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OIIPEJEJIEHUA

B Hacrosmel auccepTaluy NPUMEHSAIOTCS CIEAYIOIIME TEPMUHBI C COOTBETCTBYIO-
IMMU OTIPEACICHUAMMU:

IepBuunbie ummynoaepuuntsl (IIAJI) - HacencTBEHHBIE WM TPUOOPETEHHBIE BO
BHYTPUYTPOOHOM IEproae UMMYHOAe(ULIUTHBIE COCTOSIHUSA. OOBIUHO OHU MPOSB-
JSTFOTCS WK CPpa3y MOCIIE POKICHUS, UJIM B TEUECHHE TIEPBBIX ABYX JIET )KU3HU (BPOXK-
JNEHHBbIE UMMYHO1€(DUIIUTHI)

Hoaumepaznouennas peakuus (IIIP) — sxcnepuMeHTATbHBIN METO/I MOJIEKYIPHOi
ouonoruu, MO3BOJISIOMIUN TOOUTHCS 3HAYUTENLHOTO YBEIMYEHHUSI MAJIbIX KOHIICHTpa-
Uil onpeenéHHbIX (PParMeHTOB HYKJIEMHOBOM KUCJIOTHI B OMOJOTHUYECKOM MaTepu-
ase (mpooe).

Oo0mas BapuadeabHass UMMYHHasi HegocTaTouHOCTh (OBUH) — nepsuuHoOE nM-
MYHO1I€(UIIUTHOE COCTOSTHUE C MPEUMYILIECTBEHHBIM Je()EKTOM I'yMOPaIbHOTO 3BEHA
MMMYHHTETA, TPOSIBISIONIEECs, KaK B J€TCKOM, TaK U B3POCJIOM BO3pacTe U UMEIO-
1iee NoJUMOp(GU3M IT'eHHBIX HapyIICHUH.

Nmmynorno6ymnun A (IgA) - ceiBopoTounbiii IgA cocrtasisier 15-20% Bceit ¢pak-
MU UMMYHOTJIOOYJIMHOB, COAEPKUTCSI B CEPO3HO-CIU3UCTBIX CEKPETax, OCHOBHOM
bynkuueii IgA sBisieTcs 3anmra CIM3UCTHIX 000JI0UYEK AbIXaTeNbHbBIX, MOYETIOJIOBbIX
MyTel U KEeTyJOYHO-KUIIIEYHOTO TPaKTa OT UH(EKIIHIA.

Nmmynoro6yauH E (IgE) - B cBoO01HOM BH/ie B TUIa3Me MOYTH OTCYTCTBYET, CIIO-
COOEH OCYILECTBIISIT 3AMTHYIO (PYHKIHIO B OpTaHU3Me OT JEHCTBUS Mapa3uTapHbIX
nHpekmii, 00yclIaBIMBaeT MHOTHE AJUIEPTUYECKUE PEaKIi. MexXaHu3M JICHCTBUS
IgE nposiBnsieTcst yepe3 CBSI3bIBAHHE C BBICOKUM CPOJCTBOM C MOBEPXHOCTHBIMU
CTpYKTypamu 0a30(MJIOB U TYYHBIX KJETOK, C MOCJEIYIOUMM HPUCOEIUHEHHUEM K
HUM QHTUTEHA, BBI3BIBAs JIETPAHYJIAINIO U BEIOPOC B KPOBH BHICOKO aKTUBHBIX aMU-
HOB (TMCTaMHHA U CEPOTOHUHA — MEINATOPOB BOCTIAJICHUS ).

Nmmynornooynun G (1gG) - cocraBmsier 70-80 % Bceli (hpakiuu IMMYHOTIIOOYITH-
HOB U 10-20 % o061miero 6enka CHIBOPOTKH, 3TO JOMUHUPYIOIINH HUMMYHOTJIOOYIUH
CBIBOPOTKU B KOJIMYECTBEHHOM OTHOILIEHHH, HanOOJiee aKTUBEH BO BTOPUYHOM UM-
MYHHOM OTBETE U AHTUTOKCHYECKOM UMMyHUTeTe. CuHTe3upyrorcs B-mumpounramu
(mmazmonmtamu). braromaps ManeiM pazmepaM (K0d(hGUIIMEHT ceauMeHTamu 7S,
MoJIeKyJIsipHas Macca 146 k]la) sBisieTcsl €qMHCTBEHHON (Ppakiueil IUMMYyHOTJI00Y-
JUHOB, CIIOCOOHOM K TpaHCHOPTY uepe3 IJIalleHTapHbId Oapbep, 00ycIaBIuBas TeEM
CaMbIM MMMYHHUTET TUI0JIa U HOBOPOXKAEHHOTO B T€UEHHUE MEPBBIX 4-6 MeCSEB KU3-
HHU.

Nmmynornooynun M (IgM) - nmosBisitoTcs pu EpBUYHOM UMMYHHOM OTBeTe B-
muM@oLMTaMU Ha paHee HEM3BECTHBIN aHTUTeH; COCTaBIAOT A0 10% ¢pakuun um-
MyHOrJ00ynmuHOB. O6pazoBanue IgM npoucxonur emgé B npe-B-mimdormrax, B ko-
TOPBIX IEPBUYHO CUHTE3UPYIOTCS U3 |I-LIENHU; CUHTE3 JETKUX 1enel B npe-B-kneTkax
obOecreynBaeT UX CBA3bIBaHUE C |I-LIETISIMU, B pe3yibTare oOpa3zyrorcs (DyHKIHO-
HaJIbHO aKTHBHBIE IgM, KOTOPBIE BCTPAUBAIOTCS B MOBEPXHOCTHBIE CTPYKTYPHI ILJIa3-
MaTH4EeCKOM MeMOpaHbl, BBIMIOJHSS POJIb AHTUT€H-PACIIO3HAOIIETO PELENnTopa; ¢



TOTO MOMEHTa KJIETKH Tpe-B-muM@ommToB cTaHOBATCS 3peibIMU M CIOCOOHBI
y4acTBOBaTb B UMMYHHOM OTBETE.

TACI — TpancMeMOpaHHBIN aKTUBATOP U MAPTHEP KaIbIIMEBOT'O MOYJSITOPA U JIU-
rasja UKo GUInHA.

BAFF-R - ¢daktop aktuBaropa perentopoB B-kieTok, 4jieH ceMeicTBa perenTopon
TNF, pacnionosxeH Ha xpomocome 22q13.

ICOS — ungymupyemsiid T-KIeTOUHBIN KOCTUMYIISITOP MPEACTABISIET COOOM perier-
TOP KJIETOYHOI MOBEPXHOCTU CTPYKTYPHO M (PYHKIIMOHAIBHO CBsi3aHHbIN ¢ CD28.
DEFI- ¢panmy3ckas uccienoparenbckas rpymnma no NepBUYHbIM UMMYHOAEPUIH-
Tam.

LOCID - no3nnee Hayasio KOMOMHUPOBAHHOTO UMMYHOAehUIINTA, TOATPYIIA 00-
el BapruadesibHOM MMMYHHOM HEJOCTaTOUYHOCTH C KIIMHUYECKU 3HAYUMOW HEA0CTa-
TOYHOCTBIO T-KJIETOK.

T-penentopusie dxcuu3uoHHbie KoJbna (T-cell receptor excision circles -
TREC)- crtpykrypsl Qopmupyrommecss B Tpoliecce MNEPecTPOUKH TreHoB T-
KJIETOYHOTO PEUENTOpa, KOrJa 4acTh TEHETUYECKOr0 MaTepuaia BbIPE3aeTcs, 3aMbl-
KaeTcs B KOJIBIIO M CIY>KUT MapkepoM T-KJIeTOK, HeTaBHO MUTPUPOBABIIIUX U3 TUMY-
ca ¥ elé He BCTYNHUBILIUX B Mpoliecc npomdepalium.

B-ki1eTounbie xkcuu3HoHHBIe Koaba (Kappa-deleting recombination excision
circles- KREC) - o0pa3yiorcss aHalOTHYHO 00pa3oM Kak H T-KJI€TOYHBIC
AKCIM3MOHHBIE KOJibila, coaepxkanue KREC B mepudepudeckoit KpoBH sIBISETCS
TAKKe CYpPpOraTHbIM MapkepoM 3(h(GEeKTHBHOCTH pa3BUTUs B-KieTouHOro 3BeHa
MMMYHHOM CUCTEMBI B TIpOIIeCCe IMOpHOTEHE3A.



OBO3HAYEHUA U COKPAIIIEHUA
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- Bcemupnaa Opranuzaius 31paBoOXpaHEHUs

- OCTpbIE peCTTUPaATOPHbIE BUPYCHBIC MH(DEKINN

- IEPBUYHBIA UMMYHO1ePULIAT

- TsDKesass KOMOMHHUPOBAHHAsh MMMYyHHash HEIOCTaTo4-
HOCTb

- 001ras BapualeabHasi UMMYHHAs: HEJJOCTaTOYHOCTh

- EBponeiickoe Coo0OmiectBo MMmyHO 1epuiimton

- IMMYHOTJIOOYJIMHBI Kjlacca A

- IMMYHOTJIOOYNMHBI Kilacca E

- IMMYHOTJIOOYIMHBI Kinacca G

- IMMYHOTJIOO Y IMHBI Kilacca M

- Mexnaynaponueiii Coroz Mmmynonoruueckux Coo06-
HIECTB

- ®oup xedbdpu Moaenn

- ceTh 11eHTpoB [xeddpu Moaenn

- cpeliHee apuPMETUYECKOE 3HAUCHHE

- CTaHJapTHAs OLIMOKA CPEIHEr0 3HAUCHHUS

- B-knerouHbIe 3KCIIM3MOHHBIE KOJIbIIA

- T-penentopHblie 3KCIU3UOHHBIE KOJIIIA

- IOJIMMEPA3HOLENHASL PEaKLIUs

- T-mumdonmThr

- T-xenmepsl

- nuroTokcuueckue T-kieTku

- B-mumdonmter

- HaTypaJlbHble KUJUIEPHI

- IgD-nepexmoueHnsie B-mumbonuTsl namsatu

- lgD-nenepeximouennabie B-mumdonutel mamsaty wim B-
JTUMQPOIUTHI MapTUHAILHOM 30HBI

- HauBHBIE |gD+ B-mumdonutsr

- IgM-niepexirouenHbie B-mumbonuTe maMsTH

- IlgM-nenepeximouennbie B-mumdonuTsl namsitya uim B-
TUMQPOIMUTHI MapTUHAILHON 30HbI

- HanBHBIC |gM+ B-mumbo1uTe

- pyHKUIMOHAIBLHO-HE3penbie B-mumdonuTs

- perymsatopHbie B-mumbonuTh

- TpaHCMEMOpaHHBIM aKTUBATOP U MAPTHEP KaIbIIMEBOTO
MOJYJSITOpa U JIMTaHa UKo PUiIiHa
- (akTOop aKkTUBaTOpa peuenTopoB B-kieTok, 4ieH ce-
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MmenctBa peuentopoB TNF, pacmosioxkeH Ha XpoMocoMe

22q13.

ICOS - UHAYLHUPYEeMbI T-KIE€TOYHBIN KOCTUMYJISATOP

DEFI - (bpaHIy3CcKas uWcciemoBaTeNbCKass TPYIa Mo IepBUY-
HBIM UMMYHO1e(uIuTam

LOCID - I03JHEE HaYaJI0 KOMOMHHUPOBAHHOI O UMMYHOAE(PHUIUTA
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BBE/IEHUE

AKTYyaJIbHOCTb TE€MbI

B mocnennue roapl CTalO OYEBHIHBIM, YTO TEPBUYHBIC MMMYHOIACPHUIUTHI
(IINJI) — Oosnee uacTbie 3a00JI€BaHUsA, YEM 3TO MpeAnoJarajioch paHee. Yactora
BcTpeuaemoctu [TN]] B mupe coctasmisier B cpenueM 1:10 000 (cymmapHo 1o BceM
(dopmam) 1 cpaBHHMa C YaCTOTOM MyKOBHCIH 1032 [1].

Yactota BpOXKACHHBIX JE€(PEKTOB HMMMYHHOW CHCTEMbl 10 JaHHBIM
EBponeiickoro OOmectBa no [lepBuunbiM MMmyHoaepunuram, cocrtasuser 1:25
000 — 1:1 000000 [2,3]. B Hacrosmiece Bpemsi omuchkiBaeTcs yxke Oojee 200
FeHETUYECKUX JCPEKTOB JAETEPMUHUPYIOIIMX TKEIble HapyleHus (yHKIUH
MMMYHHOU cuctemsbl. llpuunHbl reHeTHnyecKuX Ae(eKTOB HMMYHHOUN CHCTEMBI,
MepeAaroMXCcs M0 HACIEICTBY, MPAKTUYECKH HE U3BECTHBI, B KAYECTBE MYTOT€HOB
MpeArnoaraeTcs JeHCTBUE Pa3IMUHBIX SKOJOTHUECKUX (aKTOPOB, B TOM UHCIE U
PaauOaKTUBHOE U3ITyYEHHE.

[Ipu cpaBHEHWH EBPOMEHUCKUX [aHHBIX C YHUCJIOM >kutTenedt PecmyOmuku
KazaxcTtaH, To Ha HaCTOSIIMI MOMEHT B Halllel cTpaHe A0JbKHO ObITh He MeHee 3000
MAIMEHTOB C BPOXKJACHHBIM Je(EeKTOM HUMMYHHOW CHCTEMbI, MpuyeM 3Ta nudpa
OTHOCUTCS HE TOJBKO K JAETAM, HO M K B3pocibiM. B HacTosiumii MOMEHT B
Pecniybmuke Kazaxcrtan 3apeructpupoBaHo okojio 10 marmueHTOB ¢ MEPBUYHBIMU
UMMYHOIS(HUIIUTAMH, TUArHO3 KOTOPHIM OBLT YCTAHOBJICH B JIETCKOM Bo3pacte [4].
bompmias 49acTe OOJIBHBIX JaHHOM MATOJOTMEN HE JAWarHOCTUPYETCS WIIU
TUATHOCTUPYIOTCA OY€Hb TMO3JHO, M OHU YMHPAIOT OT HWHPEKIMOHHBIX,
OHKOJIOTUYECKHUX, HEBPOJOTHUECKUX, AyTOMMMYHHBIX WM APYruX 3a00JieBaHUI.
OTCyTCTBME UETKUX QITOPUTMOB M MCIOJIb30BAHHE YCTApEBIIMX TEXHOJOTHMA
3HAYUTENIbHO 3aTATHUBAIOT MPOUECC THATHOCTHKHU, YTO BEAET K MPOJIOHTMPOBAHHIO
JOPOTOCTOSIIIETO0 HECTIEIU(PUIECKOTO JEYEHUSI BMECTO MPOBeACHUS YPPEKTUBHOMN
UMMYHOTpOIIHOM Tepanuu. OJHAaKO, CKOPOCTh BHEIPEHHSI HOBBIX TEXHOJIOTMM HE
MO3BOJIIET CYUTATh OE3HAASKHBIMH Jaxe OONBHBIX C Hamboyiee TSHKEIBIMU
Bapuantamu [11/]. [Iuarnos nepBUYHBIN UMMYHOJEUIUT KOHCTATUPYETCS TOJILKO
B COBOKYITHOCTM KJIMHUYECKOTO, HMMYHOJOTHYECKOTO W/WIM TE€HETHYECKOTO
METOZ0B 00CJIEqOBAHUS.

B cTpykType TmepBUYHBIX HMMYHOAE(PUIUTOB MpeoOsagatoT Ae(eKThl
TYMOPalIbHOTO 3BE€HAa HMMMYHUTETa, CPEAM KOTOPBIX HamOoJiee pacnpoCTpaHEH
KOMIUTeKC 3a0oyieBanuii 107 Ha3BanmeM OOmias BapmabGenpnas mmyHHAsS
Henoctarounocts  (OBUH). OBUH - BpoxaeHHbII UMMYyHOAE)UINAT
MaHU(PECTUPYIOLIMICS HE TOJBKO B JETCKOM, HO M B3POCJIOM BO3pacTe, B OCHOBE
JaHHOTO  3a00JieBaHMsl  JIeKAT  MHOXKECTBEHHbIE  TI'EHETHUECKHE  Je(EeKThI,
OOJILIIMHCTBO M3 KOTOPBIX JIO CHUX TOP HE HW3BECTHBI, HMMYHOJIOTUYECKH
OPOSIBISIIOIIMECS.  BBIP@AXEHHOW  rumorammarjoOynuemueil.  PammoHanbHOe
IPUMEHEHUE 3aMECTUTEIbHOW Tepanuu MO3BOJSIET 3HAYUTEIBHO CHU3UTh YACTOTY
UHQPEKIIMOHHBIX OCJIOKHEHUH, YIY4YIIUTh Ka4e€CTBO KU3HU U TEM CaMbIM MPOJJIUThH
MOJIHOLEHHYIO >KM3Hb Ha HECKOJbKO AecATuieTui. llpuMeHeHue TpaHCIUIaHTaIMU
reMOIMOATUYECKOW CTBOJIOBOM KJIETKM TMPU TSDKEIBIX KJIETOYHBIX JAedekrax
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MMMYHHOW CHCTEMBI B JIETCKOM BO3pAacT€ MO3BOJISIET MPAKTUYECKU IMOJTHOCTHIO
n30aBUTCS OT JAHHOTO 3a00JIEBaHUSI.

