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AHHOoTaumsa. CuHgpom Cesapu — pepgkass ¢opma T-KNeTovyHOM 3r0KavyeCTBEHHOW
NMMM@OMBbI KOXW, BbI3BaHHas HEONnacTUYECKUM MepepoXaeHUeM KNeTok NMMEOouaHOro
psga u ux nponudpepaumen B BepPXHUX Crosix gepmbl.  KniodeBbiM  NPU3HAKOM
3aboneBaHusa gBnseTca  aKcdonuaTuBHasa aputpodepmunsa. B HacTosiwee Bpems
oTMeYarTCca TpyAHOCTM B AuddepeHumnanbHon auvarHoctuke cuHgpoma Cesapu, 4To
obycnoBneHo nonMMOpPU3IMOM  KITMHUYECKOW KapTUHbI, UMUTUPYIOLLEN BTOPUYHbIE
3pUTPOAEPMUM,  KOTOpble 4YacTo  SABAAKTCA  OCMOXHEeHueM  OobpokadeCTBEHHbIX
BOCNanuTenbHbIX AepmaTto3oB. B crtatbe npeactasneH 0630p COBPEMEHHbIX METOAOB
nccnegoBaHus LMToMopdonornyeckmx ocobeHHocten cmHgpoma Cesapu, NO3BONSAKOLLMX
NPOBECTU PaHHIOK ANArHOCTUKY 3aboneBaHus.

KnioueBble crnoBa: cuHgpom Cesapu, T-kneToyHas 3rokadvyecTBeHHasi numMmdoma KoxXu,
knetkun Cesapu.

MoHatne o cuHgpome Cesapu 6bino BBegeHo B 1953 r. ydyeHbiMm H.Wilson wu
J.Fielding, koTopble BblAenunu 3 rnaBHbIX cMMNTOMA: NMMdazeHonaTuo, 3puTpoLepMUI,
oxBaTbiBatowyto 00 80% MNOBEPXHOCTU KOXM U pasBuBLLYyOCA Bcrneactsne Avddy3HON
WHPUNBbTPALMM KOXM HEONNacTUYEeCKUMM KNeTKkamu, a Takke aTUnuyHble KNeTkn B
nepudepnyeckon  KpoBu, Mopdosiormyeckon OCOBEHHOCTBID  KOTOPbIX  SIBMSIETCA
cknagyaTtocTb aaep. Mo3xe AaHHbIe KNeTKM CTanu HasbiBaTb «LepebpugopMHbIMUY UK
knetkamu Cesapu [1].

CuHgpom Cesapu — nenkeMmyecknin BapuaHT T-KNEeTOYHOW 311I0Ka4YeCTBEHHOM
numcombl Koxn. MegmaHa Bo3pacTta NepBUYHOM OMArHOCTUKWM cocTasndeT 58 ner.
CoOTHOLLEHNEe YacTOTbl AMArHOCTUPOBAHUA Cpean MYXXYMH M XEHLLMH onpeaenseTca Kak
2:1, COOTBETCTBEHHO [2].

Otnonorna 3aboneBaHusi OO0 HACTOSILLErO0 BPEMEHW OCTaeTCs HEeBbISICHEHHOM,
OfHaKo, cywecTByeT npegnonoxeHne o npudactHoctn HTLV | u Il TMnoB Kk pasButuio
cnHgpoma Cesapu [3, 4]. Tem He MeHee, AaHHaa runoTes3a He Obina nogTeepXxaeHa
COBPEMEHHbIMM  UCCNEeaoBaHUSIMW,  KOTOpble  MNokasanun, 4YTO  Cceponornvyeckoe
ceugetenoctBo HTLV-I/Il vHpekunmn Habnogaetca Tonbko y 5-7% nauuMeHToB C
cuHgpomom Cesapu [5, 6]. Y 6onblMHCTBA OOMbHLIX OTMEYalTCs XPOMOCOMHbIE
abeppauuu, npeacTtaeneHHble geneumamm B 10 n 17 xpomocomax u gynnvkaunsamm B 7 u
8 xpomocomax. OgHako, porlb XPOMOCOMHbIX aHOManun npu cuHgpome Cesapu Takke He
AoKasaHa.

