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MNpuHUMNbI guddhepeHLManbHON ANAarHOCTUKM ayTOMMMYHHOIO TUpeouauTa c
NepBUYHLIMU HEXOMKKUHCKUMU MMM OMaMM LMTOBUAHOM Xerne3bl Ha Npumepe
KITMHUYECKOro cryyas

AHHOTaUMA. B cratbe npuBedeHbl  KMOYEBbIE  aCMneKkTbl  COBPEMEHHOM
AndpdepeHumanbHoOn  OMarHOCTUKM  ayTOMMMYHHOIMo  Tupeouauta M NepBUYHOM
NMM@OMBbI LUMTOBUAHOM >Xernesbl Ha npuMepe KIMHUYEeCKoro cny4yas. HecmoTpsi Ha
naToreHeTUYECKy0 CBsA3b 3TUX 3aboneBaHui, 0 YeM rOBOPUT CTATUCTMKA, anropuUTMbl
AnddepeHumanbHOM  OUarHOCTUKNM  3TUX  COCTOSIHMMA  OCTalTCsl  HeOoCTaTO4YHO
paspaboTaHHbIMK. [pn 3TOM, B CBSA3M C MHOFOYMCIIEHHLIMU CXOACTBAMU KITMHUYECKOW N
nabopaToOpHO-MHCTPYMEHTANbHOM  KapTWH,  KMw4yeBass poSfib B OMArHOCTUKe
npuHagnexuT natomopdornornyeckomy aHanuady. OpgHako Ha npakTuke paxe
MUKpPOCKOMMYEeCcKasa KapTUHa KpamHe peako MMeeT TUMUYHYK0 CTPYKTYpPY U oTnndaeTcs
LUMPOKNM MONMMOPU3MOM, YTO 3aTPyAHSAET MOCTAHOBKY AuarHosa. [Mpu msydeHun
KIMWHWUYECKOro Criyd4ast rMCTOSIOrMYeckoe UccrnefoBaHMe Takke He  MNO3BOSUNOo
UCKMIOYMTE NUMGOMY B BMAY OTCYTCTBMSI YETKOM BM3yanu3aumm repMUHaATUBHBIX
LEHTPOB. 3aKknioynTeNbHbLIN anarHos ObIn npousBeneH C NMOMOLLIbIO
WMMYHOTMCTOXMMUYECKOTO  UCCNEeAOoBaHMsl C  MCMNOJSIb30BaHMEM  CNELNUYHBIX
MapKepoB.

KnioueBble cnoBa: HeXOLKKMHCKad nNuMomMa, ayTOMMMYHHbIA TUPEOoUauT,
NMMYHOTMCTOXUMUSA, KITMHUYECKUI Cryyan

AyTOMMMYHHbIN  TUpeonguT (AUT) — TupeomaguT XawmmMOTO — 3TO XPOHWUYECKOE
opraHocneuudguyeckoe 3aboneBaHne ayTOMMMYHHOrO reHesa, o06ycnosneHHoe
HanMyYnMeM reHeTU4ecKoro gedekra B CUCTEME UMMYHOBMONOrMyeckoro Hagsopa wu
conpoBoXjawwieecs  UHPUNbTpauMen  TKaHuM  wuTtoBuaHoM  xenesbl (LK)
numdonaHbiMm Knetkamn. [laHHoe 3aboneBaHue BcTpevaeTcss npumepHo y 3-4 %
HaceneHus, npu aTomMm Ha Kaxgble 10-30 B3pOChbIX XXEHLUMH NPUXOANTCA OAWH Crydan
3aboneBaHuss. B TO xe Bpems, cBegeHus 00 WCTMHHOW 4YacTOTE XUPYPrUYECKnx
BMewaTenbctBax no nosogy AWT pgocrtatodHO pasHopeyuBbl, MOCKOSbKY B
3HauYUTENbHOW CTEMNEHM 3aBUCAT OT KayecTBa A0OMnepaumoHHOM guarHocTuku. OgHako
04YeBUOHO TO, YTO YacToTa BcTpevaemocTn AUT noBcemMecTHO N HeyKIoHHO pacTeT[1].
BaxHocTb komMneTeHTHoCTM guddepeHumansHon guarHoctnkn AWUT  ocTtaetcsa
akTyanbHon. Tak, 9TOT AuarHo3 Hepeako OWwMBOOYHO 3aknyarT Mpyu NepPBUYHON
numcpome (MJ1) wutoBugHom xenesol (LLPK). JaHHaa onyxonb npeactasnsieT cobown
Pa3HOBUOHOCTb HEXOMKKMHCKMX numcpom (HJT) — 3mnokayecTBEHHbIX OMyXonewn,
nopaxarwwmx numdaTndeckyto cuctemy um coctasnswowme okono 80% ot obuiero
Konuyectea numdom [2].