O6umii BapuabenbHbII UMMYHOAEPUIUT - 3TO AedeKT GOPMHUPOBAHUS CTIELIH-
(¢U4IecKoro UIMMYHHOTO OTBETa, KOTOPBINA JTa0OPATOPHO MPOSIBISIETCS CHUKCHUEM
ypoBHel 2-3-x ummyHorsI00yimHOB (10G w/umu IgM w/wm 1gA) u HapyieHuem
(GopMuUpOBaHUS TUTpa CHEHUPUUECKUX AHTUTEN IIPU HOPMAIBHOM COJEpKaHuu B-
uMGOIIUTOB B epudepudeckoit KpoBu. O HAKO yIriTyOJIeHHbBIE UMMYHOJIOTHIECKUE
UCCJIEIOBaHMS MOCJIEAHUX JIET MOKa3alM, 4To B OoJsibiHCcTBE ciayyaeB OBUH - sto
neeKT MOCT-aHTUreHHOW nuddepeHumpoBku B-nmuMmdountoB u GopmupoBanus
m1a3MabaacToB. Y OOJIBIIMHCTBA MAIMEHTOB ¢ paHHEH M MO3JaHEH MaHH(ecTaruei
3a0oJsieBaHMs B iepuepUIECKO KpOBU HAOIIOAACTCS PE3KOE CHIDKEHUE JTMOO0 T0JI-
HO€ OTCyrcTBUE B-nmuMdouutoB mnamMsaTd ¢ pa3iauyHbIMU  (DEeHOTHHAMHU
(CD19+CD27+I1gD-/CD19+CD27+IgD+, CD19+CD27+IgM-/ CD19+CD27+IgM+),
YTO TIOMOTaeT 00jiee TOUHO YCTaHOBUTH JMArHO3 MPHU COBOKYMHOCTH BCEX IPYTHX
KIIMHUYECKUX U JIAbopaTtopHbIX npu3zHakoB. [Ipu panneit manudectaunn OBUH, B
J€TCKOM BO3pacTe, y MallMEHTOB UMEETCS MOBBIIIEHHBIA PUCK Pa3BUTHS ayTOMMMYH-
HOM MaTOJIOTUH, B TAKUX CIy4asx JIETH YaCTO HAXOASATCS MO/ HAOIIOACHUEM Bpayei-
PEBMATOJIOTOB U F€MATOJIOTOB M OCTAIOTCSl HE AUArHOCTUPOBAHBI IO OCHOBHOMY 3a-
OoneBanuio. B Takux ciaydasx Hapsily ¢ 3aMECTUTEIbHOU Tepanvel MMMYHOTJI00Y-
JUHOM TMOKa3aHa crenuduieckas UMMYHOCYIpeccuBHas Tepanus. ['eHeTnueckoin
ocHoBoit OBUH siBstorcst mytannu B psizie reHoB (TACI, BAFF-R, ICOS u ap.),
MyTallii B OMMCAHHBIX TeHax BcTpeuatorcs B 20% ciydaeB. YuutheiBas Bapuabesb-
HOCTb KIIMHUYECKUX TPOSIBJICHUN B Pa3JIMYHbIE BO3PACTHBIE TIEPUOIBI U JUATHOCTH-
YECKHX MEPONpUATUil, HeoOxo1uM Oonee nuddepeHuupoBaHHbIN MOIX0T K JUATHO-
CTHKE W JICYCHMIO TauueHToB. Hammuue B OcHOBe AaHHOTO 3a00JieBaHUs MHOe-
CTBEHHBIX T€HETHUECKUX Je(EKTOB, BBISIBIICHUE HAN0O0JIeE N3BECTHBIX U 3HAYUMBIX, B
redax TACI, BAFF-R, ICOS, no3BoJiT yay4lIuTh JUAarHOCTUKY JAHHOTO 3a00JieBa-
Hus [5,6].

Takum oOpazoM, HEOOXOaMM aHaM3 3a00JIeBaeMOCTH OOIIeH BapruadembHOM
UMMYHHOW HEIOCTATOYHOCTU U pa3pabOTKa alrOpUTMA JUArHOCTUKU U JICUEHUS Ha
pa3HbIX dTanax OKa3zaHUs MEAUIMHCKOW momounm mnanueHty B Pecny6mmke Kaszax-
CTaHa.

Leab uccaeaoBanus:

OnTumMu3upoBaTh IMArHOCTUKY OOILEHN BapradenbHOM UMMYHHOU HEJOCTAaTOYHOCTH
NalreHTaM Pa3IMIHbIX BO3PACTHBIX KATETOPHUH.

O0BbeKT U npeaMeT UCCJIeJOBAHUA:

PaboTa ocHOBaHa Ha aHalM3€ Pe3yNIbTAaTOB OOcIienoBaHusl 258 MaIMEHTOB C MOJ0-
3pEHUEM Ha MEePBUYHBIN UMMYyHOAehUIHT OT 2 10 55 metT, 3 Hux 153 manmeHTa ¢
MH(pEKUIMOHHBIMU 3a00JieBaHusIMU, 42 malreHTa ¢ TyOepKyyne30M JIErKux, 22 mauu-
€HTa C AyTOUMMYHHBIMH 3a00JieBaHUSIMU U 41 manueHT ¢ OHKOTeMaToJI0TrnYECKUMHU
3aboneBanusiMu. OOcCe10BaHHBIC TAIIMEHTHI HAXOAWINCH Ha JedeHnu B Harmonans-
HOM HaydyHOM IieHTpe MarepuHcTBa U nerctBa, [ KKII «IlpotuBotybepkysne3Hblit
aucrnaHcepy, LIeHTp TpaHCIUIAaHTOJIOTHUH U OHKOJIOTHH.
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3amaum uccjaex10BaHuUA:

1. M3yuyuts vactoTy 3aboneBaemoct OBUH mo pesynbraram nmpoBeaeHHOTO KOM-
IJIEKCA JUAarHOCTHYECKUX Meponpusituid B PK.

2. BeisiButh ocobeHHocTH KiumHM4Yeckoro TeueHus OBUH y manyeHToB pa3iuyHbIX
BO3PACTHBIX TPYII U ONPEAEIUTh HanboJiee 3HaUUMbIe Kputepuu 1 3HPeKTUBHON
JIMarHOCTUKH 3a00JIEBaHUS.

3. Pa3paboTarh anmropuT™ TUArHOCTUIECKUX U JICUCOHBIX MEPOTIPUATHI Y TIAIICHTOB
¢ OBHMH Ha pa3HbIX 3Tanax okazaHusi MEAUIMHCKOW TOMOIIIH.

MeToabl uccae10BAHUS

1. OO0umexmunYeckoe 00cIeqOBaHNE
2.  VMMmyHOJIOTMYECKOE HUCCIIeIOBaHHUE.
3. BbroxuMnueckue ucciaeaqoBaHus.

HayuyHasi HOBU3HA pe3yJIbTATOB UCCJICIOBAHMS:

1. BriepBbie MpOBEAEHO PaCIIMPEHHOE KIMHUKO-3IHUIEMHUOJOTHIECKOE UCCIeI0Ba-
Hue no BeisiBIsiemoctd OBUH B Pecniy6imke KazaxcraH.

2. OmpezienieH KOMIUIEKC JAUArHOCTUYECKHX, JICYEOHBIX MEPOMPUATHIA Ha Pa3HbIX
ATanax OKa3aHWs MEAUIMHCKOW MOMOIIM, KOTOPBIN MO3BOJIUT 3HAYUTEIHLHO MOBbI-
CHUTb KaU€CTBO XKU3HHU MAIIUEHTOB, CHU3UTh CMEPTHOCTh, HHBATUAHOCTh U 3KOHOMHU-
YECKHE 3aTPaThl HA JICYCHUE.

IIpakTHYecKkasi 3HAYMMOCTD:

1. Ha ocHOBaHUM NPOBEAEHHOTO UCCIIEA0BAHUS MTOJTYUYEHBI JaHHBIE, KOTOPbIE CBUIE-
TEJIbCTBYIOT O HU3KOMW, HECBOEBpeMeHHOU nuarnoctuke OBUH, npuBoasime K pas-
BUTHIO TSKEJIBIX OCJIOKHEHHUM, MHBAIMIU3ALMU U SKOHOMHYECKUX MOTEPh.

2. BeisiBrieHsI HarOoJiee 3HAYMMbIC KITMHUYECKUE CUHAPOMBI, JUArHOCTHYECKUE Map-
Kepbl, KOTOPBIEC MO3BOJISIT NPOBOUTH JUATHOCTUKY HA paHHUX dTanax 3a00JieBaHMUs.
3. Pazpabotan anroputm nuarHoctkd OBUH Ha pa3HbpIxX sTamax oka3zaHus MeEau-
IUHCKOM ITOMOIIIH.

4. OnTuMuzanuss AUarHoCcTUKU U JieueHus: namueHtoB ¢ OBUMH mno3BonuT 3Hauu-
TEJIBHO MOBBICUTh WX KaYE€CTBO KU3HU, CHU3UTh CMEPTHOCTh, NHBATUIHOCTh U KO-
HOMUWYECKHUE 3aTpaThl Ha JICUECHUE.

OcHOBHBIE 0JIOKeHN S, BBIHOCHMbIE HA 3AIIMUTY

1. BeisiBniens! HanboJjiee 3HAYUMbIe KIIMHUY €CKUE CUHAPOMBI, THArHOCTUYECKHUE Map-
Kepbl, KOTOPHIE MO3BOJISIT MPOBOIUTH JUATHOCTUKY HA paHHUX dTanax 3a00JIeBaHMUs.
2. OntumMuzanusi TUAarHOCTHKU U JiedeHus naruentoB ¢ OBUH mo3BomuT 3Haum-
TEIbHO MOBBICUTh UX KAaUE€CTBO KM3HU, CHU3UTh CMEPTHOCTh, HHBAJIMIHOCTh U KO-
HOMUWYECKHUE 3aTpaThl Ha JICUCHUE.

Crpykrypa u 00béM padoThI:

JluccepTanrodHas paboTa M3J0KeHa Ha 82 cTpaHWIaX MAIIMHOMKMCHOTO TEKCTa U
COCTOMWT W3 BBEJCHUs, 0030pa JUTEPATyphl, IJIaBbl, OMHUCHIBAIONICH MaTepHallbl U
METOJIbl  HCCIIEAOBAHUS, IJ1aB, COJIEpXKalMX Pe3yJbTaThl COOCTBEHHBIX
WCCJEIOBaHUM, 3aKIIOYEHHUsI, BBIBOJIOB, MPAKTUYECKUX PEKOMEHAAIMM, CIHCKa
WCTIOJIb30BAaHHOUW JMTEpaTyphl, BKIrodaromedn 139 ncTouHMKOB, B TOM 4YHCIIE Ha
pycckoM si3bike 8 u 131 mHocTpanHbIX. TekeT mnmocTpupoBan 23 tabmuiamu, 21
PHUCYHKOM.
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Anpo0anust MAaTepHaJIOB AMCCEPTALUMN:

OCHOBHBIE MOJIOKEHUSI PAOOTHI U3JI0KEHBI:

- Ha 3acenanuu Kageapsl gerckux oonesHeit Nel, AO «MeauuuHCKuil yHUBEPCUTET
AcTanay;

- Ha 3aceganuu HayyHoro ceMHMHapa IO TEpalneBTUYECKUM M CMEXHBIM
crienranbHOCTIM AO « MennuUHCKANA YHUBEPCUTET ACTaHay;

- Ha 58 — 0i1 Hay4YHO — MPAKTUIECKOM KOH(DEPEHIINN MOJIOIBIX YIEHBIX U CTYICHTOB C
MEXJIyHapOJIHbIM yuactueM, 14 — 15 anpens 2016 rona, r. Actana.
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1. OB30OP JIUTEPATYPHBI

11 COCTOSHME HPOBJEMBIIIEPBUYHBIX UMM YHOIE®UIIUTOB
Y IAIIMEHTOB PA3JIMYHOM BO3PACTHOM KATETOPUH

CornacHo omnpeneneHuto, NepBUIHbIE UMMYHOICPUITUTHI SABJISIIOTCS TEHETHYe-
CKH JICTEPMUHUPOBAHHBIMU 3a00JIEBAHUSMH, OCHOBOMOJIATAIONMMHU KOTOPBIX SBJIS-
IOTCSI MOJIEKYJISIpHBIE TUOO OpraHruuecKkue nedeKThl, COMPOBOKIAIOIIMECS HapyIIIe-
HUSMH MMMYHHBIX PEaKIUid, TpU 9TOM HaOomaeTcsl KIMHUKA WH(GEKIIUMOHHBIX H
ayTOMMMYHHBIX 3a00JICBaHUH, a TaKKE MOBBIIICHHBI PUCK PA3BUTHSI 3JI0KaU4€CTBEH-
HBIX HOBOOOpa3oBaHmii. JlaHHoe onpeneneHue chopMyIMpoBaHO MexayHap O THBIM
coro3oM mMMmyHoJorndeckux odmects (International Union of Immunological So-
cieties (IUIS)) B 2011 roxy [7, 81].

HcTokn m3ydeHHs] MTaHHOW TPYIIIBI 3a00JIeBaHWA OepyT HA4Yajlo C CEPEaUHBI
IPOILIOro BeKa, C OMUCAHUS CIydas 8-MH JIETHEro Majb4HMKa ¢ aramMmmarjioOyinHe-
muer B xypHaiie «llequatpusi» amepukanckuMm neauatpom O. bpyronom (Mu-
Hoiic, CIIIA, 1952 1.). [2, 3, 4, 5]. B mocyiegnue roapl rpyrmna 3a00IeBaHMid, KaK Tep-
BUYHBIC UIMMYHOIC(PHUITUTHI aKTUBHO HCCIIEAYIOT YUYEHbIC U Bpauyud UMMYHOJIOTH [3,
6].

[lepBuuHble HWMMYyHOACHHUIIMTHI OoJiee dYacThle 3a00JieBaHUS, YEM 3TO
MpeAnoarajoch paHee. PacnmpocTpaHeHHOCTh MEPBUYHBIX WMMYHOACPHUIINTOB B
MHUpPE 10 JaHHBIM CTaTHCTUYCCKUX JaHHBIX B cpeanem 1:10 000 [7, 8, 9,
10]. U3BecTHO, uTO wacToTa BcTpeuaemoctu 1Ml B EBpone MHOTO OOJbINE, YeM
KOJIMYECTBO 3aPETrUCTPUPOBAHHBIX cilydyaeB B Kazaxctane, 4To sIBJISETCS CIEACTBUEM
OTCYTCTBUS peructpanuud OoJbHBIX. bojbImas dYacTh NaIMEHTOB C JTaHHOM
MaTOJIOTUEH HE JAUArHOCTUPYETCS WM JUArHOCTUPYIOTCS OYEHb MO3JIHO, U OHHU
YMHUPAIOT OT UH(PEKIIMOHHBIX, OHKOJIOTUYECKHUX, HEBPOJIOTHIECKUX, AyTOUMMYHHBIX
u npyrux HosoJsoru# [11, 12]. OTCcyTcTBHE YETKMX aIrOPUTMOB U UCTIOJIb30BaHKE
YCTapeBIIMX TEXHOJIOTUWA 3HAUYUTENHLHO 3aTSATUBAIOT IMPOLECC JUArHOCTUKU, YTO
BEJET K 3aTATHBAHHUIO JOPOTOCTOSIIETO HE CHENU(PUUECKOTO JICUCHHS BMECTO
npoBeAeHUsT A()(PEeKTUBHOW HMMYHOTPONHOM Tepanuu. B CBsI3M ¢ akTUBHBIM
Pa3BUTUEM TEXHOJIOTUN, HE OCTaBJIAET 0€3 MPUCMOTPa MAIMEHTOB C TKEILIMU
KmmHuYeckuMu Bapuantamu [IMJI. BaxHo oTMETWTBH, YTO AMAr€Ho3 MEPBUYHBIN
UMMYHOJE(UIIUT KOHCTATUPYETCS TOJBKO B COBOKYHMHOCTH KIMHHUYECKOTO,
MMMYHOJIOTHUECKOTO U TeHETHYECKOI0 MeTO10B oOcenoBanus [13, 14, 15].

[lepBbie 330161 TepBUIHBIX UMMYHOAeumuToB (ITH/]) nmposBistoTcs B paH-
HeM nerctBe, HO Takke [IM]/] moryr BcTpedarscst U cpenu B3pOCIIOrO HACEICHUS,
nepBbIe AMHU301bI 3a00JeBanus Ha0moaaroTcs B 20-30 etHeM Bo3pacTe [16, 17, 18].

CoBpeMeHHBIE UCCIIeI0BAaHNS MTOKA3bIBAIOT, YTO TIEPBUIHBIC UMMYHOIC(PHUITUTHI
0oJiee pactipocTpaHeHHas rpyma HO30JOTHH, YeM Mpemnoaraioch padee [20], ObL1
caenaH BbIBOJ, 4T0 1-2% HaceneHus Bo BceM mupe Moryt 0bITh ¢ [TU]] [21]. 3a mo-
CJIeIHEE NIECSATUIIETHE, B CBSI3U C YIIYUIIICHUSIMHU B 00JIaCTU MOJIEKYJISIPHOU U T'€HETH-
YeCKOUW JMAarHOCTUKHU, MPHUBETO K 0osiee rIy00KOMY HCCIEI0BAaHUI0O UMMYHHOU CH-
CTEMBI, a TAK)KE CBOEBPEMEHHOMY Haually JICUEHHMsI, CJICAOBATENbHO YIy4dllleHHE Ka-
YyecTBa KU3HHM JrojeH, xuBymx ¢ [TN]] [22, 23].
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12 OCOBEHHOCTHU TEYEHHWA OBIIEN BAPUABEJIbHOM _
NUMMYHHOU HEAOCTATOYHOCTHU Y TIAHUEHTOB PA3/IMYHOU
BO3PACTHOM KATETOPUA

OBUH - BpokneHHbI UMMYHOA€(PUINAT, MaHU(ECTUPYIOIIUICS HE TOJHKO B
JE€TCKOM, HO U B3POCJIOM BO3pacTe, B OCHOBE JAHHOTO 3a00JIEBaHUS JIEKAT MHOKeE-
CTBEHHBIC TeHeTU4YecKHhe Ne(heKThl, OOJBIIMHCTBO U3 KOTOPBIX 10 CUX MOp HE W3-
BECTHBI, IMMYHOJIOTUYECKHU MPOSBIISIONIMECS BBIPAKEHHOM THIIOraMMariiooyameMu-
eit [24].

[IpoBeneHHbIE UCCIEAOBAHMS TOKA3bIBAIOT, 4TO pacnpocTpaneHHocts OBUH
cocTapysier mpuMmepHo 1:25 000 B oOmieit nomyssituu [24, 25, 26]. CymiecTByrOT 9T-
HUYECKUE PA3JIMUMsl B YaCTOTE pACIPOCTPAHEHHOCTU B HEKOTOPBIX I'PYIIIAX Hacere-
HUs1, 0COOEHHO HU3KHUI ypoBeHb, HaOmoaactcs B CeBepo-Bocrounoit Azuu [27, 28].
Cumnromaruka OBUH mnposiBisiercst y manMeHToB B 3penoM Bo3pacte [29], ogHako,
TIIATEIbHO COOPAHHBINA aHAMHE3, MOKET BBISIBUTH CUMIITOMBI Y MallUEHTOB, HAYMHAS
C paHHEero JAETCTBA, YTO XAPAKTEPU3YETCS PEUUIUBUPYIOMIUMHU TSKEIBIMUA UHPEKIHU-
MU, AyTOUMMYHHBIMU, aJUIEPTUUYECKUMU U 3JI0KAYECTBEHHBIMU 3a00JICBaHUSIMU.

B nocnennue nBa gecatusieTus, ObI0O HECKOJBKO MOMBITOK pa3ragarb T'€HETH-
yeckue nedextet OBUH. IlpoBeneHHBIC MCCIeq0OBaHUS TEHOMOB y YJICHOB CeMei
narueHToB ¢ OBUMH nokazanm, uto aedekThl TeHOB 0OBIYHO OOHApYKHBAIU HE 00-
Jiee 4YeM Y OJJHOTO 4JieHa ceMbH, 0K0JI0 10% pOoaCTBEHHUKOB NEPBOM CTETIEHU BBISIB-
JS1aCh THIIOraMMaryiooyauHeMust, JIM0o cenekTuBHbIN aeduut IgA [30, 31].