Knaccuyeckas Tpuaga, XapakTtepuaytoias 3aboneBaHue, BKNtoYaeT
reHepanu3oBaHHyl  apuTpoAepMuio, nNuMdageHonaTuio € NPEUMYLLECTBEHHbIM
nopaxeHnem KybutanbHbIX, NaxoBbIX U NOAMbILLEYHbIX NTIMMEATUYECKMX Y3II0B, a TaKkkKe
yBenMYeHne aTUnNn4YHbIX NMMMAOUNTOB, UMELLNX MMMYHOGeHoTUN Th2, B Maskax KpoBu
6onee 1000 kneTok/Mm3,

PyTuHHOE (hmsmnkanbHoe obcrenoBaHne He NO3BOMSIET C BbICOKOW AOCTOBEPHOCTLIO
anarHoctupoBatb cuvHapom Cesapu. Tak, nNpu BHELWHEM OCMOTPE KOXa YyTosleHa
BCNeACTBME WHUNbTpaAUMM W MMEET CUHIOWHbIA uBeT. OTMmevaeTcs IMxeHu3auus
ANUTENNSA N OUCXPOMUSA KOXKHbBIX MOKPOBOB, pa3BMBaETCA ryunepkepaTos CTon U fagoHEeMN,
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anctpodpmyeckne nopaxeHus Horren U andpdysHaa anoneuuns. bornbHble nNpegbaABRAIOT
Xanobbl Ha WHTeHCMBHbLIM 3yAd. Kpome TOro, onpedenstTcd MNpU3HakM Henponatuu,
BKMtOYaoLLMe OLUYLIEHNE XOKEHUS,, YYBCTBO CTArMBaHUS KOXW W napecte3nn. Takum
obpa3oM, Ha nNepBoM 3Tane obcnenoBaHns auddepeHunanbHas guarHoctTmka cuHapomMa
Cesapu ¢ BTOPUYHBIMU SpUTPOSEPMUAMM 3aTPyOHEHA.

Ana Bepudumkauumn guarHosa, Kak U B Clydae WHbIX HeonnacTU4ecKux MnpoLeccos,
NCronb3ytTCs MOPGOornyeckne MetToabl nccnefoBaHus.

CuHgpom Cesapu npoTekaeT B [ABE CTagun: SpUTEMATO3HY0 U MHPUNLTPATUBHO-
GnaweyHyto. Kaxxgas ns HuX umeet cBom Mopdonormyeckne ocobeHHOCTMU.

lMepBas cTagusa rMCTONOrMYECKU XapakTepU3yeTCs Hanuunem nepuBackKynsipHbIX
WHUIbTPATOB B BEPXHUX CIIOSIX OE€PMbl, COCTOALWMX M3 TMCTUOLMTOB, NrasmaTuyeckux
KNeTok WM aTUnu4YHbiX NUMAEOUAHBLIX KNeToK C uepebpudopmHbiMn agpamu. Takke
OTMeYaeTCs paclMpeHne MEXKNEeTOYHbIX MNPOCTPaHCTB BCreACTBUE CKOMSIEHUS B
annaepMmnce MexkneTodHon xmgkoctn. Mukpoabeuecchbl [loTpue Ha gaHHOW cTaguu
BCTpeYvarTCa peako.

MHmnbTpaTnBHO-6NsilLlevHass ctagnsa MMeeT cnegyowmne natomopdonorniyeckmne
NPU3HaKW:  KNeTouHbI  nonumMopcmam  uHpUnbTpaTa, obunue knetok Cesapw,
npucytcteme MukpoabecueccoB [MoTpue. PacnpocTpaHeHMe uHunbTpata B BEPXHUX
CnosiX AepMbl HOCUT NPEUMYLLECTBEHHO ANAAY3HbBIA XapakTep, a B HMXHUX OTMeYaeTcs
04aroBoCTb npouecca [7].