O MM WX npuHATO roBopuTb B TeX cCnydasix, Korga mMepBUYHbIA oyar
3r10Ka4YeCTBEHHOro npouecca nokanuayetca B UDPK. 3OTta natonorma BcTpevaeTcs
OTHOCUTENbHO PEAKO M MO AaHHbIM psida aBTopoB [3,4] cocTtaensieT Bcero ot 1 oo 5%



OT BCex OHKkonornyecknx 6onesHen LUK, Ha cerogHsawHWn [OeHb 3aboneBaHue
ocTaeTcs marno u3ydeHHbiM. Begytca guckyccum o6 muagyumpytowen ponn AUT B
BO3HMKHOBeHUN [JILPK. lMpn 3TtoM wmmeroTca cBefeHuss O TOM, YTO AnuTesibHas
aHTUreHHass CTUMYNAUMS TUPOUMUTOB YBEINMYMBAKOT BEPOATHOCTb BO3HMKHOBeHUs [1J1
LK y 6onbHbix AUT npubnuamtensHo B 40 pa3s Bbiwe, 4eM y nogen 6e3 aton
natonormun. Tak, Thieblemont o6Hapyxun B aHamHe3ze AUT y 11 GonbHbix T LXK B
rpynne u3 26 uccriegyemsl nauneHTos [3,5].

Takke M3BECTHO, 4TO nuMmdonnasMouuTapHas WHPUNbTpaAUMA  MOXeT
pa3BMBaTbCA KaK OTBETHAsA peakuusi npu noBpexgarlem OeACTBUM OMyXoneBbIX
KNeToK Ha TMPOLMTbI, 4YTO CMOCOBCTBYET MOCTYNMIEHUIO B KPOBOTOK ©OOMbLIOrO
KOnmM4yecTBa ropMOHOB, B YaCTHOCTU, TUpeornobynuHa, a Takke obpasoBaHMo aHTUTEN
K HEMY W1, KpOME TOro, MUKPOCOMAarnbHOM (ppakLmm TUPOLUTOB. OTO CBUAETENLCTBYET O
TOM, YTO NpWU BMeLLIATeNbCTBaX Ha WUToBUAHOM xenese no nosogy AUT Heobxoammo
ncKnYaTb Hanu4vne NMMOMBI. Mpwn 3TOM 3rioKkayecTBeHHas
TpaHcdopMauunsa NMMA@POMbl Ha POHE XPOHMYECKOro TupeouanTa B cpedHeM 3aHuMaeT
ot 20 po 30 ner [6,7].

Takum obpasom, anddepeHumansHaa auarHoctuka M1 WK n AUT kpanHe
Ba)XXHa W, OOHOBPEMEHHO C 3TUM CIlOXHa, MOCKONbKY Ha paHHux ctagus I WK
3ayacTyto owmboyHo paccmatpusatoTcsa kak AUT. MNogobHaa guarHoctuyeckas owmbka
HeJonycTuMa, TakK Kak NUMAOMbl XapakTepusyloTcs ObICTpbIM POCTOM U TpebytoT
He3aMennMTenbHoro  rieyeHus. [lpy  9TOM  MHCTpPYMeHTanbHble  (Hanpumep,
ynbTpa3BykoBasi AuarHocTMka W cuumHturpadmsa) wn  nabopatopHble  MeToAbl
nccnegosaHna AUT NpoTMBOpPEYMBLI U HECYT MNLLb HE3HAYUTENbHYIO AMarHOCTUYECKYHO
LUeHHOCTb. Hanpumep, onpegeneHve UMPKYNMPYIOLWMX aHTUTeNn K TUPEeouLHON
nepokcugase - Begylimin metoq anarHoctnkm AUT - gaet no3anTusBHyto peakuuto B 60 %
CnyYyaeB, He ABNSAACh Npu 3TOM cneumunydHbiM B crnyyasx cocywectsosaHna AUT n M1
LK [8]. WMeHHO noaTomy npegnodTeHne Bce Yaule oTaaeTcsi TOHKOUMOSbHOW
acnvpaumoHHomn éuoncum ¢ nocnegywmmM LMTOMOPEOTIONMYECKUM U TUCTONOMMYECKUM
nccnegosaHnem 6uontata. Kak v npu AUT, B cnyyae [JT WK rucrtonornyeckoe
nccnegoBaHne NO3BONSAET BbIIBUTb MHAUIbTPAT M3 NMMdounaHbixX kneTok [9]. ObblyHO
Ha TEeMHOM {)OHe rycToM nMMAONNIasmMouMTapHON WHUIbTPaLMKM OnpenensitoTcs
KPYMNHble CBETNble OKCUUITbHbIE KNEeTKM ALLKEHasun B BMAE MMAAcTOB UMM OOMHOYHbIX
knetok. Cnegyetr OTMETUTb, YTO HanuumMe KNeTok ALLKeHa3u SBNSETCA MPU3HAKOM
xpoHndeckoro AUT. Hepeako aTu KNeTKM MMEKT ypoanuBble rMraHTCKue sgpa, npu
9TOM pasnuyHas BeNUYMHA KMEeTOK M nonuMopmsam sgep MOXeT co3fdaBaTtbh
owmnboyHoe npeacrtasneHne ob onyxonesom pocte [10]. [JononHUTenbHbIE TPYAHOCTM
B AuddepeHunanbHoM OMarHOCTUKE  BO3HMKAKT MNpW  FIOKanbHOM  BapuaHTte
nMMAONHON NHUNBbTPaLMK, YTO Bbi3biBAaeT BONPOC O TOM, ABMASOTCA Habnwogaemble
n3aMeHeHna odaroson dopmon AUT wnm npencrtaBnsaT cobor peakuuto Ha
OrnyXxosieBble aHTUreHbl, MPU 3TOM BO3MOXHO U coyeTaHHoe Hanuumne AUT u M LK.
UuTtonormnyeckas guddepeHumnanoHas gmarHoctuka AUT cBoaguTCcA He TONbKO K
OOHapy>XeHM0 KINeTOK ALUKEHa3n, HO U XapakKTepHbIX NMUMEGONOHbLIX (ONNNKYIIOB C
BblpaXX€HHbIMW repMeHTaTUBHbIMU LeHTpamn[11].