VYV OoJIbIIMHCTBA MAMEHTOB HE ObLIa BBIABIECHA reHeTnueckas ocHoBa OBUH.
[Ipu sTOM, mpennonaranoch, uto npu OBMH nmMeroTcs moimreHHsie paccTpoicTBa
[32]. B nccnenoBanusax Grimbacher B. u coaBT. ObLIM BBISBJICHBI ¢IMHHYHBIC TAIIH-
€HTBI C OJIMHOYHBIMU JIe()eKTaMU T€HOB, a TakXKe MPOJAEMOHCTPUPOBAHO, YTO MyTa-
nuu 1COS, CD19, CD20, CD21 u CD81 npuBOAAT K TSKEIOMY KICTOYHOMY HIIM
rymopanbHoMmy nedekty [33, 34, 35, 36]. Unentudukamnms nedexkra 01HOTO U3 BbI-
IICTIePeYNCIICHHBIX TEHOB TI03BOJIIET pacno3HaBarh nanuentoB ¢ OBUH [33].

Mytauuu 1 nosmmoppusm B Apyrux rexax, takux kak TACI, peuentopa-BAFF
1 MSHS, aBisAt0oTCS MEHEE TUArHOCTUYECKUU 3HAYMMBIMU ITPY ITOCTAHOBKE JTUATHO3a
OBHH. Myrtaruy 3TUX T€HOB ObUIM MACHTH(HUIMPOBAHBI Y 3J0POBBIX JIOACH [22,
23, 24]. CyuiecTByeT TEOpHUsL O TOM, UYTO Y «3JOPOBBIX» JIOAEH MOTYT OOHApYXKH-
BaTbCS 3TU I'€HBI, OJTHAKO, IepBble KInHu4YecKkue npusHaku OBUH waunyT nposis-
JATHCSI B CTAPUECKOM Bo3pacte (rieuo reHos) [13].

[Ipu OBUH nHaGmromaeTcs 3aMeTHOE CHIDKEHHE YPOBHS CHIBOPOTOYHBIX [gG
(o06b1yHO <3 1/11) 1 IgA (<0,05 /1), cCO CHMKEHHEM B ChIBOPOTKE IgM, nmpumepHO B
MOJIOBUHE BCEX BBISBICHHBIX KIMHUYECKUX cay4daeB. [13, 25, 26, 27, 28, 29].

Nunyuupyemsiit T-knerounsiit koctumynarop (ICOS) npencrasnsier co6oil pe-
LENTOpP KIETOYHOM MOBEPXHOCTHU CTPYKTYPHO U (PYHKIMOHAIBHO cBsi3aHHbINA ¢ CD28
[30]. dynkumonamsuo ICOS Baxken s npousBoacTsa IL-10, ruroknHa mpuyacTHO-
ro Kk o0OpazoBaHuio B-kieTok maMsaTH U mia3Maruyeckux kietok. Grimbacher u co-
aBT. OMUCAIIM TOMO3UTOTHYIO Aenenuto rea [COS, koTopblil HacIeayeTcs: Kak ayTo-
COMHO-PEIECCUBHBIN Mpu3HaK y marmentoB ¢ OBUH [31].
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Yereipe moBepxHOCTHBIX Oenmka (CD19, CD21, CDS81, CD225 u) obpa3yror
KOMILJIEKC Ha MOBEPXHOCTH 3pENbIX B-KIETOK, KOTOPBII yMEHbIIAET MOPOT aKTUBa-
un antureHoB [32]. U3 uux CD19 ¢popmupyercs nepBsiM Ha B-kieTkax u octaercs
Ha €ro MOBEPXHOCTHU Ha MPOTSHKEHUH TuddepeHIMpOBKY BILIOTH O CO3PEBaHUS B
wiazMatndeckue kietkn. B 2006 roxy V.Zelm u coaBt. cooOumim o yeTbipex 00I1b-
HBIX U3 JABYX HEPOJCTBEHHBIX CEMEH, KOTOPbIE UMEIN FMIOTaMMarjoOyJIMHEMUIO U
mytaruio reda CD19 [33].

Ycranosneno, yto CD20, ouH W3 KJIETOUHBIX aHTUT€HOB AUGGEpEeHIIMPOBKU
B-knerok [34], u skcnpeccupyercs Ha npe-B u 3penbix B-kierkax, HO TepsieTcs npu
nubdepenupoBke B miasmarnyeckue kierkn. B 2010 roxy, Kuijpers u coasT. co-
OOIIMIIM O KITMHUYECKOM CiTydae nauueHTa, ¢ gepunurom CD20 BeieacTBre roMo3u-
FOTHOW MyTallly, KIIMHUYECKasi CUMITOMATUKA JJAHHOTO TMallMe€HTa COOTBETCTBOBAJIA
OBHH, a wMeHHO, CTOWKas THIOTaMMAariioOyJIuHEMHUs, PElUIUBUPYIOMas OpOoH-
XOTHEBMOHHUSI, CHIDKEHUE B-KJIETOK MaMsITH, U 3aMETHO CHIKEHHasi CIIOCOOHOCTD
pearupoBaTh Ha THEBMOKOKKOBBIE MoJcaxapuibl [35].

®aktop aktuBaropa peuentopoB B-knerok (BAFF-R), unen cemeiicTsa peuen-
topoB TNF, pacnonioxken Ha xpomocome 22q13 [36, 37]. BAFF, Takike Ha3bIBacMbIii
BLyS, sBnsercsa iurangom BAFF-R, ncciienoBanus noka3ai BaXKHOCTh B3aUMO/1€H-
ctBus BAFF/BAFF-R B BeDKuBanuu B-kierok. Y manweHTOB ¢ ACPHUIIMTOM IIO
BAFF wmu BAFF-R nabmomaercst 6okupoBanue pasutust B-kietox [38, 38, 40,
41, 42, 43]. [lepBoHaYaILHBIC MMOMBITKA UICHTU(PHUIIMPOBATH MOTCHIIMATIBHBIC MyTa-
uuu B BAFF-R npu OBUH npuBenu K BBIBOAY, UTO B CBIBOPOTKE CHUYKAETCSA YUCIIO
B-knerok. Hemeukue uccnegoarenu Warnatz u COaBT. ONUCAIA KIMHAYECKUN CITY-
Yail maluenTa ¢ MposBJICHUSMU YaCThIX THEBMOKOKOKKOBBIX HHPEKIUI, Y KOTOPOTO
ObLia BeIsIBIICHAa ToMo3UroTHas fenerus reHa BAFF-R u Hu3koe coneprkanue chiBo-
POTOYHBIX UMMYHOTI00YIMHOB IgG 1 IgM npu HOpMabHOM cojepskanuu IgA [48].
bouin cienan BiBOA, uTO Aenenus rena BAFF-R BbI3bIiBaeT XapakTepHbIi UMMYHOJIO-
TUYECKUN (PEHOTHI, KOTOPBINA MPUBOJUT B UMMYHOAEPHUIIMTHOMY COCTOSHHUIO.
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1.2.1 KNIMHMYECKHUE BAPUAHTBI TEYEHUA OBIIEMN
BAPUABEJIBHOU UMMYHHOU HEJOCTATOYHOCTH

bomee 90% mammentoB ¢ OBUH cTpamaroT oT mOBBIIICHHOHN 3a00J1€BaéMOCTH
OakTepUaIbHBIMU HMHOEKLIUAMH, MOPAXKAIOIIUE CIU3UCTbIE OOOJIOUYKM BEPXHUX H
HIDKHUX JBIXaTENbHBIX IyTEH U, B MEHbILICH CTENEeHH, KeTyI0YHO-KUIIIEYHOT'O TPaK-
Ta. [To JaHHBIM HCCIIEOBATENBCKOM rPpyIIIb! GobHMIEI MaynT Cunaii B Hero-Hopke
no OBUH u dpaniysckoii uccnegonarensckoit rpynmnsl DEFI 6b110 okazano, npu-
MEPHO JIBE TPETU U3 252 MaMEeHTOB CTPaJald CUHYCUTOM Wi OpoHxuToM U 'y 50%
MALMEHTOB UMEJIOCH M0 KPAMHEH MEpE OJHA ITHEBMOHUS BO BpeMs MX ku3HU. [Ipu-
MEPHO Y OJJHOM TPETH MAIMEHTOB Pa3BUIMCh OPOHXOIKTA3bl B pe3yJbTaTe XpPOHUYE-
CKHX peuuauBHpyroumx uH@ekuil. Yacto oOHapyXKMBaeMbIMH MaTOr€HAMH ObLIH
ITHEBMOKOKK, TeMo(duibHass WHGEKIHs, 30J0THCTHIN cTadmimokokk u Moraxella
catharralis. Ilepuoauueckas u XxpoHuueckas uapesi Haooaanach NPUOIU3UTEIBHO Y
40% nanueHToB ¥ NPUMEPHO y MOJOBUHBI U3 HUX BO30yauTensimMu aBisumch Giardia
nsiMOmid, cambMoHeIutsl 1 Campylobacter jejuni. OcTpblii 1 XpOHUYECKUH TaCTPHTHI,
BbI3BaHHBIe Helicobacter Pylori wacto nuarnoctupoBammchk y nanuentoB ¢ OBUH
[49]. ¥V 10% naunuentoB ¢ OBUH HaGronasics mosichiBaromuii repriec 3octep. Pen-
KO€, HO TUITUYHOE OCJIOKHEHHE TUIIOTaMMarjio0yIMHeMUuH, HaOJI0jaeMoe y TalueH-
TOB - 3TO OJIMTOAPTPHUT, BBI3BAHHBIN BO30yauTerneM Mycoplasma.

[Ipumepro y 10 - 20% nanuentoB ¢ OBUH pa3Bunack rpanyiieMaro3Hasi UH-
TepCTUIHATIbHAS 00JIe3Hb JIETKNX. MUKpOOHOE TECTUPOBAHKE STUX MAIUEHTOB YacTO
He BBIABIIIO crnienmuduaeckux maroreHoB [50]. TamumenTsl ¢ rpaHyieMaTo3HOW WH-
TEPCTULMATIBLHOM O0JIE3HBIO JIETKUX UMENN 3HAUUTEIbHO XYIIUIA MPOTHO3, YEM JIPY-
rue nammentel OBUH [51, 52]. D10 3ab6oneBanue nuddepeHiupyercs ¢ capkouao-
30M.

Taxxe, nHanbOosnee yacto y mauumeHtoB ¢ OBHH nabmopanmuch XpoHUUECKUE
BOCIIAIMTENbHbIE 3a00JIeBaHMsI KUIIEUHHUKA. [[py THCTOIOTrHYecKOM UCCIeI0BaHUH
BBISIBIISIIIACH aTpo(dusi BOPCUHOK, KOTOpasi 00JIbIlle HAIIOMHUHAJIA ayTOUMMYHHYIO SH-
teponaruto. [lopaxenue tosnctoro kumednuka npu OBHH nanomunHamo 0oJie3Hb
Kponaun Hecnienuuueckuii s3BEHHbIN KOJIUT, KOTOPBIE ObUIN MOITBEPKAEHBI TUCTO-
jgorndecku [53, 54]. Y3nopas runepruiazus TuM(poOnIHON TKaHU, KOTOpas 0OHAP yKH-
BajlaCh, KaK B JIBEHALUATUIIEPCTHOM KUILIKE, TaK U B TIOAB3JO0IIHON KHILIKE MTPOTEeKalia
0eCCHMITTOMHO WJIH MIPOSIBIISLIIACH Y TIAIIMEHTOB C HAPYIICHHEM XapakTepa cTyna [55].

3abosieBaHUsl TEYEHU M U3MEHEHHE TECTOB (YHKIIMM MEYEHH BCTPEUAIOTCS Y
10% mnarmmuentoB ¢ OBUH [56, 57]. Hanbonee pactpocTpaHeHHbIM 3a00JI€BaHHEM
nedyeHu y nanueHtoB ¢ OBHH, Oblna y310Basi pereHepaTuBHas TUIEPIUIA3Usl TKAHU
MEYCHN WM CEPOHETaTUBHBIC, TPAHyJIEMaTO3HbIE TEeNaTUThl. AyTOMMMYHHBIN Tera-
TUT HE SIBJSLJICSA TUIMUYHBIM y 3TUX 00JbHBIX. Hamnuue nmopaxeHus neyeHu npease-
QIO TI0OXOM MPOrHo3 nanpHeumero teuennss OBUH.

AyTtoumMMmyHHbIE 3a00JeBaHMs HaOMIOAa0TCsl pubm3uTenbHo y 30% marueH-
toB ¢ OBUH [56, 63,64]. Oco6eHHO 4acTo BBISABISAIACH AyTOUMMYHHAasi TPOMOOILIHU-
tonieHust (10 mo 12%) u ayroummyHHasi remoJiutudeckas anemus (ot 5 1o 7%), no-
Ka3bIBAIOIAsl 3HAYUTENbHYIO KOPPEISIUIO CO CIUleHoMeranuei [57,65]. Lluronenus
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MOYET MPOSABIATHCSA 10, OJJHOBPEMEHHO WM MOCJIE MOCTAHOBKH JAUArH03a MMMYHO-
nepunura. UMMyHOIOTUYE€CKH, Ay TOUMMYHHBIE IIUTOTICHUH OBLIN CBSI3aHbI C HU3KUM
qucjoM B KIIETOK mamsTH, HU3KUM YHCJIOM PEryISITOPHBIX T-KIETOK, TOBBIIIICHUEM
CD2llow B-knerok u y3moBbeiMH T-KI€TOYHBIMA MHOUIBTPATAMH KOCTHOTO MO3Ta
[58].

HoOpoxkauecTBeHHas uMponpomudepanus Hadmoxaanack y 40 - 50% namuen-
ToB ¢ OBHH, vacTto nposBustomasics, kak cruieHomeranuent (ot 10 no 20%), tak u
JIOKaIbHOW WMJIM pacmpocTpaHeHHo# mumbaneHonatuert [59, 60, 61]. I'mctomoruye-
CKH BBISBISIIACh (POJUTMKYJISIpHASI TUTIEPIUIa3Us U TpaHyJIeMaro3Hoe BocnaieHue. B
couetanuu ¢ uMponpomdeparueit, narpentsl ¢ OBMH nMenu moBBITIIEHHBIN PUCK
pazButus JmM@pombl [62, 63]. BoABIIMHCTBO BBISBIEHHBIX JUMPOM ObUM B-
KJICTOYHBIE HEXOJKKUHCKOTO THma [64]. Pak skenynka - HanOoJee yacToe 3J0Kaue-
ctBeHHOE 3aboseBanne mpu OBUH [65, 66, 67, 68, 69]. Takke oTMedeHO, YTO TaIlH-
eaTel ¢ OBUH nMenu moBBIICHHYIO PaJUOYyBCTBUTEIBLHOCTD, YTO, KaK U3BECTHO,
SBIISIETCS (PAKTOPOM pHICKa OHKOJIOTHYECKUX 3a0osneBanwuii [ 70, 71].

[lo naHHbIM MHOTHX HMcclienoBaHui, y nanuentroB ¢ OBUH, ocCHOBHBIMM KIH-
HAYECKUMU TPOSIBIICHUSIMHU SIBIITFOTCS IIOBTOPSIOIIMECS WH(EKITUN JbIXaTeIbHOM CH-
CTEMBbI, TaKuE€ KaK OPOHXUT, CHHYCUT, THEBMOHMSI, OJTHAKO, U ayTOUMMYHHbIE 3200-
JICBHUS U 3a00JICBaHMS YKETYJOYHO-KHUIIIETHOTO TPaKTa MOTYT OBITh TaKk)Ke TIEpBOHA-
JalbHBIMU KIMHUYeCKkuMU TposiineHusmu OBUH [72, 73, 74]. B HecKoJbKUX HUC-
CJIEIOBAHUAX MTOKa3aHa YaCTOTA XKEITyT0YHO-KUIIIEYHBIX 3a00JIeBaHUI Y AIIUEHTOB C
OBHH, xotopas BapwsupyeT B mnpenenax oT 20%-60% [75]. YuutsiBas, 4To *Keiy-
JOYHO-KHUIIEYHBIM TPakT C OOJBIION TUIOMIAJbI0 MOBEPXHOCTH COACPKUT HUMMY-
HOTJIOOYJIMH-TIPOIYIIUPYIOIIUE KJIETKH B OpTaHU3Me U IgA sIBIsieTCSI OCHOBHBIM UM-
MYHOTJIOOYJIMHOM, NPOAYHHUPYEMBIM B KUIIEUHUKE. JKemy10UHO-KUIIeUHbIE 3a001e-
BaHMsI, HaOmomaemble y manreHToB ¢ OBUH, BkOYaroT XpOHWYECKYHO JTHAPEIO,
BOCTIAJICHME TOHKOMW WJIM TOJICTOM KHILIKU, 00one3Hb KpoHa minu Hecneunduyeckuit
SI3BEHHBIN KOJIUT, IIEJIMAKUIO U aJICHOKAPIIMHOMY KEITy/IKa.

Takum oOpazom, oO1ast BapuadbebHass UMMYHHAs! HEOCTATOYHOCTh MTPOSIBJIS-
eTcsl B JIIOOOM BO3pacTe, MOBTOPSIOMMMHUCS UHOEKIMSIMU JIbIXaTeTbHOU CUCTEMBI,
ayTOMMMYHHBIMU U KETYJ0YHO-KUIIECUHBIMU 3a00JIEBAHUSIMU.
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1.2.2. XAPAKTEPUCTUKA UNMMYHOJIOT'HMYECKUX ITOKA3ATE-
JIEH ITPU OBIIIEN BAPUABEJIbHOY UMMYHHOM HE 10-
CTATOYHOCTH

Nmmynnas cuctema 6ompapIXx OBUH OblNia n3ydeHa MHOTHMHE HCCJICTOBAHUS -
MU, OMHCHIBAINCH Kak (PEHOTUNMHMYECKUE, TaK U (PYHKIIMOHAIbHBIC HApPYIICHUS B
aJIalTUBHBIX MEXaHU3MaX UMMYHHOTO OTBeTa. TeM He MeHee, MHOXKECTBO ITUX Jie-
¢dexTOB, MX HEpaBHOMEpPHOE pacmperneneHue B pa3nbix koroptax OBUH u otcyt-
CTBHE PEATLHOTO KOMIIJIEKCHOTO 1 KOMOMHUPOBAHHOTO aHAIM3a, O CHX MOP HE IM03-
BOJIWJIA CJI€1aTh ONPEAEIICHHBIN BBIBOJ O KOHKPETHBIX HAPYIICHUSIX BCEX UMMYHO-
MaTOTeHETUYeCKUX myTel, Beaymmx kK OBHH.

OcHoBbIBasiCh Ha HanboJIee pacIPOCTPAHEHHBIX JedeKTax, 00OHapyXeHHbIX B T-
KJIETKax ¥ B-kjieTkax afanTuBHONM UMMYHHOUM CUCTEMBI, ObLIN CJENaHbl OIPE/ICICH-
HBIE 3aKITI0YEHUSI.