B HacTosiwee BpemMsi CywWecTBYeT MHOXECTBO KOMMMEKCHbIX LMTONOrMY4eCcKnx
MEeTOO0B, NO3BOMSAOLMX CBOEBPEMEHHO AMArHOCTMPOBaTb AaHHYO NATOMOIMIO.

B paHee npoBeaeHHbIX nccnegoBaHUsX C MOMOLLIO MeToAa NPOTOYHOM LMTOMETPUn
B Maskax nepudepudeckon Kposu Obinn obHapyXeHbl naTtorormyeckne nuM@oumnTbl C
nMmmyHocpeHoTunom CD2+; CD4+; CD7dim+; TcRaf+; CD7-; CD26-, 4TO no3BOnuno
OTHECTM WX K nonynauum 3penbix T-xennepos. [Npn HakoNneHMM AaHHbIX KNEeTOK B
NOBEPXHOCTHBLIX CNOAX AepMbl NPOMCXOANT NoBblWeHHoe BbigeneHne WUJ-4, UJ-5, UI-10
N HapyLlleHue perynsumm MexkKneTo4YHOro B3anmMonemncTemsa B obnactun nopaxenusa [8, 9].
Mpogykums atunuyHeiMm numdountammn UN-4 n UIN-10 okasbiBaeT WHrMbupyoLlee
BNUAHME Ha LMTOTOKCMYECKNE NUMAOLMNTDI.

T-numcpouunTapHasa npupoaa knetok Cesapu Takke MOXeT bbiTb NoATBEPXAEHA C
MOMOLLIbIO LUUTOXUMMYECKON uaeHTudmkauun. pu nposBefeHun wuccnefoBaHusa Obina
BbIsiBfieHa oTpuLaTtenbHasi peakumsa Ha Mapkepbl MUENOUAHBIX KNEeTOK U NONOXUTESNbHasA
peakums Ha anbda-HadTunaueTaTacTepasy, akTMBHOCTb KOTOPOW Bo3pacTtaeTt npu T-
numdonponugepaTuBHblx 3abonesaHuax [10]. Kpome Toro, B knetkax Cesapu
HabnogaeTcs pe3koe CHWKEHWEe akTMBHOCTU KanbUMeBO-MarHMeBow aHAOHYKMNeasbl. JTO
BbI3blBAE€T HapylleHWe CTPYKTypbl XpoOMaTuMHa, YTO B CBOKW o4yepedb BedeT K
ManurHmsaumm Knetok numdounagHoro paga [11].

Mopdonormnyeckne ocobeHHocTn kneTtok Cesapun NO3BOMAOT BbIAENUTb 3 OCHOBHbIX
TMNa JaHHbIX KNETOK, LWMPKYNUPYIOLWNX B Nnepudepmnyeckon Kposm 60MbHOrO.

MenkokneToyHblin BapuaHT (7-10 MKM) XapakTepusyeTcd BbICOKMM SOepHO-
uuTonnasmaTudeckmm CooTHowweHueMm. Lutonnasma onpegensietcs B Buae  y3KOro
oboaka, agpa OTNMYATCS UMEPXPOMHOCTBIO M MHOMOYUCAEHHBIMU  MHBarMHaunamu
mMemb6paHbl. Habnogaetcsa rnbib4aTtocTb U HEpAaBHOMEPHOCTb pacnpeaeneHmst XxpoMaTuHa
C ero KoHAeHcaumen y sagepHon membpaHbl. B UeHTpanbHOM YacTu sgpa Takux KneTok
onpegenseTcs MHUN3UA.

KpynHokneTouHbin BapnaHT (12-15 MKM) oTnn4aeTca oTCyTCTBUEM MMNEPXPOMHOCTMU,
4yTO cBMAeTenbcTBYyeT O 6onee Monogon npupoae aTux kneTtok. Liutonnasma Gonee
BblpaXKeHa 1 COOAEPXNUT eOUHNYHbIE PUOOCOMBI, MM30COMaribHbIE rPaHysbl U BaKyOsu.

