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0.B. CMmupHOBa

XPOHUYECKWUA MUENOJIENKOS — KJIMHWYECKUE N UMMYHOJIOTMYECKUE
OCOBEHHOCTHW Y B3POC/J1bIX BOJIbHbIX

HUU menuumHcknx npobnem Cesepa CO PAMH (KpacHosipck)

IlpoBegeno usyuenue ocobennocmell KAUHUYECKUX NPOABACHUL U UMMyHUMEMA y OOAbHbIX XPOHUUECKUM
MUEeAOAelKO30M B 3aBUCUMOCMU OM cmaguu 3a00AeBanus. Y OOAbHbIX NPU NOCMYNAeHUU 4aWe BbIABASAUCD
OgbLWKQ, cepgueduenus, AuMgpageHonamus, renamoMeraaus, CAeHOMEraAUus, NPOABACHUA IFeMOPPAruieckoro
cungpoma. Y 60AbHbIX HE3QBUCUMO OM CMAguu gUuarHoCMUpPOBAAUChH UMMYHHblEe HAPYUleHUs, NPU 3MOM
HauboAbUWIUE USMEHEeHUs — B MepMUHAALHOU cmaguu. Y O0AbHbLIX B PA3BEPHYMYIO, U B MEPMUHAABHYIO CMAguU
pasBuBaics T-kremounblli ummyHnogeguyum. OcobeHHOCMbI0 MePMUHAABLHOU cMaguu SABASIAOCL CHUXKeHUue
cogepxanusa NK-kremok u B-aumgpoyumos.

KnioyeBbie cnoBa: XxpOHN4YE€CKUI MNEJIONEHKO3, NMMYHUTET

CHRONIC MYELOID LEUKEMIA — CLINICAL AND IMMUNOLOGICAL PECULIARITIES
IN ADULT PATIENTS

0.V. Smirnova

Research Institute of Medical Problems of the North SB RAMS, Krasnoyarsk

A study of the peculiarities of clinical manifestations and immunity in patients with chronic myeloid leuke-
mia, depending on the stage of disease was made. In patients at admission were more prevalent shortness of
breath, palpitations, lymphadenopathy, hepatomegaly, splenomegaly, hemorrhagic manifestations. Patients
diagnosed at any stage had immune disturbances, with the greatest change — in the terminal stage. In patients
in an expanded and in the terminal stages T-cell inmunodeficiency developed. The peculiarity of the terminal
stage was the reduction of NK-cells and B-lymphocytes.
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XpoHmyecKuil Muerorerkos (XMA) cocraBasgeT
20 % cpeay Bcex Aetiko30B. B crpanax Esponbl u Ce-
BepHOM AMEpHUKHM II0 4YaCTOTEe PacIpOCTPaHEHUs OH
3aHUMaeT TPeThe MEeCTO IIOCAe OCTPHIX AeMKO30B U
XpoHHUYecKoro ammdonetrikosa. B Anonnn, Muanu, MH-
AOHE3UU 1 APYTUX CTPaHax C HU3KOM 3a00Ae€BaeMOCTEIO
XPOHUYECKUHN AUMPOAEUKO3 3aHUMAEeT BTOPOE MECTO.
E>xeropnast 3aboaeBaemocTb XMA cocraBaser 1 —1,5
Ha 100 ThIC. HaCEAEHUSI BO BCeX CTPaHax, U OCTaeTCs
NIPaKTUYeCKU CTAaOUABLHOM Ha IPOTS>KEHUU ITOCAEA-
Hux 50 AeT. My KuMHEI 3a00A€BaIOT dallle KeHIIUH,
cocTaBAdst 55— 60 % O0oabHBIX. [ToAOBMHA MAITMEHTOB
3aboneBaeT B Bo3pacTe 30 — 50 aer, uatie mesxpy 30 — 40
ropamu. [Tpu XM He BBIIBA€HBI IPU3HAKU HACAEAO-
BaHUA 3a00AeBaHUs, OAHAKO, U3BECTHBI OTAEABHEIE
COOO0IIeHNd 0 cAydasasx ceMelHoro XMA. XMA BeIsB-
ASIACS Y AHLL, IEPESKUBIINX QTOMHYIO0 OOMOApAUPOBKY
B Xupocume 1 Haracaku, 1 cpeprt OOABHBIX CIIOHAWAO-
apPTPUTOM, IOAYUYABIINM PEHTTEHOTEPAIIHIO.

B ocnoge natoreneza XMA Ae>xuT oOpa3zoBaHUe
cautHoro reHa BCR-ABL, npoaylupyroiiero 0eAoK co
3HQUUTEALHO OOAee BLIpasKeHHOU THpa3MHKUHA3HOU
AKTHUBHOCTBIO, YeM ero HOPMaAbHBIY TPOTOTHU [8]. AK-
THBaLMS Pa3ANYHbIX y4acTKoB reHoB ABL 1 BCR, Bo3-
HHMKAIOIIasd B pe3yAbTaTe UX CAUSHUS, 00yCAABAUBAET
IIOCAEAOBATEABHYIO I1eTlb COOLITHM B KAETKaX, KOTOPLIe
B KOHEYHOM UTOTe BEAYT K YBEAMUYEHMIO KAeTOUYHOU
npoAudepaliy, HapyueHuto AuepeHITUPOBKY KAe-
TOK-IIPeAlLIeCTBEeHHUKOB. KaeTku-HOCuTeAn reHa BCR-
ABL uMeIOT MEHBIITYIO II0 CPaBHEHUIO C HOPMAALHBIMH,
YyBCTBUTEABHOCTB K (DAKTOPAM, BEI3bIBAIOIIUM AIlOIl-
TO3, UTO IIPUBOAUT HE TOABKO K YBEAMUYEHUIO MaCChl