Hapymenus T-knerok

B TeueHune mMHOTHX JIeT aHOMaIMU KoJimdecTBa U (PpyHkimu kierok CD4 + u
CD8 + T- wim ObUIM U3BECTHBI WIIM OMUCAHBI B PA3JIMYHBIX HOATPYIINAX MAIIMEHTOB C
OBHH. B 3uauurensHoi 4dactu nanuedtsl OBUH nMeroT cHmKeHne OO0IIEro JIMM-
dorutoB CD4 T-knerok + u HauBHbIX CD4 + CD45RA + [40,44,45]. Otmeuanach
3aBUCUMOCTh B yMeHblieHun CD25 + FoxP3 + -CD4 + T-kjieTok U MOBBIIIEHUU
CD2llow B-knerox [76] B moarpynme namueHToB, y kotopbix OBUH mpoTtekana
KJIIMHUYECKU C TTOBBINIEHHOH 3a00JIeBA€MOCThI0 ayTOUMMYHHOM MATOJIOTHEH, pa3BU-
THEM T'paHyJIeM M CIUIeHOMeranuen [77, 78].

Giovanetti A. u ero xoyuieru [79], oOHapy WK B KIMHUYECKH 3HAYUMBIX T1O/I-
rpynnax nanueHtoB ¢ OBUH, camxkenne HauBHbix CD4 + T-kiieTok. Y 3TUX manu-
€HTOB BBISIBJICHO 3HAYUTEIbHOE CHIKEHUE HauBHBIX CD4 + T-knetok u npusHaku
MaCCHUBHOM aKTHBAIMH T-KJIETOK acCOIMaIMPOBAHHBIC CO CTUICHOMET e u 0oJiee
TSDKEIBIM TeueHueM 3adoseBanus [80].

@pannysckas uccnegonarensckas rpynna DEFI Beinenmna noarpynmy OBUH c
KJIIMHUYECKU 3HAYUMOW HEIOCTAaTOYHOCThIO T-KJIETOK M BBEJIa TEPMHUH «IIO3IHUM
Ha"yaJioM KoMOuHHMpoBaHHOTO uMMyHoAedunuray (LOCID) mis »TMX maiueHToB
[81, 82]. Kpurepusmu Bkrouenust 0bumn CD4 + T-knerkn Hioke 200 MK ¢ KITMHUYE-
CKHUMU J0Ka3aTeNbCTBAMH HATMYHWS onmopTyHucTrndeckux uHbekmmii. LOCID narmu-
€HTBhI YaCTO UMEIU OJIM3KOPOACTBEHHbIE OpaKu, CTpalaiu yalle OT CapKou103a, rpa-
HYJIEMaTO3HOW OO0JIE3HU JIETKUX, KaJI00aMU CO CTOPOHBI KETYJ0YHO-KUILIEYHOTO
TpakTa, crmicHomeramuein u auMmbomoit. Takum oopazom, LOCID naruenTs! 6bLH
OoJiee TsOKENBIMU U TpeOoBaM 00Jiee HHTCHCUBHO Teparnuu [83].

Hapymenus B-knerox

O6mee kommuecTBO nepudepudecknx B-kimerok y manmentoB ¢ OBUH cuumxke-
HO Ha 40 - 50% [84, 85]. Y HekoTOpHIX MAIMECHTOB HAOJOAAIOCH MOBBIIICHUE KOJIH-
yecTBa B-KJeTok, 4acTo CBsI3aHHOE C MOJMKIOHATBHOM TMMGPOUIHON HHPUILTPALIU-
el m ayrouMMmyHHBIMH 3a0oseBaHusMH [86]. Tompko y okxono 10% OOnBHBIX ¢
OBUH B-kjnetku pe3ko CHUKAIOTCSI WK MTOJTHOCTHIO OTCYTCTBYIOT [87]. IIporpeccu-
poBaHue 3a00JI€BaHMs Y TAIMEHTOB C PE3KUM CHIDKeHHEeM B-mumdonuTos, kak npa-
BIJIO, OoJice ObIcTpoe U Tspkenoe [15, 37, 88, 89].
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Ha xnmetounom ypoBHe, rumoraMMarjioOyamHeMust U AeQeKT crernududecKoro
OTBETa AHTHUTENl CBS3aHO C HApyIICeHUEM TepMUHAIbHOU nuddepeHupoBku B-
KJIETOK B B-KJIeTKM maMsITH U T1a3MaTHYeCKUX KieToK. VcTorenne mia3zmMaTndecKux
KJIETOK B JUM(OUIHBIX opraHax (MMMQaTHIECKOW TKAaHU KHUIICYHWKA, JTUMQaTnde-
CKHX Y3JI0B, KOCTHOT'O MO3Ta) ObLjIa MPOJIEMOHCTPUPOBAaHA B HECKOJIBKHUX HUCCIIEI0BA-
Husx [90, 91, 92]. Kpome toro, B-kieTkn mamsiTi NepekIrOueHHOTO Kiacca yMEHb-
mamich y 80 - 90% namuentoB ¢ OBUH [93, 94, 95]. Tlo ®paiibyprekoit knaccudu-
KalluM pa3nyaroT Tpu rpymisl nanuentoB ¢ OBUH Ha ocHOBanuu mpoiieHTa nepe-
KITFOYEHHBIX B-KJIeTOK MaMsaTH W TOBBIIICHUS aKTUBHPOBAHHBIX, TaK HA3bIBAEMBIX
CD2l1low B-knerok. B «Ilapmxckoit» kmaccudukausi BbIICISIOT TPU MOATPYIIIBI
OBUH [91], Ha ocHOBaHMM CHWKEHHUSI OOIMX B -KJIETOK MO OTHOIIEHUIO K Tepe-
KIoueHHBIM B-kierkam mamsatu. Knaccudukarus nammentoB ¢ OBYH Ha ocHOBe
¢denotumna B-keTok sIBIsIETCS MOJE3HOM, ISl BBISBJICHUS KIMHUYECKHUX MOJITUTIOB,
aIanTHPYs CXEMbI JICUCHUS, BaKIIMHAIIMK U OIICHKY PUCKOB OTPEIEICHHBIX OCJIOXK-
HeHwit [54, 55, 56, 57, 98].

B 2008 rony EBponeiickuM MHOTOLICHTPOBBIM HCCIIEA0BAHUEM, ObLIa MPEAJIO-
JKeHa KiaccuuKamus eBpoKiacca, coueTarolias 00e cucteMmsl kiaccudukammu [96,
97, 98]. Ianmentsl, y koTOpbix OoJice ueM 1% mupkymupyroumx B-knerok (B +,>
90% Bcex ManueHTOB), OTIIMYAIKCH OT T€X, Y Koro meHee ueM 1% (B-, <10% ot Bcex
O0osbHBIX). B + rpymnmna nonogHuTenbHO pazduTa Ha MOATPYNIBI MAIMEHTOB C HOP-
MaJIbHBIM WM CHIDKEHHBIM MPOIICHTHBIM TepeKIItoueHHBIX B-kierok mamsatu (SMB
+> 2% ot obmero oobema B-kierok; smB-, <2% ot o0mero oosema B-kierok). Jlo-
IIOJTHUATEITLHBIE ITOATP YL OB CO3aHbI B 3aBHCUMOCTH OT moBbimeHnss CD21low
B-knerox unmu B-knetok nepexonnsix. Uccnenoanue Euroclass moaTeepausno kim-
HUYECKYIO aCCOIMAITUI0 MEXTY CHIDKEHHEM B-KIIETOK maMsaTH U TIOBBIIIICHUEM TIepe-
KItodeHHbIX KieTok CD21low B ¢ kmuHHYecKUMU MIPOSIBJICHUSIMU B BUJIE CTUIEHOME-
TJIUU U TPAHYJIEMaTO3HOM 00JIE3HBIO U TAK)KE BIIEPBBIC MOKA3AIM MTOBBIIIEHUE TIEpe-
XOJHBIX B-KleTok y maruenToB ¢ mumdaneHomarueid [99, 100].
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1.3 TEHETUYECKHWE JE®EKTHI TPV OBIIIEA BAPUABEJIb-
HOM UMMYHHOM HEJJOCTATOYHOCTH

B nocnennue aBa necstuiieTysi, ObLIO HECKOJBbKO MOMBITOK pa3rajgaTb €HETH-
yeckue nedexrsl OBUH. TlpoBeaenHbie HecienoBaHrs TEHOMOB y Y4JICHOB CEMEi Ta-
nuenToB ¢ OBUH noka3anu, 4to jgedekTbl TeHOB 0OBIYHO OOHApYKUBaIU HE OoJiee
YeM y OJHOTO 4JIeHa ceMbH, 0K0JIO 10% pOaCTBEHHUMKOB NEPBOM CTENEHU POJICTBA
BBISIBIISLIACH TUIIOTaMMarjao0yIuHeMus, 1100 cenekTuBHbIN aedumut IgA [101, 102].

VYV OoJpIIMHCTBA IMAIMEHTOB HE ObLIA BhIABIECHA reHeTHueckas ocHoBa OBUH.
[Ipu sTtom, mpennosaraniocs, uto npu OBUH uMmeroTcst nmoaureHHsle pacCcTpoucTBa
[103]. B uccnenosanmsx Grimbacher B. u coaBT. ObLIM BBISBICHBI ¢IMHUYHBIC TALIH-
€HTHI C OJIMHOYHBIMU JIe)eKTaMU T€HOB, a TaKk)Ke MPOJAEMOHCTPUPOBAHO, YTO MyTa-
miu ICOS, CD19, CD20, CD21 u CD81 npuBOAIT K TSHKEIOMY KICTOUYHOMY WIIH
rymopamsHOMYy nedekty [104, 105, 106, 107]. Unentudukanus aedekra 0JHOTO U3
BBIIICTICPCYMCIICHHBIX TEHOB IMO3BOJISIET paco3HaBath namuenTos ¢ OBMH [101].

MyTtauuu u nosmmoppusM B 1pyrux rexax, takux kak TACI, peuentopa-BAFF
u MSHS, saBiArOTCS MEHEE TMArHOCTUYECKU 3HAYMMbIMU IIPU IOCTAHOBKE AUAarHo3a
OBHH. Myranuu 3TuX reHOB ObLUIM HACHTU(PHUITUPOBAHKI U Y 310pOBBIX Jrojei [108,
109, 110]. CymecTByeT TEOpHUsl O TOM, YTO Y «30POBBIX» JIIOJIEH MOTYT OOHAPYKH-
BaTbCsl ATH T'€HbI, OJHAKO, NepBble KIMHUYeckue npusHaku OBUH nauHyT nposs-
JIATHCS B CTAPUYECKOM BO3pacTe («mieuo reHosy) [111].

[Ipu OBUH naGmtomaeTcs 3aMeTHOE CHIDKEHHE YPOBHS CHIBOPOTOYHBIX [gG
(06prun0 <3 1/1) M IgA (<0,05 /1), cO cHIKEHUEM B ChIBOpOTKE IgM, mpumepHo B
MOJIOBUHE BCEX BBISBICHHBIX KJIMHUYECKUX ciaydaes. [75, 85, 108, 109, 110].

Nunyunupyemsiit T-knerounsiit koctumynarop (ICOS) npencrasnsier co6oil pe-
LENTOp KIETOYHOM MOBEPXHOCTHU CTPYKTYPHO U (PYHKIMOHAILHO cBsi3aHHbIA ¢ CD28
[111]. dyuknmonansHo ICOS BakeH mis npousBoacTsa IL-10, HUTOKMHA MPUYACT-
HOT'0 K 00pa30oBaHMiO B-KIeTOK maMsITH U TiazMarndeckux kierok. Grimbacher B. u
COAaBT. onMcam roMo3urotHyro aenenuio reHa ICOS, xotopas Hacimemyercs Kak
ayTOCOMHO-PEIIECCUBHBIN Npu3HaK y nmanueHToB ¢ OBMH [112, 113].

Yerpipe moBepxHOCTHHIX Oenka (CD19, CD21, CDS81, CD225 u) obpa3yior
KOMILJIEKC Ha MOBEPXHOCTH 3pENbIX B-KIETOK, KOTOPBII yMEHbIIAET MOPOT aKTUBA-
nuu anturedoB [114, 115]. U3 aux CD19 dopmupyercs nepBbiM Ha B-kinerkax u
OCTaeTCs Ha €ro MOBEPXHOCTH Ha MPOTsKeHUH U depeHITMPOBKY BILIOTH 10 CO3pe-
BaHMs B IUIa3Maruueckue kietku. B 2006 roxy V.Zelm u coaBT. cooOImMiIM 0 4eThl-
pex OOJIbHBIX M3 JIBYX HEPOJICTBEHHBIX CEMEH, KOTOPBIC UMEJH TUITOTaMMario0ysm-
HeMHIO ¥ MyTaiuio rena CD19 [116].

Ycranosneno, yto CD20, oquH M3 KJIETOYHBIX aHTUT€HOB AU (HEpEHIINPOBKU
B-knerok [117], u axkcnipeccupyercst Hanpe-B u 3penbix B-kieTkax, HO TepsieTcs nmpu
nuddepeHimpoBke B miazmarrnueckue kietku. B 2010 roxy, Kuijpers T.W. u coasr.
COOOUIMIIN O KJIMHUYECKOM Cilydae nanuenra, ¢ aeguuurom CD20 BcriencTBue romo-
3UTOTHOM MyTallMM, KIMHUYECKasi CUMITOMATUKA TAHHOTO MalMeHTa COOTBETCTBO-
Bama OBMH, a wmmeHHO, CTOMKas THUMIOTaMMAariioOyIMHEMHs, PEIHUINBUPYIOIIAs
OpOHXOITHEBMOHUS, CHI)KEHUE B-KIETOK MmaMATH, U 3aMETHO CHU)KEHHasi CIOCO0-
HOCTh pearupoBaTh Ha THEBMOKOKKOBKIE mosmcaxapuabl [118].
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dakTop aktuBaTopa perentopoB B-kierok (BAFF-R), unen cemeiicTBa penen-
topoB TNF, pacnonoxxen Ha xpomocome 22q13 [119]. BAFF, Taxke Ha3bIBaeMbIii
BLyS, sBngercs murannom BAFF-R. HccnenoBannsa nokasanu BaXXHOCTb B3aUMO-
nerictBusi BAFF/BAFF-R B BenkuBannm B-kierok. Y marueHTOB ¢ AShHUIIATOM 10
BAFF uwmu BAFF-R naGmionmaercs OiokupoBaHue pa3Butus B-kierox [115, 116,
117, 118, 119]. IlepBoHauYaNbHBIC MOMBITKA HACHTUDUITUPOBATH TTOTCHIIMATIHHBIC MY-
taiui B BAFF-R npu OBUH npuBenu kK BbIBOAY, UTO B CHIBOPOTKE CHMXKACTCS
yucyo B-kinerok. Hemenkune nccnenosarenun Warnatz K. 1 coasT. onncanu KJIMHAYE-
CKHUH CiTy4ail MmalueHTa ¢ MpOSsIBJICHUSIMH YaCThIX MHEBMOKOKOKKOBBIX UH(EKIINM, Y
KOTOpOTO ObIj1a BRIsIBIICHA TOoMO3UTOTHAs nenerus rena BAFF-R u auszkoe comepika-
HUE CHIBOPOTOYHBIX UMMYHOTI00yMHOB IgG 1 IgM npu HOpMalTbHOM COJIepKAHUH
IgA [120, 121, 122]. bein cuenan BeIBOJ, uTo jejeius rena BAFF-R Bei3biBaeT xa-
PaKTEpHBIM UMMYHOJIOTHUECKUN (DEHOTHUII, KOTOPHIN MPUBOIUT B HIMMYHOICPHUITUT-
HOMY COCTOSIHUIO.

B ocHoBe ee marorenesa JiexxaT HanOoJiee M3BECTHBIC M 3HAYMMBIC I'€HETHUC-
ckue nedektnr, B reHax T ACI, BAFF-R, ICOS, BrisiBIIeHHE KOTOPBIX B TOYCUHBIX
MYTalMSIX MO3BOJIUT 3HAYUTEIILHO TTOBBICUTH YPOBEHB JUArHOCTHUKH 3TOTO 3a00JIeBa-

aus [123, 124].
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2 MATEPHUAJIBI U METOAbI NCCJIEAOBAHUA

2.1 O01mas xapaKTepuCTHKA IPYNII NALUEHTOB

HayuHno-uccnenoBarensckas paboTa npoBOAMIACh B paMKax rpaHrta «Pa3pabot-
Ka U BHEIPEHHE KOMILUIEKCA BHICOKOTEXHOJOTUYECKON MEAUIIMHCKON MTOMOIIIM TaIu-
eHTaM ¢ o01Ieli BapuabenpHOM MMMYHHOM HEIOCTaTOYHOCTRIO B Pectyonmuke Kazax-
ctam» AO «PecnyOnMKaHCKUI TUArHOCTUYECKHUI TIEHTPY .

B uccnenoanue 6buM BKIIOYEHBI 30 MAIIMEHTOB C YCTAHOBJIECHHBIM JUArHO30M
OBHH. OTt60p namuentoB, ¢ nogo3penneM Ha OBUH, ocymecTssiics Ha 6aze AO
«PecmyOnMKkaHCKUN THMAarHOCTUYECKUNA LEHTp», HalroHaabHOTO HAaydHOTO IIEHTpa
MaTepuHCTBa U AeTcTBa (oTAeneHue pemarosorun), ' KKII «IIpotuBoTyOepkynes-
HBII aucnancep», LIeHTp TpaHCIUIAHTOJIOTMH U OHKOJIOTHM T. AcTaHbl (OTAEJICHUE
OHKOTE€MAaTOJIOTHH ), 00JIaCTHBIX OOJIBHUII, TOJUKIMHUK AJMaTHHCKOU, KaparanauH-
ckoil, 3anagHo-Kazaxctanckoi, ManrsicTayckoii u Ateipayckoii o6macreit ¢ 2014 no
2016 rr. OkonuatenvHas BepuduKanus auarHoza Obuia mpoBeneHa Ha Oaze AO
«PecnyOnmukaHCKUN TUarHOCTHYECKUMA [IEHTPY.

HccnenoBanue BBINOJHEHO B IU3aiiHE MUJIOTHOTO, aHATUTHYECKOTO, SMHUIEMHUO-
JIOTUYECKOT0, MPOCTIEKTUBHOTO.

OOcnenoBaHui0 MOJISKATM MAlMEHTHl OT 2 10 55 JeT ¢ moj03peHHeM Ha
OBUH, ¢ uenbio ompezaeneHus oOMEKIMHAYECKUX, QYHKIIMOHATbHBIX, UMMYHOJIO-
THYECKUX HapYILIEHUH, U TpOBEeHa OIICHKA BhIABIsIeMOCTH anueHToB ¢ OBUH, co-
[JIACHO KJIMHUYECKOMY TpoTokouy «IlepBuunHble IMMYHOIEUITUTHI y AETEH». YTB.
M3 CP PK Ne 18 ot 30.11.15 . HccnenoBanne npoBOJIWIOCH HA OCHOBE aHAIM3a
Pe3yIbTaTOB KJIMHUYECKOTO HA0MOIeH s, 00cienoBanus 258 MarMeHToB, MalieHTOB
¢ UHPEKIIMOHHBIMU 3a00JI€BaHUSMHU, C TyOEpKYyJIE30M JITKHX, ayTOUMMYHHBIMHU, OH-
KOTeMaTOJIOTUYE€CKUMU 3a00JICBaHUSIMHU.

