00JeMa HeOTJI0KHOMU

neguaTpuu

I'emodaromurapHblii CHHAPOM JTF0O00H 3THOJIOTHH, 0€3YCIOBHO, SBIISICTCS
HEOTJIOKHBIM COCTOsTHUEM. [[alieHT, Kak mpaBuiIo, HAXOAUTCS B TSKEIOM
COCTOSIHUM, OOJIe3Hb NPOTPECCUPYET CTPEMUTENBHO M B OTCYTCTBHU
TEepanuy MOXKET MPUBECTU MalMeHTa K cMEPTH B TeueHue 2 Hel. [lo3anss
JIMAarHOCTUKA OCIIOXKHSIET BHIOOP U peanu3aiuio Tepanuu, 3pPeKTuBHOCTh

KOTOPOM  pEe3KO  CHUXAeTCcd Yy MalUMeHTOB ¢  MOJHOPraHHOU
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HEJ0CTaTOYHOCThI0. K cokaneHuto, omopa Ha JIMYHBIM ONBIT HOpH
KJIIMHUYECKOM JIMarHOCTHKE JIaHHOM MAaTOJOTHMH, PAaBHO KakK U JIPYTrUX
penkux 3aboneBaHuil, Hed(PEKTHBHA, TaK KAaK YUCJIO TMAI[UEHTOB B
MOMYJSIUN HEIOCTATOUHO Il popMupoBaHus «3pdeKTa y3HaBaHUS» Y
MPAKTUKYIOIUX TEIUaTPOB U MHQPEKIMOHUCTOB. J[MarHoCTHKa JOJKHA
OCHOBBIBATbCS ~HAa  CTPYKTYpHOM  TOAX0l€ K  (OPMUPOBAHUIO
muddepeHMaIbHOrO AMarHo3a M OBICTPON peanu3aluu  ajaropurMa
7a00paTOPHOr0 M HMHCTPYMEHTAIBHOIO 00C/eNoBaHusA. Y MalMeHTOB
paHHEro BoO3pacTa C TMOJO3PEHHMEM Ha CerNCcUC, MEHUHIOdHLEe)auT,
BHYTpUYTPOOHYI0O  MHQEKIHI, C  CHHAPOMOM  IOJHMOPTaHHOU
HEJOCTATOYHOCTH HEYCTAHOBJICHHOM OSTHOJOTMM B COYETAHUH C
IUTONIEHHEN mnepudepuyeckorl KpoBHM HEOOXOJUMO paHHEE BKIIIOUECHHE
reMo(aroiuTapHoro CUHApomMa B Kpyr AuddepeHnnansHoro Juartosa.
Ha nepBoMm sTame o6ciieioBaHusi, MPEINOYTUTEIHLHO B TIEPBbIE CYTKH, B
HAO0Op  JUArHOCTUYECKUX TECTOB  JOJKHbI  OBbITh  BKJIKYEHbI:
KoaryjorpamMma ¢ OIpeJieieHHeM cojepxaHusi ¢pudpuHoreHa, GeppuTHH
CBIBOPOTKH, TPUIVIMUEPUABl CHIBOPOTKM (HATOINAK), MYHKLIHS KOCTHOTO
MO3ra ¥ CIIMHHOMO3TOBasl MMyHKLMs. PaHHEEe BBIMOJIHEHHUE 3TOTO MPOCTOTO
U JOCTYITHOTO Habopa HCCIEIOBAaHUN TO3BOJISIET OBICTPO OLICHUTH
CUTYyallMI0 C TOYKH 3PEHUSI COOTBETCTBUSL KpUTEpUSIM AUAarHOCTUKU ['DC
¥, TpUd HEOOXOIMMOCTH, NPUHATH pEIIEHHE O Hayaje Tepanuu
KOPTHKOCTEpOUJaMU. BaXHO NOIYEpKHYTb, YTO I YBEJIMYEHHUS
YyBCTBUTEIBHOCTH JAMAarHOCTUKU HEOOXOJMMO MOBTOPHOE HCCIIEOBaHUE
OCHOBHBIX  Mokazateneil. OtTpaboTka  JAMArHOCTHUYECKOW  BEpCUU
reMo(aroiMTapHoro  CHHApPOMa HE  OTMEHSET  HEeO0OXOJUMOCTHU

OMIIUPUYECKON W HAMMPABICHHOW Tepanuu WHOEKITUH.
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JAK/IIOYEHUE

Ha cerogusmnuii geHs reModarouutapHbiii TUMQPOTUCTHOLMTO3 SABISIETCS TPYAHO
JUArHOCTUPYEMOW MaTOJIOTHEH, COMpOBOXKAAIONIEH MHOTUe 3a0o0jieBaHUS U
BIUAIONIEH Ha uUX TporHo3. JuddepeHnuanbHbIi AHMATHO3 MEXIY CEMEWHBIM
reMo(aroruTapHbiM JUM(POTUCTUOIIMTO30M U BTOPUYHBIM T'eMO(aroruTapHbIM
TUM(OTUCTUONIUTO30M 3aTPYAHEH, a MOPOK HEBO3MOXKEH. Tepamusi BTOPUYHOTO
reMoaroruTapHOro JUMQOTUCTHOIIMTO3a 3aBUCUT OT ITUOJIOTHYECKOro (akTopa,
a MpY HAJTMYUU IEPBUYHBIX TCHETUYECKUX HAPYIIIEHU M OTCYTCTBHUE CIIEIIM(PUUECKOM
Tepanuu MpuBeneT K ¢ararbHOMY ucxoay. OnHaKO HEOOOCHOBAHHOE Ha3HAUCHHE
UMMYHOCYIIPECCUBHOM  TE€panmuyd TakXK€ MOXET TMPUBECTH K  TAKEIbIM
ocioxHeHussM. [loaTomy Takasi Tepanusi MOXKET OBITh Ha3HAU€HA TOJIBKO TIOCIIE
IPOBEACHUS HEOOXOIUMBIX JIMATHOCTUYECKUX MEPOIPHUATHH, YTO TMOTpPeOyeT
B3aMMOJICMCTBUSL Bpauye€l MHOIMX CIIELIMAJIBHOCTEW: II€IUAaTPOB, I'€MaTOJIOTOB,

XUPYProOB, JIAOOPAHTOB, TUCTOJIOTOB.

Takum 06pa3om, BaKHOCThH MPOOJEMBI OMpenesieHa U TpeOyeT pelieHus: MmyTeM
BHEJPCHHUsS]  HOBBIX  JUATHOCTUYECKUX  TEXHOJOTUA U ONTUMHU3AIHH

TCPAIICBTHUYCCKUX IMTOAXO0O0B.
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