OITyXOAEBBIX KAETOK, HO U K 3BOAIOIIUY OOAE€3HU B CBA3HU
C BBDKUBAHUEM KAETOK C AOOABOYHBLIMU MYTallUSMU.
Taxum o6pasoM, buororudeckuut sddexkr BCR-ABL
reta npu XMA cBopuTcd K: 1) yBEAMYEHHIO MUTO-
TeHHOM aKTUBHOCTHU B CBS3U C YCHUACHUEM IlepepAaun
MUTOTHYECKOTO CUTHAAA ITyTeM aKTUBAaIlUM PEIelITOPOB
reMOIIO3TUYECKUX (DAKTOPOB; 2) HaPYILLIEHUIO aATe3UN
KAETOK K CTpoMe; 3) MHTUOMPOBAHUIO allONTO3a; 4) BO3-
HUKHOBEHMIO HECTaOMABHOTO FeHOMa KAeTKU B CBIA3U
co cHmkeHneM (pyHKuu reda ABL [6].

B npealiecTBeHHUKaX HEUTPOPUAOB, 203UHODU-
AOB, 6a30(PUAOB, IPpUTPOOAACTOB, MEraKapuOIIUTOB,
MOHOLIUTOB, Makpodaros, B-AuM@onuToB y 60ABHEIX
XMA oGHapy>keHa TpaHcArokanus (9; 22) (q34; ql1) u
00pPa3yrOTCsl KAETKU-HOCUTEABHUIIB], CIIOCOOCTBYIOLIUE
IIporpeccupoBaHuio 3ab0oAeBaHMs. E1le opHMM haKTo-
POM, OOYCAOBAUBAIOLIUM PA3BUTHE OHKOAOTMUECKOTO
3a00AeBaHUs, SIBASIETCSI CHUJKeHHE PeaKTUBHOCTHU
UMMYHHOU cUcTeMBbI. C OAHOU CTOPOHEL, AOKa3aHO, UTO
UMEHHO UMMYHOAEPUITUTHOE COCTOSTHUE OIIPEAEASIET
pa3BUTHE 3A0KaUeCTBEeHHOM omryxoan [1, 9]. C Apyroi,
HaKallAUBaeTcs Bce OOAbIIIe CBEA€HUM, YTO U caMa
OITyXOAb UHAYLIMPYET Pa3BUTHE UMMYHHOU CYIIPECCUHY,
KOTOPAast MOJKET MPOSIBASITECST B LIIMPOKOM AMAlla30He
(OT He3HAUMTEABHOU CTEIIeHU AO IIOAHOM aHepruu) [7].
MexaHNU3MBl, OTBETCTBEHHbIE 38 HapyllleHusT DYHKIIUN
UMMYHHOU CUCTEMEBI, B HACTOsIIee BpeMs IIOAHOCTBIO
He oIpepeAeHBl. TakuM oO6pa3oM, HeCMOTPS. Ha PsIA
IIPOBEAEHHBIX NCCAEAOBAHUMN, MHOTOE B IIaTOreHe3e
XMA ocTaeTca Hen3ydeHHbIM. HepAOCTaTOUHO MOAHO
HUCCAEAOBAHBI MEXaHU3Mbl UMMYHHOU PEAKTUBHOCTH
npu XMA. B cBa3U ¢ 3THUM, IIeABIO HACTOSIIIIErO UCCAE-
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AOBAHUA OBINO N3yUeHHe OCOOEHHOCTEH KAMHUYECKUX
MPOSIBA€HNUM U MMMYHUTeTa Y O0ABHBIX XMA B 3aBU-
CHMOCTHU OT CTaAUU 3a00AEBaHUS.

MATEPUWAJ1bl U METObl

B rpynny usydyeHus ObIAU B3ATH 44 OOABHBIX
XMA, npu atoMm y 20 u3 Hux (45,5 %) AUarHOCTUPO-
BaAACh pa3BePHYTAs CTapus, @y 24 OOABHEIX (94,5 %)
— TepMHUHaAbHad CTapus 3a00neBaHusg. CpepAHUN BO3-
pacT OOABHBIX COCTABUA 39,2 + 2,4 ropa, My>KunH 18
(40,9 %) u sxenmuH 26 (59,1 %). B KauecTBe KOHTPOAS
o0cAep0BaHO 125 TpakKTU4eCKU 3A0POBBIX B3POCABIX
TOTO Ke BO3PaCTHOTO AMANa30Ha, KOTOPhIe OBIAY OTO-
OpaHbI IpU TPOPUAAKTHUECKUX ocMoTpax B AITY ro-
poaa KpacHosgpcka. [TonyAd1imOHHBIN 1 CyOIIOITy AN -
OHHBIU COCTaB AMMQOIINTOB HepudepudecKoi KpOBU
OILIeHMBAAHU C IIOMOIIbIO METOAQ HEIIPSIMON UMMYHOd-
AYOPECILIeHIIUU C UCIIOAB30BaHUEM MOHOKAOHAABHBIX
aututea Kk CD3, CD4, CD8, CD16, CD19, HLA-DR.
AASL AOTTOAHUTEABHOU XapPaKTEPUCTUKU T-KAETOYHOTO
3BeHa UMMYHHOU CHUCTEMBI BEIUMCASIAY UMMYHOpe-
ryagropubsii (CD4+/CD8%), Aeiiko-T-KAeTOUYHBIHN
(AetiroruTel /CD3"), Aetiko-B-kKaeTOUHEBIN (AeHKO-
nutbl/CD19%) MHAEKCHI, @ TaKXKe MHAEKC aKTUBAIUHA
T-aumdonuros (HLA-DR*/CD19"). KonmeHnTparuio
HUMMYHOTAOOYAMHOB KAaacca A, M u G B CEIBOPOTKE
KPOBHU OIPEAEASIAY UMMYHO(MEPMEHTHBIM METOAOM,
HUCHOAB3Y4 TecT-cucTteMbl 3A0 «Bekrop-Bect». Co-
CTOSIHHE TYMOPAABHOT'O MMMYHUTETa XapaKTepu3o0-
BaAW Tak’ke YPOBHEM OTHOCUTEALHOTO cuHTe3a IgA
(IgA/CD19%), IgM (IgM/CD19") m IgG (IgG/CD19%).