B xoHTpoabHYIO rpynmy OblTH BKIIOUeHBI 20 YCIOBHO 37J0POBBIX MALMEHTOB B
BO3pacTe oT 2 JieT 70 18 sieT — 5 manuenToB, oT 18 net g0 30 net — 15 manueHToB, oT
30 ner go 50 ner — 5 marentoB (10 myxkckoro noma, 10 skenckoro mnosa). [epude-
pryecKas KpoBb JOHOPOB 3abupanack B npooupku ¢ DITA nHa 6aze AO «PAL» y
CTYJICHTOB, MarucTpaHToB, COTpyAHUKOB AO « MY A» n npodunakruaeckoro oocre-
JIOBAaHUS JIETEN.

2.2 MeToabl MCCJICIOBAHUSA

B xoxe pa®oTbl ObLIM MPOBEAEHBI OOIIECHPHUHATHIE METOJbI HCCJIEIOBAHUS:
AHAMHECTUYECKHUE JaHHbIE, aHTPOIIOMETPUUYECKHUE NOKA3aTENN, OOIIECKIMHUYECKUE,
(yHKIMOHATbHbIE, UMMYHOJIOTUYECKHE METO/Ibl UCCIIEIOBAHUM, a TAKKE aHKETUPO-
BaHUE.

Kommekc 1abopaTopHbIX 1 MHCTPYMEHTAJIbHBIX UCCIIETOBAHNUN MPOBOIMICS Ha
CIICYIONMMX JJAO0OpaTOPHil: KIMHUKO-AUArHOCTHYECKOoU Jadoparopun « QUM U Ha
0a3e KIMHUKO-IuarHoctuueckoi madoparopun AO «PecmyOimKkaHCKUi AMarHOCTU-
YECKUU LICHTP.
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[TarmenTam OBIIO MPOBEAEHO KOMIUIEKCHOE 00CIeI0BaHNE HA MOMEHT OOpariie-
HUA.

L OU3ANMH UCCINEOOBAHUA

3A[IAYU UCCNEQOBAHUA METOALI UCCNEAOBAHUA
d \ 4 %, = ¥ 5

M3yueHHe pPETPOCNEHTHEHBIX  JaHHBIX N0
ucropuaAm Bonezveid 1 2alGonesaemoctu no

AHanus sabonesaemoc 0BpallaeMorTH, KYPHANOE NO PEMMCTPALLMM
nayveHTos c OBMH. nabopaTopHbIX  WCCAEO0BAHMA B  [ETCHMX
GONBHULAK, HALMOHANBHOM HaYYHOM LiEHTpE
OHKONOTHM " TPaHCNAAHTONOTHMK,
L o UccneposaHue \_TyBeprynezHom gucnaxcepe. P
o ‘.' ~ nposegeHo Ha 258 i S
nauMeHTax OeTcKoro u
UsyyeHue ocoberHocTei B3pocaoro sospacra (ot 2 CrpuHuHroeoe obeneposanue
KAMHWYecKoro TedeHMs OBUH y net go 55 ner). IO = DB P B S
- onpepeneHne obliero aHanMIa KpoBM,
AETEMMESPOCILIX. CPB, copepmaHMe OCHOBHBbIX HAAaccoB
N ! P \_ummyHomob6ynuHoe A, M, G, E. J
BHeapeHue KOMMNeKca YTouHeHWe guarHoza nyTem
naboparopHoi guMarHocTuku OBUMH Wcenegoeanua CD1S+CD27+gD-
(MMMyHOMOrUYECKUe MeToaL! /CD19+CD27+lgD+, CD13+CD27+gM-/
uccnepoBaHms). CD19+CD27+lgM+ meTogom npoToO4YHOM
ymTodAIoOPUMETPHM.
\_ Y. MunotHoe,
' aHanMTHU4ecKoe, *
=\
PaspaboTKa anropuTMa anvACHNOnorMHEEHGS
OWarHocTMYECKMX M nevyebHbIX NMPacnERTUEHOE CTaTMCTUUECKMIA AHANN2 PEZYNLTATOR
mccnenosaHme (onucarensHan cTaTMCTHHA, MeTog

MeponpuaTHiA y naumeHnTos ¢ OBMH
Ha pasHbIX 3Tanax oOKasaHMA
Kme,u,m.l,uucuou MOMOLL M. P

OL{EHKM SHaYMMOCTH PaZAMHMIA CpegHMX
BENWYMH)

Pucynoxk 1 - /Iu3aiiH uccienoBaHus

Jluaruo3 oGt Bapuadenpubiii unmMmyHnoaeduiur (OBUH) ycranaBniBamm Ha
OCHOBE 00BEKTUBHBIX JAHHBIX, KIMHUYECKOW CUMITOMATHUKH, aHAJIM3a HACJICACTBEH-
HOCTH, Pe3yJbTaTOB KIMHUKO-TA00PATOPHBIX, HHCTPYMEHTAIbHBIX, (DYHKIIMOHAIb-
HBIX 1 UMMYHOJIOTHUYECKUX METOI0B 00CeI0BaHNs. MeToIbl UCCIIe0BaHuUs U 00b-
€M BBINIOJIHEHHOM paboThl MpeacTaBieHbl B TabuLe 1.

Tabauma 1 - Metoas! uccienoBanus 1 00bEM BBITIOJTHEHHOU PabOThI

KoJa-Bo
e MeTtoabl I I 00CJIeI0BAHHBIX
B HCCJIe10BAHUSA nerem
1 2 3 4 5
1 AnaMHecTHYECKUE JaHHbBIE 258 20 278
2 Knmuanueckoe o0cienoBanne 258 20 278
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3 Omnpenencare  UMMYHOTJIOOYIMHOB | 258 20 2178
knacca A, M, G

4 Ompeneneane CD3+ %, CD3+ DR+ 30 20 50
%, DR ot CD3, CD4+ %, CD8+ %,
CD3-CD8+ %, CD4/ CD8, CD4+
CD25+ %, CD19+ %, NK+ %
CD3+ NK+ %, CD45+ %

5 Omnpenenennst moiekyn JJHK TRECu | 20 - 20
KREC B cyxux nsiTHax KpoBH
6 AHKETUpOBaHUE 258 20 2178
UTOT'O 1082 | 100 1182
IIpumeuanue — o60o3Hauenue | rpymmna, N-258, sKcriepUMeHTalIbHAS, TAIIUEHTHI OT 2
no 55 mer ¢ momo3pennemM Ha OBUH, |- rpymma gereit, n-20, konTposabHas, 20

YCJIOBHO 3JI0OpPOBBIX MAI[MEHTOB B BO3pacTe OT 2 JieT 10 18 yieT — 5 manueHTos, ot 18
net 1o 30 ner — 15 nmanuenTtos, ot 30 et 1o 50 et — 5 manueHToB; 3a BECh NEPUO/T
HCCIeIOBaHMUs OBIJI0O OCMOTPEHO 278 MareHToR.

2.3. AHaMHecTHYEeCKHE JaHHbIe

B xoze uccienoBanus Takxke NpoOBOAWICS cOOp aHaMHE3a U 00ciie0BaHuE Ma-
[IMEHTOB, C MOJO3PEHHEM Ha OO BapuaOenbHBIM UMMYyHOAePUIUT. B nanHyro
IPYIITy BOIUIH, MAIMEHTHI C PECTIUPATOPHBIMU 3a00sieBaHusIMHA N=153, manueHTsI ¢
TyOEpKyJIe30M JIerKUX N=42, ManueHThl C ayTOMMMYHHBIMH 3a00JIeBaHUSAMHU N=22,
MAIMEHThl C OHKOTEMAaTOJIOTHYECKUMU 3a00JieBaHusIMU N=41.

JInst mpoBeneHUs HAYYHBIX U KIIMHUYECKUX UCCIETIOBAHUN OT POJUTENIEHN TAIlU-
€HTOB, MAIIIEHTOB U 3I0POBBIX JOHOPOB OBLIO MOJTY4€HO HH(OOPMUPOBAHHOE COTJIa-
cue. Uccnenopanue 6110 0100peHo studeckoit komuccuein AO «P /1y (Ipunoxke-
Hue 1).

OO6cnenoBanue MAMEHTOB IPOBOIMUIOCH COTTIACHO pa3pad0TaHHOMY AITOPUTMY
KIIMHUKO-UMMYHOJIOTHYeCKOU nuarnoctuku manueHtoB ¢ OBUH (Ilpunoxenue 2).

[IpoBOIMIIOCH AHKETHUPOBAHUE MAIIMEHTOB CIEHUATBHO pa3pabOTaHHOU aHKe-
TOM, cocTosiel u3 10 Bonpocos, Ha ocHOBaHUHU 10 MpU3HAKOB MEPBUYHBIX UMMYHO-
nedunuros, pazpadorandeix Curing P. I. Worldwide, Jeffrey Modell Foundation, ¢
U3MEHEeHUsAMHY, aaantupoBanHbiMu 11 OBUH, ¢ nenbio nepBuuHOro otdopa nauu-
€HTOB C TyOEpKy/le30M JICTKHX, ayTOMMMYHHBIMH 3a00JICBaHUSAMH, JTUM(PoMamMu u
ocTpsimHu Jieiiko3amu (IIpunosxenue 3).
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2.4 MeToabl KJIMHUYECKOTO HCCJIeI0BAHUSA
AHTpOnOMETPHS
Jlii pacuera Macchl Tena B padoTe ncnojb3oBanach popmyna Kerotia,
nwm Uuanexc macceel Tena (MMT, B anrmmiickom Bapuante — BODY MASS
INDEX (BMI)
DTOT crocob pacuera Beca Ha CErOAHAIIHUMN J€Hb CUMTACTCS JTYUIIHNM,
€ro MpU3HAIM BO BCEM MUDE.
BMI pacuutsiBaercs no popmyJie:
T
BMI = i
20e M - macca mena uenosexka (8 Kunozpammax), a h - pocm uenoeexka (6
Mempax).

MeToauka NpoBE¢ACHUSA MYJIbCOKCUMETPUHA

JIns uccnenoBaHus HACHIEHUS TEMOTJIOOWHA apTepUaTbHON KalUUIIPHOM
KPOBHU KHUCJIOPOJIOM (CaTypalvu) HUCIOJb30BAICS MOPTATUBHBIN IMYJIbCOKCUMETP
CMS50DL (CONTEC, I'epmanus).

IyabcokCcHUMETP — 3TO COBPEMEHHBIM KOHTPOJIbHO-IUArHOCTUYECKAN MEU-
LIMHCKUH anmapar, paCUMTaHHbBIN JJIs1 U3MEPEHUSI HACBIIICHUS TeMOTJIOOMHA apTepu-
aJTbHOH KaNWIIIPHOM KPOBH KHUCJIOPOAOM (carypaiun).

IyabcoxkcuMeTpUs — HEMHBA3UBHBIM METOJI U3MEPEHUS NMPOLUEHTHOI'O COAEP-
KaHUS OKCUTEMOTJIOOMHA B apTepuaibHOU KpoBU (caryparuu). [IpuHiun paboTsl
MyJbCOKCUMETpa Oa3upyeTcsl Ha aHaIM3€ TOTJIOMIEHHUS] KPacHOTO U MHGPaKPaCHOTO
W3JIy9EHUS TEMOTJIOOMHOM KPOBHU. Y CBSI3aHHOTO M HECBSI3aHHOTO C KHCJIOPOJIOM Te-
MOTJIOOMHA CTIEKTPHI MOTJIONICHUS cBeTa pa3Hbie. [IyIbCOKCUMETP «ITPOCBEYUBACT
MSTKHE TKAaHWU TMaJiblla ¥ YJIABJIUBACT PA3HUILY B MOTJIOIIEHUH cBeTa. McTouHHMKamMu
M3JIyYEHHUS B MYJIbCOKCUMETPUUYECKOM IaTUMKE SIBIISIFOTCS /1B BCTPOEHHBIX CBETOU3-
JTyYaromux auoja. M3mydyaeMblii UMUA CBET NMMPOHUKAECT CKBO3b MSITKUE TKAaHU U MPU-
HUMaeTcs (HOTONMPUEMHUKOM, OT KOTOPOTO Pe3yibTaT 3aMepa MepenaeTcs BhIUYUCIII-
TeIbHOMY OJIOKY (MUKpompoiieccopy). IlymbcokcumeTp, Kak mpaBuiio, BKIOYACT B
ce0s BBIYMCIUTEIbHBIN (KOMITBIOTEPHBIN) OJIOK M CHEIHATU3UPOBAHHBINA TAaTUYUK,
(buKCHpYIONMIACS Ha TaJTbIIE TAIIMEHTA.

TexHuka BbINOJHEHUS:

1.ITepen mpuMeHeHrueM npudoOpa, HyKHO IIPOBEPUTH YPOBEHB 3apsijia OaTapeu.

2. Ilocne BKIOYEHHS TOMOXKIATh HECKOJLKO CEKYH]I, TIOKa MPUOOp 3aKOHYHUT
CaMOTECTHPOBAHUE;

3. JlaTyuk mOJDKEH 3aKpeIvIiThCS Ha Taliblle Tak, 4ToOBl (ukcamms Oblia
HaJeKHOM, a U3JIMIITHEE JIaBJICHUE OTCYTCTBOBAJIO;

4. HoroTh masneiia, u30paHHOTO JJI UCCJIEIOBAHUSA, TOJDKEH ObITh YUCTHIM.

5. llopoxnare oT 5 mo 20 cekyH, U IPUOOP BBIBEACT HA JUCILICH JaHHBIC 1O
HACBIIIEHUIO KPOBU KUCJIOPOA0M (CaTypalyu) U myJibCy.
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2.5 MeToabl HMMYHOJIOTH4Y€CKOT0 MCCJIe0BAHUS
2.5.1 OnpeneJienne ypoBHeil HMMYHOT100y1MHOB KiaaccoB A, M, G, E B cbiBo-
POTKe KpPOBH
OnpenesieHue MMMYHOTJI00y 1MHA M

Ha3znauenue. HaGop nist in vitro auarHoctuku. IIpenHa3zHayeH s KoM4e-
CTBEHHOTO ormpezaeneHuss uMMyHoriaoOynuHa M (IgM) B cbIBOpOTKE U M1a3Me KPOBH
yenoBeka Ha aHamm3aTopax Roche/Hitachi Cobas c.

TeopeTnueckoe od6ocHoBanme. B 0661uHOM coctosauu IgM cocrout u3 10 13-
XKeNpIX p-uenei u 10 nerkux ueneu Karrma wid JsIM0/a TUIa, KOTOPbIE BCEraa UJIeH-
TUYHBI B MOJIeKyJe. Takxke CylmecTBYeT J-1elb, COSAUHAIONIAs -1 BMECTE, MPO-
e roBopsi, nmo cpasHenuto ¢ IgG IgM oGnamaer marumepHoi cTpykrypoil. IgM
MpeACTaBIAeT CO00M caMmylo OOJBIIYI0 MOJIEKYITy UMMYHOTJI00y/IMHA (MOJIEKYISp-
Has Mmacca= 970000), HO 3aHUMaET TOJIBKO 6% UMMYHOTJIOOYIMHOB B TUIa3me. IgM -
TO MEPBOE CNENU(PUIHOE AaHTUTENIO, KOTOPOE MOSIBISIETCS] B CHIBOPOTKE KPOBHU YEIIO-
BEKAa MOCJI€ BO3HUKHOBEHMSI MHPEKIMU. OHO CIIOCOOHO aKTUBHPOBATh KOMIUIEMEHT,
nomorasi TakuM odpazom yousath Oakrepuu. Ilo Mepe Toro, kak MHPEKIHUS yMEHb-
maercsi, o cpaBHeHuto ¢ IgG ypoBHu IgM CcHUXaIOTCS ¢ OTHOCUTEIHLHO BBICOKOU
CKOpPOCTBIO. DTOT (pakT UTPaeT BCIIOMOTaTEIbHYIO POJib B TP PepeHInaNbHON T1a-
THOCTUKE OCTPBIX U XPOHMYECKUX MH(EKIUN C MOMOIIbIO CONOCTABICHUS CIELH-
¢uunbix TuTpoB IgM u IgG. Eciu npeobnanaer IgM — undekuus octpasi, eciau xe
npeobnanaer IgG — uHdpexknus xpoHuyeckas (Hanpumep, KpacHyxa WM BUPYCHBIM
renatut). [loBbIIEHHAs KOHIEHTPALMS MOJMKIOHATBHOTO IgM MOKET UMETh MECTO
MIPU HAIMYUU BUPYCHBIX, OAKTEpUANTbHBIX U Mapa3uTHUECKuX MHGEKIui, 3a00ieBa-
HUW [I€YEHU, PEBMAaTOUIHOM apTPUTE, CKIEPOIEPME, MyKOBUCIIMI03€ U IPUCTPACTHS
K repouHy. KoHneHTpanus MOHOKIOHaNbHOTO IgM noBbIIIeHa NpU HATUYUK 00J1€3-
Hu Banbnenctpéma — makpornooynunemun. [loBoinennas noteps IgM nmeer mecto
B IPOLECCE BHTEPOINATUN C TOTEPEN NMPOTENHA U B pE3yJIbTaTe 0KOroB. CHIKEHNE
cunTe3a IgM umeer MecTo Mpu HATWYUM CUHIPOMOB NMPUOOPETEHHOT'O U BPOXKIEH-
HOTO UMMyHOAedunuTa. B pesynapTare MeaIeHHOTO Hadajga cuHTe3a IgM KOHIIeH-
Tpauus [gM B CHIBOPOTKE MJIAJICHIIEB HHMXKE, YEM Y B3pocibiX. Mcnonb3oBaHue crie-
UM(UYHBIX AaHTUTEN JJIs1 KOJIMYECTBEHHOTO OIPEAENICHHS CBIBOPOTOUHBIX OEJIKOB SB-
JSI€TCA LIEHHBIM JUAarHOCTUYECKUM MHCTpyMEHTOM. CBETOpacCcenBarole CBOMCTBA
CKOIUICHUW aHTUTEH/aHTUTEIO BIepBblie Habmomamuch Pope u Healey B 1938 1. u
obpu mo3xe noareepxaeHsl Gitlin u Edelhoch. Ritchie ucnons3osan typOunumer-
pUYECKHE U3MEPEHUs I KOJUIECTBEHHOTO aHaM3a creupuaHbix 6emkoB. Komm-
YECTBEHHOE OIpe/Ie/iCHHe UMMYHOTJIO0YJIMHOB TaK)Ke€ MOYKET MPOBOJAUTHCS MPH TIO-
MOUM He(peIoOMETPUUECKUX METOJ0B. AKTUBALMS MOJMMEPOB MPHU MOMOIIM HOJIU-
streHraukosd (I11017) ang ymyumeHns 4yBCTBUTEIBHOCTH U YBEIMYEHUS] CKOPOCTH
o0pa3zoBaHus KOMILJICKCA aHTUTCH/aHTUTENO omucaHa B padortax Lizana m Hellsing.
Tect Roche IgM ocHOBaH Ha NpUHLKIIE UMMYHOJIOTHYECKOW arriaroTHHAUuU. B no-
MOJIHEHHE K CTaHAapTHOU anrumkaiuu (Haoop IGM-2) a1si KOJMYECTBEHHOTO OTpe-
JeleHnsT HU3KOW KOoHIeHTparuu [gM B oOpa3max, moJlydeHHBIX Y JieTel, Oblia pa3-
paboTaHa yyBCTBUTEIbHAs amuikaius (Habop IGMP2) [125, 126].
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N3BecTHO, YTO TaKk Ha3bIBaGMbIE MapanpOTEHHBI, BhIACISIEMbIE TP MOHOKIIO-
HAJILHBIX TaMMamnatusx (MOHOKIOHAJIbHAsE WUMMYHOTJIOOYIMHEMHS), MOTYT OTJIHU-
9aThCS OT COOTBETCTBYIOUIMX UMMYHOTJIOOYJIMHOB MOJMKIOHATHHOTO TTPOUCXOXK/IC-
HUS TI0 aMUHOKHCIIOTHOMY COCTaBY M pa3Mepy. DTO MOXKET HapyIlaTh CBS3bIBAHUE C
AHTUTEJIOM U, CIIEJI0BATENIbHO, TOYHOCTh KOJIMYECTBEHHOTO aHAIN3A.