O. K. XMenbHWUKWIA yBEPEH, YTO LMTONOrMYeckn otnmunte AUT OT HavanbHbIX
cTagun nMMAOM MpPakTUYeCcKn HEBO3MOXHO. [103TOMYy OOHO U3 BegyLMX 3HAYEeHUN B
coBpeMeHHon guddepeHumnansHon guarHoctnke AUT ¢ T UK npuHagnexut
UMMYHOTMCTOXMMUYECKOMY UCCIIEA0BaHMIO.

OcHoBHblE 3afaun, pellaeMble MMMYHOTMCTOXMMUYECKMM METOOO0M, CBOASTCH,
rmaBHbIM 0B6Pa3oM, K YCTAHOBMEHUIO FIMHENHOW MpPUHAONEeXHOCTU kneTtok (B wunu T).
Kpome TOro, 6onblioe AnarHOCTUYECKoe 3HadeHne MmeeT obHapyXeHue TKaHEBOro
9KBMBaneHTa U3MEHEHHbIX 3/TOKa4YeCTBEHHbIX KNeTok. [12].



MpuBegem OCHOBHblE anropuTMbl AnddepeHuynansHon anarHoctnkn AUT n M1
LXK Ha npumepe Hawero KnnMHUYEeCKoro criyvyas.

BonbHasa ., 77 net, ¢ guarHo3om xpoHudeckun AUT B aHaMHe3e noctynuna c
Xanobamu Ha 4YyBCTBO HEXBaTKM BO3dyxa M yaywbe, obHapyxeHa gedopmauus wen
Bcnencteme GoicTporo yBenunyenus LK B TeyeHne aByx mecsaueB. bbina npoBeaeHa
aKcnpecc-buoncus ¢ nocrnenyowen TMPeouasaKTOMUEN.

Makpockonuyeckn nesass gons Oyrpucrtas, NMAOTHO-aNacTUYHasi, pas3MepoM
13*7*5,5 cm. lMNepeweek coctaBnan 10x2x1,5 cm, 6yrpucTbiit. NMpaBas gonsa dyrpucTas,
NoOTHO-3anacTn4Hasga, pasmepom 13,5x5.5x4.5 cm. Ha paspese TkaHb Cepo-XenToro
uBeTa, gonbyaTas.

Mpn  MMKpOCKOMMYECKOM uccnegoBaHun OBHapyXeHbl OBLWwMpHble nongd
NUM@ONAHON TKaHW, a Takke eanHU4YHble donnukynel LK. BeipaxeHa runepnnasma
KneTok ALLKeHasn un oyarun pmbposa ¢ numdconnasMmounTapHoOn MHUNbTPALUMEN.