[To pe3yabTaTaM HCCAEAOBAHUS B IIaKeTe JAEK-
TpoHHBIX TabAu1 MS Excel 2000 Obina chopMupoBaHa
0asza AQHHBIX, HA OCHOBE KOTOPOU C IIOMOIIILIO IIaKETOB
TPUKAAAHBIX IIporpaMm Statistica 7.0 mpousBoamuAca
CTaTUCTUUYECKUN aHAAU3 AAS IlapaMeTpU4YecKuX u
HellapaMeTpUUecKux AaHHBIX. OIleHKa AOCTOBEp-
HOCTU Pa3AWUUN OCYIIECTBASIAU C UCIIOAB30BaHHUEM
t-kputepus CTbiopeHTa U KpuTepusa MadnHa — YUTHH.

PE3VJIbTATbl U OBCYXXAEHUE

Khamnangeckn HadaabHYIO cTapuio XMA ompepe-
AUTB He yAaeTcs. [TepBbBIM CUMIITOMOM SIBASIETCS Hel-
TPO(PUABHBIN AEMKOITUTO3 CO CABUTOM AO MUEAOIIUTOB
U IPOMUEAOIIUTOB IIPU HOPMAAbHOM CaMOYYBCTBHUU
OoabHOrO. C HapacTaHUueM AEMKOIIUTO3a BO3HUKAeT
IIOTAMBOCTD, CAAOOCTD, MOBLIIIIEHHAS! YTOMASIEMOCTD.
OTHU NPU3HAKU OOBIYHO ITOIBASIIOTCS IIPU A€UKOITUTO-
3e, npessimiatoieM 20 — 30 x 10%/A. VImeroTcs cayuan,
KOTAQ OOABHBIE ITpY YpoBHE AerKonuToB 200 x 10°/A He
OTMeYaAu KaKMuX-AN00 HeIIPUATHBIX OllyleHU . HO-
rAQ IIepBBIMU CUMIITOMaMU OOAE3HU CAYJKAT TSKeCTb U
HeOOABIIIas 00OAb B AeBOM IOAPEOEPHE B CBSA3U C YBEAU-
yeHueM cere3eHKU. CoBpeMeHHas paHHIsI AUarHOCTHU-
Ka AeMKO03a II0Ka3ana, YTO yBeAndeHNe CeAe3€HKU eCTh
TIOUTH BCETAQ, HO HEPEAKO MHOT'ME MeCSIIbI 1 TOABI e€
He yA@eTcs HaAbIINpoBaTh. B 0OCHOBe cCiAeHOMeracuu
AEKUT MUEAOVAHAS METaIIAa3UsI B CeAe3eHKe.

B pasBepHyTOU cTapuy HAOAIOAQETCS acTeHuYe-
CKUU CUHAPOM (CAQ0OCTB, yTOMASIEMOCTD), 00yCAOBAEH-
HBIN OBBIIIIEHHBIM KAETOYHBIM PaCIIaAOM, KOTOPHIN B
OTAEABHBIX CAYYasIX COIIPOBOKAQETCS TUIIePyPUKEMU-

ell. [ Ipy 04eHb BLICOKOM A€UKOIIUTO3€e, AOCTUTAIOIIEM
500 x 10°/A u Gonree, BOBMOIKHBI HAPYIIIEHNUsT KPOBO-
oOpallleHrs B TOAOBHOM MO3Te, B CBSI3U CO CTa3aMu
AEUKOIIUTOB. B 5KeAayAOUHO-KUIIIeYHOM TpaKTe BO3HU-
KaeT KPOBOTeUeHHUE C IIOCAEAYIOIUM pa3purueM ABC-
cuHApoMa. BeipaskeHHOM aHeMUU ¥ TPOMOOITUTOIIEHUN
HeT. EcAn pTocTaThueckas Teparus He IIPOBOAWTCS, TO
3a00AeBaHUe IIOCTEIIEHHO IIPOTPEeCCUpPyeT: HapacTaeT
AEUKOIUTO3, YBEAUUYUBAIOTCSA CeAe3eHKAa U IIeYeHb,
HapacTaloT CAAOOCTb, yTOMASIEMOCTE ¥ IIOTAMBOCTS [ 2].