Hpunnun Metoga: UMMyHOTYpOUIMMETPUYECKUI aHANINS.

AnTtuTena k IgM pearupyroT ¢ aHTUTE€HOM B oOpasme ¢ (GopMUpOBaHUEM KOM-
TUIeKca aHturen/antuteno. [locie arrmoTrHAIMKA pe3yNbTaT u3MepsieTcst TypOuIu-
MeTpudecku. JloOaBieHe MOJUATHIICHTIIMKOJIS TI03BOJISIET peaKInu OBICTPO JOCTUYD
KOHEYHOM TOUKH, MOBBIIIAET YyBCTBUTEIILHOCTD U CHUKAET PUCK MOJIYyIEHUS JIOKHO-
OTpHUIIATEIBHBIX PE3YJILTATOB B 00pasiax, coepkKaimx n30bITOK aHTUTCHA.

PeareHTnl - pado4ue pacTBOPbI:

R1 TPUC-6ydep: 20 mmons/n, pH 8.0; NaCl: 200 MM0Ib/11; TOJIMATHICHTITUKOb:
3.6 %; KOHCEPBAHT; CTAOMIN3ATOPHI.

R2 AnxrtuuenoBedeckne IgM antuTena (ko3wl): pazHoro tutpa; TPUC-Oydep: 20
mmoJib/11, pH 8.0; NaCl: 150 mmous/n; koHcepBadT R1 Haxoautes B mo3unuu B, R2
— B nto3uruu C.

Pacuet: Anaimzaropsl Roche/Hitachi Cobas ¢ aBToMaTtuuecku pacCuUMThIBAIOT
KOHIICHTPAIIMIO aHAJINTa B KAKIOM 00pasIie.

Koaddummentsr mr/nn x 0.01 = r/n r/n x 1.03 = MKkMomb/1

nepecuera: /1 x 100 = mr/an mxmons/a x 0.971 = r/n

OnpenesieHne UNMMYHOTJI00YJIUHA A

O6mas unpopmanus: Ummynornooymin A (IgA) coctaBisier 13 % Bcex um-
MYHOTJIOOYJIMHOB IJIa3Mbl KPOBH; OH BBINOJHIET (PYHKIIMIO 3aIUTHI KOXKHU U CIU3U-
CTO¥M 000JIOYKH OT MUKPOOpPTaHu3MoB. OH cIOCOOEH CBA3BIBATH TOKCHUHBI U B KOM-
OMHALMK C JM30LKMMOM MpPOSIBIISIET aHTUOAKTEPUATBLHYIO U MPOTUBOBUPYCHYIO aK-
TUBHOCTb. [gA sBIsieTCS JOMUHUPYIOIIMM UMMYHOIJIOOYJIMHOM B CEKpeTax opra-
HU3Ma, TaKUX KaK MOJIO3UMBO, CJIOHA W MOT. CeKpeTOpHBIH MMMYHOTJIIOOYIMH A
o0ecTnieurBaeT 3alMTy OT MECTHBIX HH(EKIIUI, a TAaKKEe UTPaeT BAXKHYIO POJIb B CBSI-
3bIBAHUM ITUIIEBBIX aHTUT€HOB B KUIIEYHUKE. B CBIBOPOTKE KpPOBU UMMYHOTJIOOYJIMH
A cymiecTByeT B MOHOMEPHBIX, TUMEPHBIX M TPUMEPHBIX (POopMax, TOrJa Kak B CEK-
peTax opraHu3Ma OH CYIIECTBYET UCKIIOYUTEIHLHO B AUMEPHOU (hopMe C TOMOITHU-
TEJILHOM LIETIbIO (CEKPETOPHBIN KOMITOHEHT). [ [0BBINIEHHBIE YPOBHU MOJMKIOHAIBHO-
ro IMMYHOTJIO0YIMHA A MOTYT HaOJIFOIaThCS MPHU XPOHUYESCKHUX 3a00JICBAaHUAX TTC-
YeHHU, XPOHUYECKUX UHPEKIHUIX, ayTOUMMYHHBIX HAPYIICHUSIX (PEBMATOUIHOM apT-
puUTE, CHCTEMHOM KpacHOM BOJTYAHKE), capKou103€ U cuHapoMe Buckorra-Ongpuya.
YpoBeHb MOHOKJIOHAIBHOTO UMMYHOIJI00yIMHA A mOBBIIIAETCS Npu IgA-muenome.
CHwxeHue CHHTE3a MMMYHOTrJoOynuHa A HaOmomaercss mpu NPUOOpPETEHHBIX U
BPOXKJACHHBIX IMMYHOJAE(PUIIUTHBIX 3a00JIEBAHUAX, TAKMX KaK araMMarjioOyIMHeMus
bpyrona. [loHmxkenne ypoBHSI IMMYHOTJIOOyIuHA A MOKET OBITh BBI3BAHO IKCCY/Ia-
TUBHBIMHU TaCTPOIHTEPONATUAMH U TIOTEPEH UMMYHOTIIOOYIMHA A Yepe3 KoKy IpHu
oxorax. M3-3a 3amenJieHHON CKOPOCTU CUHTE3a UMMYHOTJIOOYJIMHA A €ro KOHIIEH-
Tpauusi B CBIBOPOTKE KPOBH Y MIIAJICHLIEB HIKE, YEM y B3pOCibIX. VMcnons3oBanne
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crienupUIECKUX aHTUTEN JJIsI KOJMYECTBEHHOTO OMPENENCHHsI ChIBOPOTOUYHBIX Oell-
KOB CTaJIO IIEHHBIM JMArHOCTUYECKUM MHCTpyMEHTOM. CBeTopacceunBarome cBOu-
CTBa CKOIUICHUM aHTUTEH/aHTUTENO BHepBbie HaOmoaamch Pope u Healey B 1938 1.
n Opu mo3xe moatrBepkaeHbl Gitlin m Edelhoch. Puun (Ritchie) Bocmonms3oBancs
TYpOUIUMETPUUECKUMU METOJIaMU U3MEPEHUMN, 4TOOBI MPOBECTH KOJIUYECTBEHHOE
omnpeneneHue cnenuduueckux o0enkos. KonnuecTBeHHOE OnpeeeHne IMMYHOTIIO-
OYJIMHOB MO>KHO TaK)K€ BBITIOJHUTH C MCTOJIb30BaHWEM HE(PETOMETPUIECKUX METO-
UK. YBEIUYEHUE CKOPOCTU MOJMMEPHU3ALUU B MPUCYTCTBUU MOJIUITHUICHTIUKOJIS
(II2T') ¢ nenpro MOBBINIEHUS! YYBCTBUTEIHLHOCTH U YBEIMYEHUSI CKOPOCTU (popMuUpo-
BaHMsI KOMIUIEKCOB aHTHI€H/aHTUTENO OblTo ormcaHo Jluzana (Lizana) m XemicuH-
rom (Hellsing). Tect Roche IgA ocHoBaH Ha mpUHIMIIE UMMYHOJIOTUYECKOMN arrJto-
trHaruy. [loMmuMo Tect-cucteMbl st ctaHmgaptHoro npumMeHeHus (IGA-2) Oblna
pazpaboTaHa TecT-cUCTeMa IMOBBIIeHHONW uyBcTBUTENbHOCTH (IGAP2), mpeanaszHa-
YeHHast 1JIs1 KOJIMYECTBEHHOTO OTNpE/ENeHUs] HU3KUX KOHIeHTpauil IgA, Hampumep,
B 00pa3lax, NOJIy4YEeHHbIX Yy JeTel. MI3BeCTHO, YTO TaK Ha3bIBa€MbI€ MapanpOTEUHBI,
BBIJICIIEMbIC TIPY MOHOKJIOHAIBHBIX TaMManartusax (MOHOKJIOHAJIbHAs MMMYHOTJIO-
OyIMHEMHUS ), MOTYT OTJIMYAThCSI OT COOTBETCTBYIOIIMX UMMYHOTJIOOYJIMHOB MOJIHUK-
JIOHAJILHOTO MPOUCXOXKAEHUS M0 AMUHOKHCJIOTHOMY COCTaBY M pa3Mepy. ITa 0Co-
OCHHOCTHh MOJKET HApPYIIUTh CBA3BIBAEMOCTh C aHTUTENAMU H, CJIEIOBATEIHHO, CHU-
3UTh TOYHOCTh KOJIMUECTBEHHOTO onpeseneHus [126, 127].

Hpunnun Metoga: UMMyHOTYpOUIMMETPUYECKUIA aHANNS.

AHTU-IgA anTHTENa pearupyroT ¢ aHTUIEeHOM ¢ (OPMHUPOBAHHMEM KOMILIEKCA
anTuren/antuteno. [locne arrmoTHHAIMK pe3yabTaT U3MEpseTCsl TypOuauMeTpuye-
cku. JloOaBiieHNE MOTMATUIICHIJIUKOJIS TO3BOJISIET PEAKLUU OBICTPO JOCTUYbh KOHEU-
HOW TOYKH, TIOBBIIIACT YYBCTBUTEIHHOCTh M CHHKAECT PUCK TOJYYEHHUS JIOXKHO-
OTPHIIATENILHBIX PE3yJAbTATOB B 00pa3liax, CoAepKalnX U30bITOK aHTUTEHA.

PearenTnl - pabo4ue pacTBOpbI:

R1 TPUC-6ydep: 20 mmons/n, pH 8.0; NaCl: 200 MMOb/11; TONIUITUIICHTJIU-
KOJib: 3.6 %); KOHCepBaHT; CTAOMIN3aTOPHI.

R3 Anrturena ko3sl npotuB IgA uenoseka: pazHoro tutpa; TPUC-6ydep: 20
mmoJib/J1, pH 8.0; NaClL: 150 mmoub/in; koHcepBaHT R 1 Haxoautces B mo3uiuu B, R3 —
B no3uruu C.

Omnpenenenne uMMyHoOrJ00yauHa E

Ha3znaveHue: UNMMyHOQHATIM3 C IENBIO N VItro KOJMYECTBEHHOTO OTPEACIICHUS CO-
Jiep>kaHus UMMYyHOTJ100ynHa E B uenoBeueckoit ChIBOPOTKE KPOBH U iazme. Omnpe-
neneHue oouero coaep:xanus IgE Moxxer noMoub Mpu JUArHOCTHKE aJUIEPTHUUECKUX
3a00JieBaHUM. DIEKTpOXeMITIOMUHECIIEHTHRI uMMyHOTecT ECLIA mpennaznaueH
I KCIIOJIh30BaHMs Ha MMMYHOXHUMHUYECKHX aHanu3aropax Elecsys u cobas e.

Teoperuueckoe od6ocHoBanue. Mmmynornooymun E (IgE) urpaer Baxnyro
pOJIb B UMMYHHOM 3alllUTe OT Mapa3zuTHUYeCKUX MHPEKIUA U B Pa3BUTUHU ajuIepTrUye-
CKUX peakiuil (TUIepuYyBCTBUTEILHOCTh | TuMa). ['UnepuyBCTBUTEILHOCTh | THIIA
XapakTepU3yeTcsl pa3BUTUEM aNIEPTUYECKUX PEaKIUil cpa3y e MOCje KOHTAKTa C
BBI3BIBAIOIIMM AJUIEPTHI0 aHTUT€HOM (ayuiepreHoM). CBsa3bIBaHUE aJJIepreHa ¢ CEH-

30



CUOMIN3UPOBAHHBIMU TYYHBIMU KJIETKaMU WK 0a30(puiiaMu BeJIET K IepeKpECTHOMY
cBsi3biBaHMIO IgE ¢ KerouHoit MemOpaHoil. DTo, B CBOIO 0Uepe/lb, BBI3bIBAET ACrpa-
HYJSIIUIO KIETOK U BBICBOOOXKJIEHNE (PaKkTOpOB (HApuUMep, TUCTaMUHA), KOTOPbIE
IIPOBOLMPYIOT MOSIBJIEHHE TUIIUYHBIX CUMIITOMOB I'MIIEPYYBCTBUTEIBHOCTH 1 THIIA.
Konnenrpanus IgE B chiBopoTKe KpoBU 00b14HO 0ueHb HU3Kas (< 0.001 % ot o6mie-
ro ChIBOPOTOYHOTO MMMYyHOIoOynuHa). Konuentpauus IgE 3aBucur ot Bo3pacra,
camble HM3KHE TOKa3aTead HaOJI0JAl0TCs MPpU POoKJIeHUH. Ero xoHIeHTpauus mo-
CTENEHHO IMOBBIIIAECTCA U CTAOWIM3UpYETCS K D-7 rojaam, oaHako 3HaueHus IgE
CUJIbHO PAa3JIMYalOTCsl B KOHKPETHBIX BO3PACTHBIX Ipynmnax. Y HOBOPOXKIECHHBIX U
MaJIeHbKUX JIeTe! C pEelUANBUPYIOIIMME 3a00JI€BaHUSIMU JIbIXaTeIbHBIX IyTEH Ompe-
nenenue IgE nmeer Gobiioe 3HaUEHKE JJIs MPOTHO3a TeueHus 3aboseBanus. IgE ur-
paeT BaXHYIO pOJib IIPU AJUIEPTUsX, MOBBIILIEHHA KoHUeHTpauus IgE mosxer Habro-
JaTbCsl y MALMEHTOB C TAKMMH JUIEPTUYECKUMHU 3a00JIEBAaHUSAMH KaK CEHHas JINXO-
pazaka, aronu4eckuil OpoHXUT U AepmatuT. OqHako HopMalbHbIe Tokazarenu IgE He
TOBOPSAT O TOM, UTO ajIepruyecKue 3a00JIeBaHUSI MOKHO UCKIIIOUUTh. [lo 3TOM npu-
YUHE KOJIMYECTBEHHOE OIpeneNieHne KoHueHTpauuu IgE B CBIBOPOTKE KPOBU MOXKET
OBITh UCIOJB30BAHO JISI KIMHUYECKOU AuddepeHIaluy MEXIy aTONMMYECKUMU U
HEaTONMUYECKUMHU 3a00JIEBaHUSIMU TOJILKO B COUETAHUM C APYTUMU KOJIMYECTBEHHbI-
MU nokasarensiMu. lloBeimeHHas koHueHtpauusa IgE B ChIBOpOTKE MOXKET Takxke
HaAOJI01aThCS TIPU HEAJUIEPTHUECKUX 3a00JIeBaHUSIX, HAPUMED, TPU OPOHXOIEr0Y-
HOM acnepruuiese, cuHapome Buckorra-Ongpuya, runep-IgE cungpow,
IgE-Muenome u mapazutuueckux uHpeEkuax. B tect-cucteme Elecsys IgE II uc-
MOJIb3YIOTCS MOHOKJIOHAJbHBIE aHTUTENA, CTIeUU(UYHO HAIpaBJIEHHbIE TPOTUB UM-
myHori00ymHa E uenoseka [125, 128].
Hpunuun metoxa
[Tpuatun «coaaBryay. OOmas mpo 0DKUTEILHOCTh aHaIu3a: 18 MUHYT

» 1-1 uakyOamus: IgE B o6pasne (10 Mxi1), OMOTHHUIUPOBAHHOE MOHOKJIOHAITh-
Hoe IgE-cnennduunoe anTuTENnO U MOHOKJIOHANIBbHOE IgE-cienuduunoe antu-
TEJI0, MEYEHOE PYTEHUEBBIM KOMIUIEKCOMA), BCTYMAIOT B PEAKIUIO C GOPMHU-
POBAHUEM C3HIBHY-KOMILIEKCA.

» 2-s unkyOamus: [locne moGaBieHHsT MUKPOYACTHUI, TTOKPBITHIX CTPENTABHIU-
HOM, 00pa30BaBIIMIACS KOMIUIEKC CBSI3BIBACTCS C TBEPI0H Pa3oii MOCPeaCTBOM
B3aUMOJICHCTBUSI OMOTHHA U CTPENTAaBUMHA.

» PeakiimoHHas cMeCh aCIUPHUPYETCS B U3MEPUTEIbHYIO STYCHKY, TJIe MUKpOYa-
CTULBI OCEAAIOT HA MOBEPXHOCTH JJIEKTPOJa B PE3YJIbTaTE MArHUTHOTO B3aM-
MojericTBusA. 3atem ¢ nomolipio ProCell/ProCell M ynansitoTcst He CBSI3aBIIN-
ecs BemecTsa. [lociie 3Toro NpuiIoKeHHOE K 3JIEKTPOY HalpsIKEHUE BbI3bIBA-
€T XeMUWJIIOMUHECLIEHTHYIO AMHCCHIO, KOTOpas u3Mepsiercss (OTo yMHOKUTE-
JIEM.

» Pe3ynbTarhl OnpenensoTes ¢ MIOMOMIBIO 2-TOYEYHON KATMOPOBOUYHON KPUBOH,
MOJIyYEHHOU JUIsl JAaHHOTO WHCTPYMEHTAa, U PEPEPEHCHON KamuOpOBOUYHOU
KPHWBOM, JJaHHBIE KOTOPOU COOOIIEHBI B IITPUX-KOIe HA0Opa peareHToB.