AesysanepHbie numdountbl (9-11 MKM) ABNAOTCA pe3ynbTatoM AeneHus sapa no
AVMHUK  TIYBOKON  MHUM3UKU. [MNEePXPOMHOCTb [aHHbIX KMAETOK YMEpeHHa 3a cueT
HEBbIPAXXEHHON rMbl64YaToCTN XpoMaTUHa.



KonuyecTBeHHbIM aHanu3 mopdornorndyeckux gopm knetok Cesapu B HacTosiLee
BpPEMS LUMPOKO NPUMEHUM AN1s NpoBeaeHus anddepeHumnanbHOn gMarHoCTUKK. Tak, npu
oueHke numdounTorpaMmm Obino BbIABNEHO, 4YTO ANs 60NbHbIX 0OOGpPOKA4YEeCTBEHHbLIMM
BOCNanuUTeNbHbIMKM  OepMaTo3amMu, KOTOpble COMpPOBOXAAKTCA JpuUTpoaepMUEn, He
XapaKTepHO Hanuvyue B nepudepuyeckon KpoBU KPYNHOKITETOYHbIX U ABYAAepPHbIX (hOpM,
B TO BpeMs Kak y 6onbHbix cuHapomoM Cesapu copepXaHne MernKOKIEeTOYHbIX hopM
coctaBnseT 36%z6-7%, kpynHokneTtoyHblx — 10,5+2-3%, AByAgepHbIX nuMdounToB —
1,9+0.3% [12].

C uenbk BbISBNEHUS 3I0KAYECTBEHHOrO MNepepoXxaeHus NUMQONOHbIX KNeTok
npuMeHseTca MeTod LUMTOOTOMETPUM, OCHOBaHHbLIM Ha OKpacke NMUMAOUAHbLIX KNeToK
peaktnsom LWndda, cneumdmynsim ana AHK [12]. MNonyyeHHble pe3ynbTaTbl NO3BOAUNN
caenaTtb BbIBO4 O BbICOKOW CTereHu 3rnokavyeCTBEHHOCTU NMUMAOLMUTOB Mpu CUHOPOME
Cesapu, Tak Kak TeTpannougHble KneTku Obinu onpegeneHbl B konuyectse 7-9%. OTu
AaHHble MOXHO MCnonb3oBaTb B AnddepeHumansHon guarHoctuke cuHgpoma Cesapm c
Ao6poKayeCcTBEHHbIMIN BOCNANUTENbHBIMU AepMaTo3aMn, Npu KOTOpbIX TeTpannongHble
KNneTkn He onpegenatcs. Y 60MbHbIX 3apuTpogepmmyeckon copmon rpmboBMaHOMO
MMWKO3a MPOLEHT TeTPanSIOMAHbIX KNEeToK He npesbiwaeT 5%.

B natonoroaHatomuyeckon npakTuke crneuyndunyHbiM MapKepoMm nponudepauumu,
BbISIBASIEMbIM ~ UMMYHOTUCTOXMMUYECKN, saBnseTca aHtureH Ki-67, noBblWeHHas
aKcnpeccust KoToporo Habniwgaetcs Ha MembpaHe knetok Cesapu [13, 14]. [Mpwm
paccMaTpnMBaemMoM CUHOPOME WHAEKC NponudgepaTUBHOW akTUBHOCTM NpubnumxaeTtcsa K
30%, 4TO cBMAOETENLCTBYET B NOSb3Y BLICOKOW arpeCcCUBHOCTU OMyXONeBoro npotecca.