Co BpeMeHeM ITaTOAOTUYECKUH ITPOIeCcC Iporpec-
cUpyeT. DTO BBIpa’kaeTcsl B MEAAEHHOM, HO HEYKAOH-
HOM YBEAUYEHUU CeAe3eHKU, B IIOCTelIeHHOM Hapac-
TaHUM AeUKOLMTO3a, TPEOYIOIIEr0 YBeAUUEeHUS AO3EI
IUTOCTaTUKOB, B HEKOTOPOM CHU>KEHMU IToKa3aTerei
KpacHOM KPOBU U TpoMOonuToB. MiHOTAQ B TeueHUEe
XM\ BBEIIBASIETCS IPOMESKYTOUHAS (IePEeXOAHAs) CTa-
AW, XapaKTepU3YIOIasicsl CHIDKeHueM 3(pheKTUBHO-
CTHU paHee UCIIOAB3YeMBIX IIPelapaToB, POCTOM A€HUKO-
LIUTO3a, yBeAUUeHHeM B DOPMyAe KPOBU MUEAOLIUTOB
U IIPOMHUEAOITUTOB. B 3TOT 11eprop KapruoAOTmYeKCHi
aHaAWM3 BBISIBASIET IOsIBAeHNE Ph-TIO3UTUBHEBIX KAETOK,
KOTOpBbIe HAUMHAIOT 00Pa30BhIBATL CYOKAOH. Ha KakoM-
TO HellpeACKa3dyeMoM dTalle MOHOTOHHO pPa3BUBAlO-
1masacs AOOpOKaueCTBEeHHAsI OIIyXOAb IIPEBPAIaeTCs B
OIIYXOAB IIOAUKAOHOBYIO, 3A0KaUYeCTBEHHYIO, U ITPOIlecC
BCTYyIIaeT B TEPMUHAABHYIO CTaANI0. KAMHUUECKU 3TO
MIPOSIBASIETCSI BHE3AIIHBIM U3MeHeHUeM BCel KapTHHbL
OOAe3HU: AMOO HauMHaeT ObICTPO PACTU CeAe3€HKA U B
Hel NOSIBASIIOTCSI UH(PapKThI, AUOO 63 BUAUMOU IIPU-
UUHBI IIOBBIIIAETCS TeMIIepaTypa, AUOO MOSIBASIOTCS
CUABHBIE OOAU B KOCTSIX, AMOO Pa3BUBAIOTCS IIAOTHBIE
Oo4aru CapkKOMHOI'O poCTa B AMMMATUYEeCKUX y3AaX.
OTU IPOSIBACHYSI OOAE3HU CBSI3aHEI C BOSHMKHOBEHUEM
HOBBIX MYTA@HTHBIX CyOKAOHOB B paMKaX OCHOBHOTIO
OITyXOAEBOT'O KAOHQ, He CIIOCOOHBIX K pAudepeHIn-
POBKe, HO HEIIPEPBIBHO MPOAUMEPUPYIOLINX, BBITEC-
HAIOUINX UCXOAHBIN AMDPEePEeHIUPYIONUNCT KAOH
KAeTOK. M3pepKa O0OAe3Hb HAUWMHAETCS C TEPMUHAAD-
HOU cTapuu. Pa3BuTre TepMUHAALHOM CTaAMU MEHSeT
BCIO KAMHUUYECKYIO U reMaTOAOIMUECKYIO0 KapTUHY
0one3HU. CTaHOBATCA IPKUMU IPU3HAKHU OITyXOAEBOU
porpeccuu, OTCyTCTBYIOIIUe npeskae. Bo3Hukaer
TPOMOOIIUTOIIEHNUS, B PIAE CAyYaeB AeUKOIleHUs. B
KPOBH yMEHBIIAETCS IPOIIEHT CeTMEHTOB M IIaAOU-
KOSIA€PHBIX HEUTPO(MUAOB, YBEAMUNBAETCS IIPOL[EHT
MMEAOIUTOB, TPOMUEAOIIUTOB ¥ OAACTHBIX KAETOK. Bo3s-
HHUKaeT 6AacT03 KpoBU. 'eMaTororuueckue n3MeHeHUst
B TEpPMUHAABHOU cTapuu XMA daie IposIBAIIOTCS
OAQCTHBIM KPU30M, XapaKTepH3yIOUNMCsI HapacTa-
HUEM COAePIKaHUs OAACTOB B KOCTHOM MO3Te€ U KPDOBM.
BmecTe ¢ OAQCTHBIMU KAETKaAMU, UMEIOIUMU YeTKHe
IUTOXMMHYECKUe NIPU3HaKNU POAOHAYAABHUKOB TOTO
UAU UHOTO PSIAQ, B KPOBH M KOCTHOM MO3Te HaXOAAT U
HepuddepeHIpyeMble OAACTHBIE SAeMeHTEL Koanue-
CTBO OAQCTHBIX KAETOK MOJKET BapbUPOBAThL OT 2 — 3 A0
15 %. B TepMuBHarbHOM cTapuu XM/ pe3Ko BO3pacTaeT
OpOIeHT 6a30PUAOB. AOBOABHO PEAKMM BapUaHTOM
SIBASIETCSI MOHOITUTAPHBIM KpU3 — IIOSIBA€HHUE U Ha-
pacTaHue Yucaa MOHOITUTOB. B KpoBu 00Hapy>KUBaIOT
OCKOAKM SIA€P MerakapuolUTOB U MHOTO 3PUTPOKa-
PUOINTOB. B TepMUHAABHOM CTAAUU YTHETAeTCsI HOp-
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MaABHOE KpOBeTBOpeHUe. VIMeHHO IPaHyAOLIUTOLIEHN,
TPOMOOLIMTOIIEHUST U aHEeMUSsI OTATOINAIOT COCTOSIHUE
OOABHBIX. B psiae caydaeB HA4aAaO TePMUHAABHOM
CTaAUU COIPOBOYKAQETCSI YBEAUUEHHEM CEAe3€HKH,
B KOTOPOU OOHAPY’KUBAETCS BBICOKMU IIPOLIEHT OAd-
cToB. MlHOTAQ CHMIITOMOM 3TOM CTAAUU CTAHOBUTCS
YBEeAUYEHHUE [TIeYeHN C Pa3BUTHEM B HE OMOAOSKEHHON
MHEAOUAHOU TKaHU. OAHO U3 IPOSIBA€HUM TepPMUHAADB-
HOM CTaAUM — BO3HUKHOBEHUE AeMKeMUAOB B KOJXKe,
CKAOHHBIX K MeTacTa3UpOBaHMIO, KakK 110 KOJKe, TaK U
B APYTH€ OPTaHbl U CUCTEMBL. B TepMUHAABHOM CTaANNA
y 60ABHBIX XMA "acTo BCTpeuaeTcs: HelpoAeKeMus,
a B AUM@aTHYeCKUX y3AaX OOHAPY’KUBAIOTCS O4aru
CapKOMHOI'0 POCTa. BasKHeN UM 1 paHHUM IIPHU3HAKOM
TEPMUHAABHON CTAaAMU M IIPUOAMIKAIOIErocs 6AacT-
HOTO KpHU3a SIBASIETCSI pa3BUTUE PedPaKTepHOCTH K
IUTOCTATUKAM, TaK KaK A€MKO3HbIe KAeTKM OOABHBIX
XapaKTepu3yeTcs MOBBIIIEHHON MyTaOeABHOCTHIO [ 3]