PearenTsl - paGouue pacTBoOpbI
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M MukpodacTHIlbl, TOKPHIThIE CTPENTABUANHOM (ITpO3paydHas Kpbiiika), 1 dua-
KOH, 6.5 MJI: MUKPOYACTHUIIbI, MOKPBITHIE CTPENTaBUAUHOM, .72 MI/MJI; KOHCEPBAHT.

R1 Anrtu-lgE-antureno~omotun (cepas kppika), 1 guakon, 10 mu: GuoTuHu-
JUPOBaHHBIE MOHOKJIOHAIbHBIE aHTH-lIQE-anTuTena (Mbium) 2.5 mr/m; ¢ocdaTHbii
oydep 85 mmounb/n, pH 6.5; KOHCEpBaHT.

R2 Awntu-lgE-antuteno~Ru(bpy) (uepnas kpsimka), 1 dumakon, 10 mur: mo-
HOKJIOHAJIbHBIE aHTU-IgE anTuTena (MbIIIHM), MEYEHbIE PYTEHUEBBIM KOMILJIEKCOM 5.5
Mmr/i; pocdarubiit 6ydep 85 mmoinn/i, pH 6.5; KoHCepBaHT.

Onpeaesienne uMMyHOTr100yanna G

Ha3na4denue: B TecTe mpoOupke AJisi KoJmdecTBeHHOTO onpezaeneHus 1gG B de-
JIOBEYECKOM CHIBOPOTKE, IIa3Me, IIepeOpOCIMHATIBHOM )KHIKOCTH 1 MO4ur Ha Roche /
Hitachi Cobas rp cuctem.

TeopeTnueckoe o6ocHoBanme. |gG, MOJIEKYIIbI COCTOAT U3 ABYX JIETKUX IIETICH
(kanma M asMO0/1a) U IBYX TshKeNbIX 1ered ramMma. [Ipumeprno 80% chIBOpOTOUHO-
ro uMMmyHoro0ynuHa IgG; ero 0oCHOBHBIMHU 3a/1a4aMU SIBJISIFOTCS 3aIlUTa OT MUKPO-
OPTAHU3MOB, IPSMON HEUTPATHU3AIIMHY TOKCUHOB U MHIYKITMH (PUKCAIMN KOMILJIEMEH-
Ta. 1gG sABnseTcss eAMHCTBEHHBIM UMMYHOIJIOOYJIMHOM, KOTOPBIN MOXKET Iepeceyb
TUTAIICHTapHBIN 0apbhep W 00ecreunBalOT NaCCUBHYI0 HMMYHHYIO 3alIUTY AJIS TI0/a
W HOBOPOJKJIEHHOTO. DJTa MaTepUHCKas 3allliTa MOCTEIEHHO CHIDKAETCs 10 COO0-
CTBEHHOW HIMMYHOJIOTHYECKOM CUCTEMBI peOCHKA HAUMHAET Pa3BUBATHCS (OKOJIO Iiie-
CTH MECSILIEB). YPOBHU B CHIBOPOTKE / IJIa3M€ JOCTUTAIOTCS uepe3 18 Mecs1ieB, Kak y
B3pocibix. [lommknonansueie |G moBEIIIEHNE B CHIBOPOTKE / MJ1a3Me, MOTYT TpH-
CYTCTBOBATh IPU CUCTEMHOM KpAaCHOM BOJUAHKE, XPOHUUECKUX 3a00JIEBaHUSX M€Y e-
HU (MHQEKIMOHHBIA renaTut U uuppo3 JlasHHeka), nH(EeKIMOHHbIE 3a00JIeBaHUs U
KHCTO3HBIN (GrOpo3. MonokmonanpHbie |G yBemmumBarorcst mpu 1gG-muenome.
Cumwxenue cunresa 1gG oOHapyXUBaeTcsi MPU BPOKJIECHHBIX U TPUOOPETEHHBIX UM-
MYHOAe(QUIINTAX U CENEKTUBHBIX AeduumTax nmoakiacca IgG, takue kak aramMmmario-
Oymuaemus tumna bpyrona. CHmxkenue koHueHTpanuu 1gG B CBIBOPOTKE U TUIa3Me
KpOBHU HAOJIIOMAIOTCA ¢ TOTEper Oelka SHTepOoIaTusiMu, HehPOTUIECKUM CUHAPO-
MoM. YBemuuenue |gG merabonmszma oOHapyXuBaeTcs mpu cuHapome BuckoTtra-
Onnpuua, muoToHHUeckoi auctpoduu. Onpenenenue 1gG B nepedpocnuHaATBHON
xuakocty (CSF) ucnonbiyercst 11 olleHKH WH(GEKIUH, CBI3aHHBIX C IIEHTPaIbHOM
HepBHOU cuctemsbl (LIHC), HOBOOOpa3oBaHMSIX WM MEPBUYHBIX HEBPOJIOTHUECKUX
3a0051eBaHUsAX (B YACTHOCTHU, PACCETHHOTO ckiepo3a). Anamu3 Pome 1gG ocHoBan
Ha TPHUHIUIIE IMMYHOJIOTHIECKOHN arrjifoTHHAIMKA. B TOTIOJIHEHHEe K CTaHIapTHOMY
npunoxennto (IGG-2), ectp uyBctBUTenbHBIE npuiioxkeHus (IGGC2 u 1GGU2),
npeaHa3HaueHHbIE i1 KOJIUYecTBEHHOTro omnpenenenus 1gG B mukBope u moue. Us3-
BECTHO, YTO TaK Ha3bIBAEMBIC MAPANIPOTEHHBI CEKPETUPYEMbBIE B MOHOKJIIOHATbHBIMH
gammopathies (MoHokmoHanbHBIA IMMunoglobulinemia), Moryr oTauuarscs oT co-
OTBETCTBYIOIIUX UMMYHOTJIOOYJIMHBI MOJIUKIOHATIbHBIX IPOUCXOKIEHHS IO COCTAaBY
U pazMepy aMHUHOKHUCIIOT. DTO MOKET MPHUBECTH K HAPYIICHUIO CBA3BIBAHUS C aHTHU-
TEJ M, CJICIOBATEIILHO, YXY/IIIAeT BO3MOKHOCTh TOUHO OIICHUTH [126, 128].
[punuun metona: UMmyHoTypOunumerpudeckuit ananu3. Autu-1gG anturena pe-
arupyroT C aHTUTEHOM B 00pasiie ¢ 0Opa3oBaHUEM KOMILICKCA aHTUTCH / aHTHUTEJIO.
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Jlo6asnenue [1231" mo3BossieT peakiuu OBICTPO MPOTPECCUPOBATH 10 KOHEYHOM TOY-
KH, TOBBIMIACT YYBCTBUTEIHHOCTD, & TAK)KE CHIDKACT PUCK 00pa3IoB, COaepIKalX
M30BITOK aHTUTECHA MTPOAYIUPYIOIIETO JIOKHO OTPHUIIATEIILHBIX PE3YIbTaTOB.
PeareHThl - padoune pacTBOPHI

R1 TRIS 6ydep: 20 mmois / 11, pH 8,0; NaCl: 200 MMo1b / 71; IOMMATHICHT JIMKOJIb:
3,6%; KOHCEpBaHT; CTAOMIU3ATOPHI.

R2 1gG anturena (ko3wmif): B 3aBUcUMOCTH OT TUTpa; T RIS Oydep: 20 mmons / 1, pH
8,0; NaCl: 150 mmounb / 1; koHcepBaHT R 1 Haxoautcs B moJokenuu B u R2 Haxo-
nuTcs B mojoxennu C.

2.5.2 OnpenesieHue cofep:KaHUSA KIeTOK nepudepudeckoii KpoBU

TpeboBanus kK 00ECIIEUEHHUIO BBITIOJIHEHUS! TEXHOJIOTUH,

JlabopaTopHoe 000pymOBaHHE: aBTOMATUYECKUI IeMaTOJIOTHYECKAN aHaIM3a-
Top SysmexKX-21, poramukc RM1-L, Mukpockon GMHOKYJISPHBIN ¢ UMMEpCHENH U
BCcTpoeHHbIM ocBetuTeneM LeicaDM1000, cueryuk nekonuTapHoi (popmMyIibl KpoBU
CJI®-3D11-01-09, aBromatnueckuii ananmuzarop COD SRS 20/I1, moayns okparivBa-
Hust ma3koB Hematek Slide Stainer.

Pearentni, peaktuBsl: [utonent CELLPACK,WBC/RBC nu3upyrommii pac-
tB0p STROMATOLYSER-WH, nereprentr CELLCLEAN, Habop peareHToB JJisl aB-
TOMATHUYECKOM OKpacKH MpernaparoB KpoBu U kKocTHOro mosra (HII®D ApOuc+)

IIpounit pacxoayeMblil MaTeEpUal: MacjaO0 UMMEPCUOHHOE, IIPEAMETHBIE CTEKIIA,
Hmarenb i1 IPUroTOBIEHHUs Ma3KkoB KpoBH Flexi-strip, BakyyMHasi cuctema Jijis 3a-
o6opa xporu BDVacutainerK2E, BakyymHas cuctema mis 3abopa KpoBu Vacuette
ANCESRsodiumcitrate, mnepyarku MeIULUHCKUE, J€3UHOUIUPYIOLIEE CPEICTBO
«Memucenton», cnupt meauuuHckuii 70%, mo3arop aBromarmueckmii 20-200 Mk,
HAaKOHEYHHUKH JJIsI aBTOMAaTUYECKOI0 J103aTOPa, IITATUBBI Il IPEAMETHBIX CTEKOJI,
OydepHast cMech i1 TeMaToJIOTHYeCKuX uccaenoBanuii (mpousBoactea HIID «A6-
puc+»), WTAaTUBBI JJIs1 NPEIMETHBIX CTEKOJ, IUTATUBHI IJIACTUKOBBIE JIJIs1 IPOOUPOK,
MapJisi, BOJ1a AUCTUIUIMPOBaHHAs, Oymara (puibTpoBallbHAs, IWIMHAPHI MEpPHbIE BMeE-
ctuMocThI0 25-1000 mu, Taitmep.

TpeOoBaHMs K TEXHOJIOTHU BBIMIOJHEHUS UccieqoBaHus (pador).

Bzsitre o6pasua: qis oOiiero aHaiau3a KpoOBU UCMOJb3YETCsl BEHO3HAs KPOBb.
3ab0p KpOBHM MPOU3BOIUTCS C MCIIOJIb30BaHUEM BaKyyMHOM cucteMbl BDVacutainer
K2E, nns onpenenenusi COD ucnosL3yroTcs cucTema s 3abopa kpoBu Vacuette
ANCESRsodumcitrate . [Ipo6s1 kpoBU 1OCTABIAOTCS B TeueHUH | gaca B maboparo-
PHIO IIPH COOJIIOIEHNH TEMITEpaTypHOTo pexnma 2-8 °C . TeXHOJIOT s B3ATHS U Tpe-
O0oBaHus k npeaHanmuTuyeckomy stamy corsacHo ['OCT P 53079.4 — 2008. TexHono-
ruu jaboparopueie kKmuHUYeckue. Ob0ecneueHrne KauecTBa JJabopaTOPHbIX UCCIE0-
Banuid. Yacts 4. IIpaBuia BeieHHs MPEaHATMTUYECKOTO 3Tara.

OTarnbl KIMHUYECKOTO UCCIE0BAHUS KPOBU:

1. BeimosHeHue HCCIEN0BAHUS HA FeMaToOJOTMYECKOM aHaiu3arope (mokasza-
Tenu: koandecTBo JeiikonuToB (WBC), kommuectBo sputpouutoB (RBC), koHIIEH-
tpauus remornoouna (HGB), rematokput (HCT), konmmuectBo Tpom6o1uToB (PLT),
cpeanuii oowveM spurpouuta (MCV), cpennee coaepxkaHue reMorjiooOuHa B 3pUTpo-
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nutax (MCH), cpennsis koHmneHTpanus remorioouna B apurporure (MCHC), moka-
3aTellb TETEPOTreHHOCTH IPUTPOIUTOB 10 00Bsemy (RDW-CV, RDW-SD), B3BerieH-
Hoe pacnpenaenenue TpomoonutoB (PDW), cpennuit 06beM TpomOonuta (MPV), oT-
HoteHue (%) oObemMa KpymHbIX TPOMOOIIMTOB KO BceMy 00bemy TpoMmOonuToB (P-
LCR)): o6pa3iipl MOMEmAaTesl B pOTAMUKC JJIsl TIEpEMEIIMBaHKs MPOObl B TEUEHUHU
3-5 munyT. C MOMOIIBIO CKaHEpa ¢ MPOOUPKU cUMThIBaeTCa mrpux-koa. [lopsmox
MPOBEICHHS] AHATUTHUYECKOW MPOUEAYPHl HA T'eMaTOJOTMYECKOM aHAM3aTope CM.
«PyKOBOJICTBO MOJIb30BATENsI ABTOMATUYECKOTO T'€MAaTOJIOTMYECKOro aHaau3aropa
SysmexKX-21» m. 2.4.1.

2. Tlocne actimparu oOpasia aHAIM3aTOPOM Ha MPEIMETHOE CTEKIIO C TTIOMO-
1B IO no3aropa HaHocuTcsl 10 MKJI KpOBH M C OMOIIBIO IITIATEN TOTOBUTCS Ma-
30K KpoBH. [IpurorosieHne u nokpacka MaszkoB cM. PyKOBOACTBO IO 3KCILTyaTaluu
MoyJisi okpammBaaus Ma3koB HematekSlideStainer.

3. VYcranoBka npobupoxk aist onpeaeneaus COD nmo meroay Becteprpena B aB-
toMmatudeckuit anamzatop COD SRS20/1L.

- Tloxcuer neiikouurapHoi GopMynbl B Ma3zKe MPOU3BOJUTCA C MOMOIIBIO
OMHOKYJSIPHOTO MHKpOCKoma Leica U cueryuka JEHKOUTaApHOU (POPMYIBI KPOBH.
Texnonoruto nojacyera cMm. C. A. JIyroBckas u coaBT. «JlabopaTtopHas remaroJio-
rusi» « Mopdonoruueckoe ucciaeoBaHe Ma3KoB KpoBm». JlelikonuTapHas dpopmyna
3aMKMCHIBACTCS B BUJE JISHKOTpaMMbl Ha OJIaHK pacrliedyaTrku pe3y/bTaTOB aHAIM3a,
BBITIOJIHEHHOTO Ha FeéMaTOJIOTHYECKOM aHalIM3aTope.

- Tloka3zarenu uccieqoBaHus, BHIIOJHEHHBIE HA TEMATOJIOTMYECKOM aHAIM3a-
TOpE, TIEPEHOCATCS B ANEKTPOHHYIO (popMy OnaHka OTBeTa aBToMaTnuecku. Jleiko-
rpaMma C ykKazaHueM OCOOEHHOCTeW MOpP(OJIOTUU SPUTPOLUTOB U JICHKOLUUTOB U
COD BHOCATCS BpPYYHYIO, NIPOBEPSIOTCS BpauoM Ja0OpPaTOPHOW JAMArHOCTUKH,
YTBEPKAAIOTCS M OTHPABIISIIOTCS B PETUCTPATYPy METMIIMHCKOTO 1ieHTpa. biaHk pac-
MeYaTku pe3ysbTaToB OOUIEro aHajin3a KPOBU C IeMaToJIOTHYECKOro aHalu3aropa
BKJICUBACTCSI B OYMa)KHBIM KYpHaJl PErMCTpaly MCCIEJOBAHUN OOIIEro aHaimsa
KpPOBHU.

2.5.3 OnpenesneHue cyonomy/asiiiuii JIeHKOUMUTOB M IKCIIpeccHs PYHKIMOHAIb-
HBIX MOJIEKYJI

TexHoJiorust onpeaejeHnsi HAMBHbIX B KieToK.

B xierokx namsiTi ¥ PyHKIIMOHATBHO HE3pelbIX B TMM(OIIMTOB IPOBOIUIACH HA
nporounoM rurodayopumerpe (FACSCantoll, Becton Diskinson), o6padoTka mosty-
YEHHBIX JTAHHBIX OCYIIECTBIIIACH B IMAKETE MPUKIAHBIX TPOTPAMM.

TexHoJI0THSA OTIPeIeJIeHUsI: IS OTIPEICIICHUS TOBEPXHOCTHOIO UMMYHO(EHO-
tuna B-mmMdonnToB MoHOHYKIICaphl nieprudepruIecKoil KpOBH BBIJCISIIA HA TPajI-
ente mioTHoctu Puxos-Ilaka (Pharmacia, Sweden), otmbiBau B pocdarnom Oy-
depe (PBS + 0,1% Sodium Azide), nakyOoupoBaim 15 MUHYT B IUTATCILHOM Cpeie
RPMI-1640 mpu 37 COL. Bdm KireTkn ocakmaad M OKpaIMBaId MO-
HOKJIOHAJILHBIMH aHTHTeNNaMH, KoHbiorupoanusiMu FITC, PE, PC-5, PC7 (Becton &
Dickinson, Beckman Coulter, USA).

[lepBeie BopoTa mnpotouHoro murodayopumerpa (FACSCantoll, Becton
Diskinson) BBICTaBISIIUCH 1O PACCESTHHUIO CBETa: MPSIMOM cBetopaccessHun (forward
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scattering wmn FSC); paccesauun cBeta Ha yroa 90°, T.H. 00KOBOE CBETOpACCESIHHE
(side scattering i SSC). [TapameTpsl cBeTOpaccesHUsI TO3BOJISIOT MPOBOUTH pa3-
JIeJIeHUE KIIETOK T0 pazMepam, popme, COCTOSHHIO KICTOYHOW MEeMOpaHbl U Xapak-
TEPUCTHUKAM ITUTOTUIa3MbI. MbI BeiAesum mumdonmtel CD45+CD14-. B cnenyromeit
poOe MepBBIM BBICTABIISIIIM BOPOTA IO MMO3UTHBHOCTH METKH, pacTpe/ieieHre TOTy-
JISIIIWIA BHJTHO TI0 MHTCHCUBHOCTH CBEUCHUS MapKepa B MOMYJISIHH (PHCYHOK 2).
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Pucynok 2 - [Ipumep BbLAeNIEHUS BOPOT AJIs ONPEAEIEeHUsl cyonomyssinuil B-
TUM(OIIMTOB

CrneyromuM IaroM siBJsJIOCh BEICTABJIEHHE BOPOT IO TPEThEe METKE B TaHHOM
npo6e (B Hamem ciydae mo B mumdormram CD19+/SSC) n anamm3 nomymsiiuii 1mo
mapkepam CD27+/- u IgD+/- na CD19+ kietkax.

Ha pucynke 2 HwkHuMil mpaBelii kBaapar - CD27+IgD-CD19+ wu3orturm-
nepeKsIoueHHbIe B KieTKu naMaTy, UMEroIue HanooJIbIIYI0 JUArHOCTUYECKYIO 3Ha-
9yuUMOCTh. Bepxumii mpaBbiii kBajpar - CD27+1gD+CDI19+ ne mepexmoueHnHbie B
KJIETKM TaMsITH; BepXHui neBblid kBagpar - CD27-1gD+CD19+ nauBubie B mumdo-
IIUTBHI.