OgHOM ©3 MpPUYMH, BbI3bIBAKOLWNX MOBBIWEHHYO MPONUdepaTUBHY0 aKTUBHOCTb
knetok Cesapu, sBnseTca geduumTt akcnpeccum aTuMmm knetkamm SATB1, 4To BbI3biBaeT
PE3NUCTEHTHOCTb K anonTtosdy, nyteMm wuHrmbuposaHma FasL/CD95L TtpaHckpunumn. B
pesynbTaTte NpoBeAeHHbIX UCCreaoBaHnin Obifo NokasaHo, YTO BoccTaHoBneHne SATB1 B
KynbType Knetok Cesapu BbI3Bano CMNOHTAHHYK KNETOYHY rmbenb C ConyTCTBYyHOLLEN
akTMBauuen kacnasbl 8 un kacnasbl 3. Kpome Toro, sHgoreHHas akcrnpeccus Fasl B kneTkax
Cesapu 6bina yBenuyeHa Ha TPAHCKPUMNUMOHHBIX W  TPAHCISLUMOHHBLIX  YPOBHSX.
BocctaHoBneHne akcnpeccun SATB1 MoxeT npeactaBnsaATb coboM MNOTEHUMarnbHYHO
ueneHanpaBneHHy0 MOMEKYnapHy Tepanuio cuHgpoma Cesapu, KOTopas Ha OaHHbIN
MOMEHT He pa3paboTaHa [15].

Beibop Bnaa neveHnsa npu cuHgpome Cesapu 3aBUCUT OT TshKecTu 3aboneBaHus U
NPOBOAMUTCA C Y4ETOM CTENEeHN MHAPUMbTPaLNN KOXU, BbIPaXEHHOCTU nuMmdazeHonaTnm n
YPOBHA numgouuntoB B KpoBu. Hambonee adpdeKkTUBHbIM METOAOM MepBOM JIUHUK
Tepanuu Ha AaHHbIM MOMEHT ABNSAETCSA NPOBeAEeHNe dKCTpakopnopanbHOro potocopesa.
[aHHbIN MeTo4 He nokasaH nauueHTaMm C MnopaxeHnem nMMdaTUYecKux Y3foB W
BUCLepanbHbiX opraHoB. IFN-a Takke MOXeT WCNofb30BaTbCA Kak npenapaTt nepsBomn
NMHUK ONa nedeHuns cuHapoma Cesapu.
3aknoyeHne. CuHgpom Cesapy —  nNEWKEMUYECKMA  BapuaHT  T-KNeTo4HOW
3510Ka4eCTBEHHON  NMMAOMbI KOXW,  XapaKTepusyloLnincs reHepanM3oBaHHOM
3KCOoNMaTUBHOM IpUTPOSEPMUEN, NTUMAaZEHoNaTNEN, a Takke NosBeHNEM aTUNUYHbIX
nMMMAOUNTOB C LepebpndopMHLIMM sapamMu B nepudpepuyeckon Kposu. MonumMopgHbIv
WHPUIbTPAT B BEPXHUX CrOAX [OepMbl, COCTOAWMM U3 MrasmMaTUYecKuUX KIeTok,
rmcTmounToB U Knetok Cesapu o6ycnoBnvBaeT KAMHUYECKYK KapTUHY 3aboneBaHus,
KoTopasi XxapakTepusyeTcs MOSsIBIEHMEM T[MNEPEMUPOBAHHbIX MNATEH U Brisiwek,
HEeYKPOTUMbIM 3yAOM U AUCTPOPUYECKUMU U3MEHEHUSMU NPUOATKOB KOXW. CUHOPOM
Cesapn xapakTepusyeTCa arpecCcuBHbIM TeYEeHWEM. 5-NMeTHAA BbPKMBAEMOCTb MOCHe
ycTaHoBneHnsa guarHosa coctaBnseT 20%, 4To oOyCrnoBNEeHO CHWXKEHMEM KONMyecTBa
CD8+ num@oumtoB NO  OTHOWEHWO K  Th2-knetkam ©  NpuUcoeanHEeHUEM
ONMNOPTYHUCTMYECKON WHEKUMU. B CBSA3M C 3TUM, OrpOMHOE 3HadeHue npuobpeTtaeT



paHHAS U O0CTOBepHasi AMarHoCTMKa [aHHoro 3aboneBaHusi, KOTopasi B HacTosilee
BpeMsi BO3MOXXHa TONbKO MpW NMOMOLLM MOPAOSIOrMYeCKUX METOAOB.
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