Y 20 GoabHBIX (45,5 %) 3ab0oreBaHUE AMATHOCTH-
POBAAOCH B PAa3BEPHYTYIO CTAAMIO, @ Y 24 OOABHBIX
(54,5 %) — B TepMUHAABHYIO CTaAUIO. Y 6 OOABHBIX
(25 %) B TepMHUHAABHOU CTAAMU PA3BUACS OAACTHBIN
HeAUM@OUAHBIU KPU3 C IIOCACAYIOIIUM AeTAABHBIM
ncxopoM. CpepHsIst IPOAOAKUTEABHOCTH OOAE3HU CO-
cTtaBuAa 47,5 = 7,8 Mecsna. BeinucaAuch JKUBLIMU U3
CTalloHapa IIOCAe IPOBEACHUSI AeueHMsT 38 OOABHBIX
(86,4 %) XMA. 6 O0ABHBIX YMEPAU B CTalJUOHAPE IIPU
MIPOBEAEHUM Tepalny, YTO COCTaBUAO 13,6 % OT Bcex
3a60AeBIINX: 3 — OT MHPEKITUOHHBIX OCAOKHEHUN U
3 — OT KPOBOTEUYEHUM.

Y 3 6oabHBIX (6,8 %) 3ab0reBaHUEe HAUMHAAOCH C
QHEeMUYEeCKUX CUMIITOMOB, ¥ 13 (29,5 %) — c runepmaa-
CTUYECKUX HAPyIIeHUH (TAaBHBIM 00Pa3oM — C yBEAU-
JeHus cene3eHKu), y 2 (4,9 %) — c UHPEKIIMOHHBIX I10-
pakeHui, y 24 (54,5 %) — co cMelIaHHbIX CUMITOMOB
3a00AeBaHUA U Y 2 OOABHBIX (4,5 %) — KAMHUYECKU
Havyano 3a00AeBaHUS IIPOTEKAAO OECCUMITOMHO. Y
34 6oAbHBIX (77,3 %) IpU IOCTYIIA€HUM BBIBASIAACH
Amxopapka. Bce 6oapHbIe (100 %) >)KaroBaAuChH Ha
cAabO0CThb M CHUJKEeHHe PaboTocnocoO0HOCTH. 31 6OABL-
HoM (70,5 %) oTMedarn y ce0si TOAOBOKPYIKeHUe, a 21
(47,7 %) — 1IyM B ylIax.

VY 23 60ABHBIX (52,3 %) IpU IOCTYNAEHUU IIPU
OCMOTPE BBISIBASIAUCH Pa3AUYHbBIE IIPOSIBACHUS FeMOP-
parudeckoro cugapoma: y 14 (31,8 %) — noAKOKHEIe
KpoBousAusgHus, y 3 (6,8 %) — KpoBOTeueHUd U3 Ae-
ceH, y 6 (13,6 %) — HOCOBBIE KDOBOTEUEHUS.

Y 36 6oabHBIX (81,8 %) XMA onpepAeAsIAnCh CUM-
MITOMBI PA3AUYHBIX UH(PEKINOHHO-BOCIIAaAMTEABHBIX
nporieccos. Y 17 (38,6 %) npu nocTtynaeHUu oOHapy-
SKUBAAUCH YBeAUUYEeHHble AMM@AaTUYeCKUe Y3Abl pas-
AWYHBIX IPYII U AOKaAam3anuii, y 4 (9,1 %) — runeprpo-
purueckue n3MeHeHus peceH. Y 38 OOABHBIX (86,4 %)
BBIIBASIAACH rertaToMeranud, y 27 (61,4 %) — cuiaeHOMe-
raams. Y 5 00AbHBIX (11,4 %) AMarHOCTUPOBAAUCEH OTEKU
HIKHHMX KOHe"YHOCTel. Kak IpaBuao, y 60ABHBIX XMA
HaOAIOAQETCsI COUeTaHUe BRIPA’KEHHOTrO aCTeHOBETeTa-
TUBHOTO CUHAPOMaA CO CIIA€HOMeTaAueH.