CnepyeT OTMETUTb OTCYTCTBME 4YeTKOM Bu3yanusauum numgaTU4ecKkmnx
ONNUKYNoB C  BbIPaXeEHHbIMW repMeHTaTUBHbIMKM  LeHTpamu. [loaTtomy Ans
npoBedeHus danbHeuwen AWarHOCTUKM WUCNoSb30Bancs WUMMYHOMMCTOXUMWYECKUI
aHanu3 no cregytowen naHenu mapkepos: CD3, CD20, CD138, CK19, Kappa Lambda.
[Ons  ycTaHOBNEHWA JNUHEMHOW  NPUHAASNIEXHOCTU  JIMMAOUAOHbLIX  KMEeTOK  Mbl
ncrnone3osann CD3 wn CD20, pgekopupywwwme T wn B nonynsumm numdouunTos
COOTBETCTBEHHO.

lMo3nTnBHbIE peakumm No oboMM Mapkepam CBUAETENbLCTBOBASIM O CMEeLlaHHOM
doeHoTUNe KNeTok, NpuyeMm MeXEONUKYNSPHbIN NTMMEGONLHBIN NHPUNBTPAT COCTOAN
npevMmyliectBeHHo wu3 T-knetok (CD3+,CD20-), B TOXe Bpems B-numdountsl
3aHumanu  onnukynsl  (CD20+,CD20-). CwmewaHHbin  deHoTMn  numdongHomn
NHPUbTPaUMM UMeeT BnaronpuATHOE MNPOrHOCTUYECKOE 3HaYeHue W NpakTUYeCcKu
ncknovaetr HJ1 WK gna kotopbix, B nodaBnswowemM OOMbLUMHCTBE Cryvaes,
XapakTepHa MOHOKMOHaIbHOCTb U3 B- KneTok.

Ons noateBepxaeHna gnarHosa AUT mbl ncnonbsosann CD138, nosutnBHaa peakums
nogTeepauna Hanmyme nnasmMaTuyeckmnx KrneTok.

Ha cnepytowem atane mnccnegoBaHus 6bin ucnonb3oBaH CK19. NMo3utnBHas peakuus
Ha CK19 wucknwoyaeT pgecTtpykumio donnukynapHoro anutenusa UK, koTopas
xapaktepHa ansa MHJT LPK.

B kayecTBe 3aKnOYUTENBLHOrO atana uMMyHomopdonornyeckon andgepeHumnansHOn
ANarHoCTMKM OblNO MpoBedeHO uccrnefoBaHWe Kanna v nambaa nerkux uenen

UMMyHornobynuHos. CooTHOLWlEeHMe Kanma — uenerd K nsmbaa  CcocTaBumio
npuénuanTensHo 1:1, 4TO CBUAETENBLCTBYET 06 OTCYTCTBUM PECTPUKLMM NErkux uenen
MMMYHOTNO6YNNHOB.

Takum 06pa3oM, COBOKYMHOCTb AOCTOBEPHbLIX KPUTEPUEB WMMMYHOrMCTOXUMMUYECKOTO
aHanusa, a MMEHHO: CMeLUaHHbIM peHOTUN NMMEOMOHON NoNynsauMM, nNpUCyTCTBUE
nnasmaTU4ecKMX KMeToK, OTCYTCTBUME NUMAO3NUTENManbHbIX MNOBPEXOEHUA U©
OTCYTCTBME PECTPUKUUN FNErknx uenem MMMYHOrnoOynMHOB MO3BOMUIIA WUCKMAYUTD
NEPBUYHYIO  HEXOMKKMHCKYHD NUMEOMY  LMTOBMAHOW Xenesbl Yy ©OonbHOM C
ayTOMMMYHHbIM TUPEOULUTOM.

3akntoyeHue: AyTOMMMYHHbIN TUPEOUOUT — OYEHb PACNPOCTPaHEHHOE W 3a4yacTyto
XpoHuYeckoe 3aboneBaHune LUMTOBUAHOWN Xenesbl, KoTopbiM cTpagaeT 3-4% npoueHTa
HaceneHus. [OnutenbHaa aHTUreHHas CTUMYNSAUMA MNpU  XPOHUYECKOM TupeouauTe
MOXET NPUBECTU K PasBUTUIO MNEPBUYHON HEXOPKKUHCKOW JTIMMOMbI LLMTOBUAHOWN
Xenesbl — peakoMy numdonponugepatMBHomMy 3aboneBaHunio, XxapakTepusyroLwemycs
ObICTPbIM POCTOM M BbICOKOW 3510Ka4e€CTBEHHOCTLI0. [AnddepeHumansHasa guarHoctuka
Mexgy ayTOMMMYHHbIM TUPEoOUAUTOM U NEPBUYHON NMMMEOMON LINTOBUOHOM Xenesbl
O4YeHb CnoxHa u TpebyeT Xopollero ypoBHSA MOArOTOBKM natomopdposniora, a M3-3a



BbIPa)X€HHOro MonmMMopduama MUKPOCKONUYECKON KapTUHbI AMarHO3 npakTUYecKu
HEBO3MOXHO NOCTaBUTb 6€3 MMMYHOMOPONIOrMYECKNX METOA0B aHanm3aa.
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