Y 23 60ABHEIX (52,3 %) NPHU MOCTYIIA€HUH BBISB-
ASAQCH OABIIIKA IPU HEe3HAYUTEABHOU (PU3NUYECKOU
Harpyske, a 12 (27,3 %) — >KarOBAAUCH Ha CepALleOu-
eHusi. BeposTHO, OABIIIIKA OOYCAOBACHA IIOSIBACHUEM

reraToMeracdy U CIIA€HOMETraAuH, @ TAaKKe, YUUThIBAs
UX BO3PAaCT, He HCKAIOYAETCS HaAudKe COIYTCTBYIO-
1IeT0 KapAUOAOTUYECKOTO 3a00AEBaHUA.

boabHBIe XM ITOAYyYaAU aA€KBATHYIO CTAAUN Te-
panuro. B pa3BepHYTOM CTAAUU — MUEAOCAH, TUAPEQ,
B TepPMUHAABLHOM CTAAMH TP PA3BUTUM OAACTHOI'O He-
AUM@OUAHOTO KpH3a — Tepalus 1o nporpamme 7 + 3.

Y Bcex 44 6oapHBIX (100 %) moAydeHa OTBeTHAd
peakusa Opranrn3Ma Ha IIPOBOAUMYIO Tepanuio. Y 14
(31,8 %) BO3HMKAA TAHIIUTOIIEHUS BO BpEMs AeUeHN],
vy 26 (59,1 %) - B KpOBU arpaHyAOLUTO3. DTOT IIEPHUOA,
OCAOJKHUACH NOSABA€HUEM MHMEKIUN y 26 OOABHBIX
(99,1 %),y6 (13,6 %) — remopparudeckue HapylleHH,
y 32 (72,7 %) — aHeMHYeCKHe OCAOKHEHUS CpepHel
U TSPKEAOM CTelleHU TIKECTH.

Takum oO6pa3oM, y HaOAIOAaeMBIX OOABHBIX XMA
3a0oAeBaHUe yallle HAYUHAAOCh C BO3HUKHOBEHUS
B KAMHUYECKON KapTUHE CMELIaHHBIX CUMIITOMOB
3a0onreBaHUus. Y OOABIIMHCTBA OOABHBIX IIPU IIO-
CTYNIAEHUHN BBLISIBASIANCH AUXOPaAKa, cAabOCTh,
CHU>KeHHe PabO0TOCIOCOOHOCTH, TOAOBOKPY KEHUS,
OABIIIIKQ, IIPOSIBACHUSI TeMOPParndecKoro CHHAPOME,
CONYTCTBYIOIINN MH(PEKIUOHHBIN IIPOLEeCcC, remna-
TOMEeraAus, ClIAeHOMeraAusa. Y BceX OOABHBIX ObIAa
OTBeTHAasd peaklyd Ha IPOBOAUMOe AedeHUe. OAHAKO
Y OOABIIMHCTBA OOABLHBIX PA3BUACS arPaHYAOIIUTO3 C
UHQEKIUOHHBIMU OCAOJKHEHUAMHU. Y OOABUIMHCTBA
OOABHBIX BBISIBASIAUCH Y @aHEMUYECKUE OCAOKHEHUSI.

XMA — onyxXxoAb, BO3HHKAIOIAd U3 PAHHUX
KAETOK-IIPEAIIEeCTBEHHUI, MUEAOII093a, AuddepeH-
LUPYIOLIUXCS AO 3PEABIX (DOPM, IIO3TOMY KAETOUHBIM
cyOCcTpaToOM AeMKO03a SIBASIIOTCSI IPEUMYIIeCTBEHHO
I'PAHYAOLUTHI, B OCHOBHOM HEUTPOMUAEL Tsaxenroe
TeyeHUe 3a00AeBaHUs, HEYKAOHHOE IIPOTrpeccrupoBa-
HUe IIpollecca, HeCMOTPS Ha IMPOBOAUMOE A€UYEeHUE,
OOABIIIOE KOAUYECTBO OCAOKHEHUH, TPYAOCIIOCOOHBIN
BO3pacT 3a00AEBIIUX — BCE 3TO OIIPEAEAIET UPE3BHI-
YaWHYIO0 aKTYaAbHOCTh U3y4eHHd IlaToreHesda XMA
C IIO3UIIUN MeXaHU3MOB UMMYHOPEaKTUBHOCTH [J].

[Tpu nccAepOBaHUU COCTOSIHUSI KAETOYHOI'O 3Be-
Ha UMMYHHUTeTa y OOABHBIX XM/ yCTaHOBAEHO, YTO
B TepPMUHAALHOMN CTAAUM CHUIKAIOTCS aOCOAIOTHEBIE
COAEPIKaHUSA AeMKOIIUTOB 1 AUM(OIIUTOB B KPOBH, OT-
HOCUTEABHO KOHTPOABHBIX IIOKa3aTeAel, a IOCAeAHUN
rapaMeTp U OTHOCUTEABHO IToKa3aTeAel OOABHBIX B
pa3BepHyTOU cTapuu. HezaBucumo ot ctapum 3abone-
BaHU, y OOABHBIX CHIKAIOTCSI OTHOCUTEABHBIE YDOBHU
CD3*-, CD4*-KAeTOK, MOBBINIAETCS ITPOIeHTHBIN
ypoBeHb CD 19" -AuM@OIIUTOB, OTHOCUTEABHO IIOKA3a-
TeAel KOHTPOABHOM I'PYIIIBL. Y OOABHBIX B TEDMUHAAD-
HOM CTaAUM CHUJKAIOTCSI @DCOAIOTHBIE KOHIIEHTPAIuu
CD3*-,CD4*-,CD8*-,CD16"-, CD19*-AuMdponuToB u
AMM@OITUTOB, 3Kcrpeccupyromux HLA-DR*-anTures,
OTHOCUTEABHO KOHTPOABHLIX 3HaUEHUH, IIPU 9TOM I10-
KaszaTeAr abCOAIOTHOTO copepskaausg CD8*-, CD19*-,
HLA-DR*-AuUM@OUIUTOB AOCTOBEPHO HUXKE, UYeM Y
OOABHBIX B Pa3BEePHYTOU cTapuu (Tada. 1).

Y GOABHBIX B Pa3BePHYTON CTAAUM aOCOAIOTHBIE
nokazatear CD19*- u HLA-DR*-Aum@onuTos pocTo-
BEpHO BHIIIIE, YeM Y OOABHBIX B TEpPMUHAALHOMN CTAAUHN
1 KOHTPOABHOM IPyHIIBL. Y OOABHBIX XM/\ He3aBUCUMO
OT CTaAMU 3a00A€BaHUS CHUYKEH AeHUKO-B-KAeTOuHBIN
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KO3(p(PpUIIMEeHT, OTHOCUTEABHO KOHTPOABHBIX 3Ha-
YeHUM. Y OOABHBIX B PA3BEPHYTOM CTAAUU CHUYKEH
UMMYHOPEryAITOPHBIM MHAEKC, 10 CPABHEHUIO C
KOHTPOABHOM I'PYNIION (TaOA. 2).

ITpu uccrepOBAHUM COCTOSAHUSI TYMOPAABHOTO
3BeHa MMMYHUTETA YCTAHOBAEHO, YTO Y OOABHBIX
B pa3dBepHyTOM crapuu XMJ/\, OTHOCUTEABHO KOH-
TPOABHBIX ITOKa3aTeAel, CHU>KeHBI KO3 (pUIIneHThI
oTHOocuTeAbHOTO cuHTe3a IgA 1 IgM, mpuyem nnocaea-
HUU ITOKa3aTeAb AOCTOBEPHO HUJKe, YeM Y OOABHBIX B
TEePMHUHAABHOU CTAAUU. Y OOABHBIX B TEPMUHAABHOU
CTaAWUM CHU KEHBI KOHIleHTpanuu IgA u IgM B KpoBy,
OTHOCUTEABHO KOHTPOABHOU IPyIIEL (Ta0A. 2).

Takum oO6pa3oM, y OOABHBIX B Pa3BEepPHYTOU
crapuu XMA CHUKAIOTCSI OTHOCUTEABHBIE YPOBHU
T-aumdponuro, CD4*-KAETOK, ITUTOTOKCUIYECKUX
AMM@OIUTOB, IOBBIIIAIOTCSA OTHOCUTEABHOE U ab-
COAIOTHOE COAeprKaHMus B-AMM@OIUTOB U aOCOAIOT-

HOe KOAMYEeCTBO AUMMOLUTOB, SKCIPECCUPYIOIIUX
HLA-DR anTHureH. ¥ OOABHBIX B Pa3BEPHYTOM CTaAUU
CHMKAIOTCST A€UKO-B-KAETOUHBIN KOIPPULUEHT U
UMMYHOPETYATOPHBIN UHAEKC. [Tpu nccaepoBaHuU
COCTOSIHUS I'YMOPAABHOI'O 3B€Ha UMMYHHOU CUCTEMBI
Yy OOABHBIX B Pa3BEPHYTOM CTaAUN OOHAPYy’KeHO CHU-
JKeHHe YPOBHeN OTHOCUTEABHOro cuHTe3a IgA u IgM.

Y OOABHBIX B TepMUHAABHOM cTapuum XMA 00-
HApY’KeHO CHHU’)KeHUEe a0COAIOTHBIX KOAMYECTB AeU-
KOIJUTOB U AMM(OLIUTOB B KPOBU, OTHOCUTEABHBIX U
abCcoATOTHBIX ypoBHeH T-anMdonuTos, CD4*-KAeTOK,
1 @OCOAIOTHBIX KOAUYECTB [TUTOTOKCHUYECKUX AUMQO-
nuTtoB, NK-kaeTOK, B-AmMponuToB 1 AMMGOLIUTOB,
skcnpeccupyromux HLA-DR aHTUTeH, 1 TOBBIIIEHNE
OTHOCUTEABHOI'O YPOBHA B-AuM@ONUTOB. Y OOABHBIX
B TEPMUHAABHOM CTAAUY CHUYKEH AeUKO-B-KAeTOYHBIN
koo dunment. [Ipy nccrep0OBaHUU COCTOAHUA Ty-
MOPAABHOI'O 3B€Ha MMMYHHOMN CHUCTEMBI Y OOABHBIX

Ta6nuya 1
CocTosiHne peHOTUNMYeCcKoro coctasa IMM@OLNTOB KPOBU y 60JIbHbIX Ha pa3Heix cTagusx XMJ1 (Me, C,.—C.,)
KoHTtponb (n=118) Pa3BepHyTas (n = 20) TepmuHanbHas (n = 24)
MokasaTtenu
Me C25—Crs Me C25—Cys Me C25—Crs
5,73 4,85-7,75 6,10 4,90-9,40 3,0 0,95-11,30
TNemkoumTsl (10%/n)
p1<0,05
JiumdbouuTbl (%) 38,0 31,0-45,0 40,50 28,0-83,0 63,0 21,5-79,0
2,16 1,61-2,83 2,69 1,52-4,55 1,06 0,60-3,26
TumcbounTsl (10%/r1)
p1<0,01; p,<0,05
67,0 ‘ 60,0-72,0 40,00 ‘ 36,0-56,0 42,0 ‘ 37,0-61,5
CD3" (%)
p1<0,001 p1<0,001
1,39 ‘ 1,01-1,88 1,25 ‘ 0,53-2,7 0,49 ‘ 0,23-1,71
CD3" (10%n)
p1< 0,001
44,0 ‘ 34,0-49,0 23,0 ‘ 22,0-35,0 30,0 ‘ 22,0-39,0
CD4" (%)
p1<0,001 p1<0,001
0,84 ‘ 0,55-1,27 0,70 ‘ 0,37-1,37 0,38 ‘ 0,14-1,10
CD4" (10%n)
p1< 0,001
27,0 ‘ 20,0-34,0 20,50 ‘ 15,5-28,0 24,0 ‘ 16,0-31,0
CD8" (%)
p1<0,05
0,57 ‘ 0,38-0,89 0,49 ‘ 0,38-1,29 0,24 ‘ 0,11-0,57
CD8" (10%n)
p1<0,001; p»<0,01
CD16" (%) 20,0 17,0-23,0 18,0 7,0-25,0 21,0 8,50-38,0
0,45 0,31-0,60 0,41 0,17-0,81 0,23 0,14-0,41
CD16" (10%n)
p1<0,01
135 | 90160 250 | 120330 190 | 11,0-24,0
CD19" (%)
p1< 0,001 p1< 0,01
0,27 l 0,18-0,39 0,64 I 0,32-1,19 0,19 I 0,07-0,32
CD19" (10%n)
p1< 0,001 p1< 0,05; p2 < 0,01
HLA-DR" (%) 15,0 12,0-20,0 17,0 7,0-35,0 17,0 10,5-24,0
0,35 0,23-0,47 0,51 0,27-1,26 0,17 0,08-0,42
HLA-DR* (10%/n)
p1<0,05 p1<0,01; p2<0,05

MpumeyaHne: p, - CTaTUCTMHECKM OCTOBEPHbIE PA3/IMYMA G NoKasaTeNsMU KOHTPOSIbHOM rpynnbl, p, — C NoOKasaTensiMm 60/bHbIX
Ha pas3BEPHYTONM CTaanN.
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Tabaunya 2

BennynHbl KO3 PULNEHTOB, XapaKTepU3yloLNX COCTOSTHUE KJIeTOYHOIro 3BeHa UMMYHHOW CUCTEeMbI U COCTOSIHUe
rymMopasbHOro MMMyHUTeTa KPOBM y 6O/IbHBIX Ha pa3Hbix cTagusax XMJ1 (Me, C,.—C..)

KoHTponb (n=118) Pa3BepHyTas (n = 20) TepmuHanbHas (n = 24)
MokasaTtenu
Me C25—Crs Me C25—Cys Me C25—Crs
NenkounTbl/CD3* 4,15 3,33-5,22 5,27 2,31-12,01 4,26 3,3-11,9
20,83 16,45-29,2 10,95 4,71-17,09 13,44 8,1-26,3
NenkounTsl/CD19*
p1<0,001 p1<0,05
HLA-DR*/CD19" 1,29 0,93-1,53 1,16 1,15-1,35 1,26 1,0-1,63
1,52 1,13-1,95 1,40 1,0-1,5 1,7 0,9-2,0
CD4*/CD8*
p1<0,05
1,91 ‘ 1,33-3,20 1,67 ‘ 0,71- 3,2 1,25 ‘ 0,49-3,2
1gA (r/n)
p1< 0,05
120 | 050-1,80 073 | 051140 052 | 04079
IgM (r/n)
p1< 0,001
19G (r/n) 10,3 8,18-14,12 14,0 6,4-36,0 6,65 5,2-22,0
6,73 3,85-13,46 1,13 0,76-3,66 5,07 1,6-36,7
IgA/CD19" (Hr/kn.)
p1<0,001
4,07 ‘ 1,65-11,0 0,92 ‘ 0,51-2,32 2,80 ‘ 0,73-8,1
IgM/CD19" (Hr/kn.)
p1<0,001 p2 < 0,05
19G/CD19" (Hr/kn.) 38,84 l 25,3-66,67 29,76 ‘ 5,46-45,65 66,6 l 20-137,6

MpumeuaHue: To Xe, 4To 1 gns Taén. 1.

B TEPMUHAABHOU CTAAMU OOHAPY’KEHO CHIDKEeHUe B
KpOBU KoHIleHTpanuu IgA u IgM.

3SAKJIIO4YEHUE

Takum o6pas3oM, y 60AbHBIX XMA 1npu nmocry-
NIA€HUHU Yallle BBIIBASAUCH OABIIIKA, CePALleOMeHNs,
AMM@aAeHOIaTUs, rellaTOMEeraAus, ClIAeHoOMeraAus. Y
HaOAIOA@EMBIX OOABHBIX 3a00A€BaHUe dallle HaulHa-
AOCBH CO CMeIIaHHBIX CUMITOMOB (54,5 %) U dalile BBI-
SIBASIAMICH IIPOSIBA€HUSI TeMOPParundeckKoro CHHApoMa
(52,3 %). Y BOABHBIX HE3aBUCUMO OT CTAAUU BBISIBAS-
I0TCSI UMMYHHBIe HapylneHus. [ Tpu XM\ HauOoAbIIIe
H3MeHeHNs UMMYHHOTI'O CTaTyCa PeruCTPUPYIOTCS
B TEPMHHAABHON CTapuU. Y OOABHBEIX XMA U B pas-
BEpHYTYIO, 1 B TEDMUHAABHYIO CTAAUM Pa3BUBAETCS
T-rAeTOUHBIM UMMYyHOAePUIUT. OCOOEHHOCTHIO
TepMUHAABHOM CTaAMU OOABHBIX XMA IBASIETCS CHU-
xeHue copepkanusa NK-kaeTok u B-aumdonuTos.
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