Penykuus B knerok mamsartu y mamuentoB ¢ [IM]] wacto compoBoxkaaercs 3Kc-
naHcueil QyHKIMoHaIbHO He3penbix B mumdonmtos CD19+CD21-/low, koTophIX y
3I0pOBBIX JI€TEH HE TOJHKHO OBbITh O0bIIe 9% oT B mumdpouuTos. [loaToMy Mbl aHa-
JU3UPOBAM TaKylo nmomyisanuio B nmuMdonuToB B rpymnmne MmamyeHTOB U B TPyMIe
3JI0pOBBIX JIETEH.

AHan3 MPOBOAMICS TAKXKE M0 IBOMHOMY BBICTaBJICHHIO BOPOT U BBICTABJICHHIO
BOPOT IO TTO3UTUBHBIM M HETAaTUBHBIM MOMYJISAIIMAM U aHaimm3 Mapkepa CD21 Ha mo-
nyisinuun CD19+ (pucysok 3, 4).
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HauBHblie B-kneTku
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Pucynok 3 - I[Ipumep onpeneneHrs U30TUII-TIEPEKIIIOUeHHbIEC B KIeTKH nmaMsTu
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Pucynok 4 — Ilpumep omnpeneneHus GyHKIIMOHATLHO He3penbix B mumdonuton
CD19+CD21-

B xBanpare CD19+CD21+ Beigensiiach MOMyJSOHS C HA3KAM YPOBHEM 3KC-
npeccun CD21 - CD19+CD21llow, ananu3 naHHOUW MOMYJISIIMN TPOBOJIWICS TyTEM
BerunTanusi or CD19+CD21+ knerok ¢ ¢penotunom CD19+CD21high B mponieHTHOM
1 a0COJIFOTHOM IIOJICYETE.

TexHosorus onpenenaenuss HAauBHbIX T-1MM@poOUHUTOB.

T-knerok namsiTé mpoBoAWiIach Ha mpotoyHoM 1uTodiyopumerpe (FACSCan-
toll, Becton Diskinson), 06paboTka MOJy4eHHBIX JaHHBIX OCYIICCTBIIIACH B IIAKETE
NPHKJIAJHBIX TPOTPaMM.

TexHoJiorus onpeeseHusi: B CBOEM UCCIIEIOBAHUN Mbl OTIPENEISIIA METO0M
npoTOYHOU 1uTOoMeTpun HauBHbBIE T-xemmepsl (CD4+CD45RA+), T-xenmeps! namsi-
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1 (CD4+CD45RO+), nauBHbIe 1uToToKcHueckue T-mumdonuter (CD8+CD45RA+)
u urotokcuueckue T-kietku namsatu (CD8+CD45R0O+). Ananmus pe3ynbTaToB Ipo-

BOJIUJICS TIO TBOMHOMY BBICTaBJICHHIO BOPOT C HCTI0JIb30BaHUEM 001ero mapkepa T —
mamdonuroB CD3.
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Pucynok 5 — Ilpumep omnpeaeneHuss METOI0M MPOTOYHON IIUTOMETPUN HauBHBIC T -

xenmepsl (CD4+CD45RA+), T-xenmeps! namsitu (CD4+CD45R0O+), HauBHBIE ITUTO-

tokcudeckue T-mumponutel (CD8+CD45RA+) n muroTokcnyeckue T-KIeTKu mamsi-
1 (CD8+CD45R0O+)

IManeqap yriay6Jie HHOro HMMYHOJIOT H4€CKOT0 HCCJIEJOBAHUSA Y NAIUEHTOB C
OBUH:

1. ImmyHo peHOTUIIMUECKOE HccienoBanue T-TMMQpOIUTOB B LIEILHON KPOBH.

NmmyHONIOTHYECKHE TapaMeTPhl JJIsl UCCIIENOBAHMS COCTOSIHUSI MIMMYHHOM CH-
CTEMBI BKJIIFOYAIM B ce0sl CIEAYIONIME TOKa3aTelu KICTOYHOTO UMMYHHTETA:

- CTaHAapTHOE UMMYHoJIornueckoe uccienoanue: T-mumporursr (CD3+), T-
xemmepbl (CD3+CD4+), nurotokcuueckue T-ximetku (CD3+CD8+), B-mumdonmtsr
(CD19+), narypanbhbie kuniepbl (CD3-CD16+CD56+).

- JOTIOJTHUTENILHOE UCCJIeIOBaHUE: TUMHYECKHE MUTPaHTbI
(CD3+CD4+CD31+CD45RA+), nausnasle T-xemmepsl (CD3+CD4+CD45RA+), T-
xemmepbl  mamatu  (CD3+CD4+CD45RO+), wnauBable CD8+ T-mum@ouuts
(CD3+CD8+CD45RA+), CD8+ namsatu (CD3+CD8+CD45RO+), perynsaropusie T-
mambonutel  (CD4+CD25+CD127-), naBaxkabl  HeratuBHBIC T -THMQOITUATHI
(CD3+CD4-CD8-TCRap+).

2. UmMyHOpeHOTUIINYECKOE UcciieAoBanue B-mumdponuTos.

Jlnist ompeneneHns TOBEPXHOCTHOTO UMMYHO(eHoTHna B-mumponuToB MoHO-
HyKJIeapbl mepudeprudeckoil KpOBU BBIACISIM HA TPATUEHTE TIOTHOCTH DUKOIUI-
[Taka (Pharmacia, Sweden), otmbiBa B docdarnom Oydepe (PBS + 0,1% Sodium
Azide), uakyoupoBanu 15 MuryT B nutarensHoit cpene RPMI-1640 mpu 37 [1C
CO,. 3areM KJIE€TKM OCaXJa U OKpAIIMBAJIM MOHOKJIOHATbHBIMH AHTUTEIAMH,
koubroruposanusiMu FITC, PE, PC-5, PC7 (Becton & Dickinson, Beckman Coulter,
USA).
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NmmyHONornueckue TmapaMmerpsl ISl yriyOJeHHOTo ompeneneHus B-
TMM(OIIMTOB BKIFOUAIH B Ce0sI CIIAYIONIE MapKePHhI:

- IgD-nepexmouennbie  B-umdonmter mamatu  (CD19+CD27+1IgD-), IgD-
HenepekmoyeHHbie B-mumdonuTel namsaty wim B-mumdonuTel MapruHaibHOM 30HBI
(CD19+CD27+1gD+), namBubie IgD+ B-mamdornuter (CD19+CD27-IgD+), IgM-
MEPEKITIOY CHHbIE B-mumdouuTs naMsTH (CD19+CD27+IgM-), IgM-
HernepekoueHHbie B-mumdonuTel namsaty wim B-muMdonnTel MapruHaibHOM 30HBI
(CD19+CD27+IgM+), nauBubie IgM+ B-mumdonuter (CD19+CD27-1gM+), dyHK-
MoHabHO-He3penble  B-mumdormter (CD19+CD21-, CD19+CD21-CD38-,
CD19+CD21-CD38++), pEeryIATOPHBIC B-mamdoruTsr (CD20+CD5+,
CD19+CD24++CD38++, CD19+CD38++IgM++).

2.6 KoanvecrBennoe onpeaeaenus Mojeky JJHK TREC u KREC B cyxux nsr-
HaX KpPOBH

2.6.1 Beigenenue JHK u3 kpoBu meounbiM 0ydgepom nis anaausza TREC u
KREC

[Ipuroronenune HeOOX0AUMBIX Oy(hepHBIX pACTBOPOB, COCTAB OJJTHOKPATHOTO
mieaounoro oydepa: 15mMTrisHCIpH 11.5, 10mMKCI, 10mMKOH.

Boinenenne JJHK u3 6ymakek, mponMUTaHHBIX KPOBBIO:

1. bepercs 1 kycouek OymMakKu, IPOMHUTaHHON KPOBBIO, pazmepom 1.5%1.5
MM, TIOMECTUTh B IPOOUPKY, 100aBUThL 80 MK OJTHOKPATHOTO IIEIOYHOT0 Oydepa,
HepEMEIINBACTCA J10 MOJHOTO MOTPYKEHUs: OyMaru B pacTBop.

2. Naxyouposare B TepmocTtare npu 95°C 15 mun. (Kpsimka gomkHa OBITh
TUTOTHO 3aKPhITa, TPOOUPKA MOXKET OTKPBITHCS BCIICACTBUE HArpeBa, MHOTA C pa3-
OpbI3ruBanueM coaepxumoro. He nomyckaiire atoro nporecca). [Ipu aktuBHOM uc-
MapeHuu B MPOIECCE MHKYOAnu cOpachiBaTh KaIlIM ¢ KPBIIMIKK MPOOUPKU KPATKO-
BPEMEHHBIM IIEHTPU(PYTUPOBAHUEM.

3. OxyaauTh NpOOUPKHU, (MOKHO MPOCTO HA CTOJIE MPU KOMHATHOM Temrepa-
Type), nearpudyruposars ux 3 muH npu 16000g (14 Thic. 06/MHUH WM TIPU MAKCH-
MaibHOM ckopocTu Ha neHTpudyre Eppendorf).

4. He 3aeBas ocaiok mepeHecTy cynepHarant, cojepsxanmid JIHK, B HOByt0
npooupky. Xpauuts npu -10-20°C mo noctanosku [11IP.

2.6.2 KoamuectBennoro onpeaejennst mojiekys JJHK TREC n KREC B cyxux
NSATHAX KPOBH METOI0M IOJTHMEPA3HO IIeMHO peaKIuu ¢ THOPHAU3ANHOHHO-
(diryopecueHTHOM AeTeKIMEed B pesKuMe peajibHOT0 BPpeMeHHU

Pabora mpoBoaunack corjiacHO MHCTpyKuuu [&B-tectT, mo nmpumenenuro
HaOopa peareHToOB A KoamdecTBeHHOro ompenencaus Moiekyn JJHK TREC u
KREC B cyxux msTHax KpOBU METOIOM MOJIUMEPA3HOM LIETTHON PEaKIMK C THOPHIH-
3alIMOHHO-(ITyOPECIIEHTHOM JETEKIMEN B PEXKUME PEATbHOTO BPEMEHH.

HaOop peareHToB npenHa3HaueH AJis1 KOJMYECTBEHHOTO ONPEEIEHUSI MOJIe-
kyn JIHK TREC u KREC B cyxmx msaTHax KpoBU Ha (PHILTPOBAILHOM OymMare ¢ 1ie-
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JbI0 ONCHKH (YHKIIMOHAIHHOW aKTUBHOCTH THUMYyCa M CKpUHHUHTA W auddepeHmm-
AIbHOW TUArHOCTUKU UMMYHOAeuuuTHbIX coctossauit (UJC).

Monekynsl TREC u KREC — crabunsabie kosbiieBbie pparments! JJHK, 006-
pa3yroumecs B X04€ NEPECTPOUKU IT'€HOB pelentopoB T- u B-KII€TOK, COOTBETCTBEH-
HO. Y 3I0pOBBIX HOBOPOJKJICHHBIX U Jajee B TeUeHUH XKu3HU MoJiekyisl TREC u
KREC o6pa3ytorcs B 00X KOJMYECTBAX COOTBETCTBEHHO BO3PACTHBIM HOpMaw,
B To Bpems kak y aere ¢ TKMH m arammarmoOymuaemueii kommdectBo TREC u
KREC naxonsTcst Ha HEIETEKTUPYEMOM ypOBHE. AHAIN3 MOKET ObITh IPOBEACH Kak
C UCIIOJIb30BAHUEM LIETbHOM KpOBH, Tak U ¢ JIHK, nmosrydeHHOM U3 CyxXuXx IATEH Kpo-
BU, COOMPAEMBIX B X0JI€ HAIIMOHAILHOW MPOTPaMMbl CKPUHUHTA HOBOPOJK/IEHHBIX.

KommuectBennoe onpenenenue coaepxanus konuit TREC u KREC B 06pa3-
e MmerojoM mnoymMmepasHod 1enHoW peakiuu  (IIP) ¢ rubGpuauzanmoHHO-
(baypecieHTHOM IeTeKIrel BKItouaeT B ce0s aTanbl: skcTpakuuio JJHK n3 o6pasios
LENbHOW KPOBU WJIM CYXUX TSITEH KPOBU Ha QUIBTPOBATILHOM Oymare, amruiuguka-
muto ydactkoB Mouiekynl TREC u KREC ¢ ogHOBpeMeHHOU THOpUAN3aIMOHHO-
dnypecuentHoi nereknueit. B xome ITLP Taxke mpoucxoauT armmdUKanuy yqacTka
reda 4enoBeka |IL17RA (sHIOTeHHBIA BHYTPEHHUN KOHTPOJb). DHIOTEHHBIM BHYT-
PEHHUI KOHTPOJb MO3BOJIIET KOHTPOIUPOBaTh 3Tansbl skcTpakiuu JJHK u nposene-
aus [1P, orcyrcTBUe B 06pasne unruoutopos [P, oniennBath agekBaTHOCTD B3S-
THUS U KOJIMYECTBO MaTepuaia. C yueToM 3HIOTEHHOTO KOHTPOJISI TPOUCXOIUT Tepe-
cuer koaumdecTB konuit TREC n KREC B ncxonnom obpasiie.

Pe3ynbTarhl UCCIENOBaHUS CUUTAIOTCS JOCTOBEPHBIMH, €CJIM MOJY4YEHBI Mpa-
BUJIbHBIE PE3YNbTATHI JJIs1 KOHTPOJBHBIX 00pa3IoB (KaIMOpaTophl, OTPUILIATENbHBII
KOHTPOJIb SKCTPAKIMK U OTpULIaTeIbHbINA KOHTpoJb TP (K-)).

KomuectBo komuit TREC (KREC) paccuutsiBaercs Ha 10/5 sinep-coaeprranmx
KJIETOK (JISHKOIIMTORB) C y4eTOM BHyTpeHHero KoHTpoiisi IL17RA mo gopmyre:

KomyectBo TREC (KREC) = (kon-Bo xonuit TREC (KREC) na mn / xon-Bo
konuit IL17RA)*200000

2.7 AHKeTHPOBaHUeE

B xone uccnenoBanusi NpoBOJAUIOCH aHKETUPOBAHUE IMAIUEHTOB CIEIUATbHO
pazpaboTaHHO# aHKeTOH, cocTosmel n3 10 Bonpocos, Ha ocHOBaHWH 10 MpU3HAKOB
NEpBUYHBIX MMMYyHOAeuIMTOB, pazpaboranusix Curing P. I. Worldwide, Jeffrey
Modell Foundation, ¢ u3menenusmu, anantupoBanHbiMu st OBUH, ¢ nensro nep-
BUYHOTO OTOOpa Ha MpueMe y Meauarpa, uMMmyHosora-ameprosora (IIpunoxenne
3).

CornacHo pa3zpabotaHHOMY IuIaHy paOoThl Ha 2015 roj, npoBeaeHbl UCCIEN0-
BaHMs B AmnmaruHckod, Kaparannunckoi, 3amanHo-Kazaxcranckoi, MaHreicTa-
YCKOM B ATBIpayCKOM 00JIacTsX.

2.8 MeTobl CTATHCTHYECKOH 00padoTKH

Cratuctudeckas o0paboTKa MOTYYEHHBIX JAHHBIX MPOU3BOAMIACH HA MEPCO-
HaJIbHOM KOMIIBIOTEPE C MCIIOJh30BAHUEM I1aKETa CTATUCTHUUYECKUX MPOTpaMm
«Microsoft Office Excel 2010», «Statistica 6.0». O6paboTka pe3yabTaTOB UCCIIEH0-
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BaHMSI MPOBOAUIIACH METOJOM HEMMAPaMETPUUECKON CTaTUCTUKU. B citydae ecim pac-
MpeaeNieHe NpU3HAKa MPUHUMAIOCHh NPUOIMKEHHO HOPMAJbHBIM, PE3YIbTAThl
npeactaBisuch B Buge (M+m), rne M — cpennee apudmMeTndeckoe 3Ha4eHUe, M —
CTaHaapTHas ommoKa cpeanero 3HadeHus. C 1ebI0 TPOBEPKU TUIOTE3BI O PA3ININU
CpPEAHUX JJIsl IBYX CPaBHUBAEMbIX IPYIIaM U MPU3HAKOB OMNPEAEISIUCH METOI0M
CThrOZIEHTA C BBIYHCIECHUEM t-KpuTEpus. 32 YPOBEHb CTATUCTUYECKOW 3HAYUMOCTH
pa3IM4uid nokazarene npuHuManachk BenunHa p < 0,05.
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3 UICCJEJOBAHUE BBISIBIEMOCTH M OCOBEHHOCTEMN TEUYEHMUS
OBUIET'O BAPUABEJBHOI'O UMM YHOJIE®UIIMTA Y IIAHIMEHTOB
PA3JIMYHOU BO3PACTHON KATETOPUH

Pe3ynbTaThl KITMHUYECKOTO, STTHIEMHOJIOTHYECKOTO, KOHTPOJIUPYEMOTO, OTKPHI-
TOTO UCCJIE0BaHUs O BhIsIBIsieMOCTH naeHToB ¢ OBUH B pa3innuHbIX BO3pacTHBIX
KaTeropusx, 0COOEHHOCTH JUArHOCTUKH JTAaHHOHW TATOJIOTHH.

OBHH oTHOCHTCS K TPYIIIE reTepPOTCHHBIX, MOJUCHHIPOMHBIX 3a00JICBaHUM,
KOTOpPBIN MaHudectupyer Ha GOHE HECOCTOSTEIILHOCTH aHTUTEN MPOAYLUPYIOIIEH
¢yHkMu B- KI€TOYHOrO 3BeHAa MMMYHHTETA, TIO3TOMY M HaOJIOIAaeTCs 3HAUYHUTEIb-
HOE€ MOHW)XEHHE YPOBHEH CHIBOPOTOUYHBIX HIMMYHOTJI0O0YIMHOB KiaccoB G, M, A, a
TaK)Ke HapyIIeHUe MPOAYKIUK criennpudeckux antuten [125]. Panee npoBecHHbIC
MCCJICIOBAaHUS YKa3bIBAIOT HA 3aMHTEpECOBaHHOCTH B pazButun OBUH aedexrton T-
KieTtouHo ummyHoperyisiuu. OBHUH xapakTepusyercsi BRICOKOW 4aCTOTOM BCTpe-
gaemoctu B momyssiiuu (5:1000 000 — 100:1000 000) [126, 127], He umeeT rexaep-
HBIX Pa3IMIuii, a TAKXKE OTIMYHUTEIbHBIM PU3HAKOM SIBJIICTCS TIO3THSS MaHU(ecTa-
U, BO BTOPYIO-TPEThIO Jekany >ku3Hu [128, 129]. HanbGosiee yacThiMU KIIMHHYC-
ckumu niposBieHusiMu OBUH siBrisitoTcst yacThie pelMANBUPYIONIME CUHOYIHMO-
HaJbHBIE MH(]EKIUH, npeumyIiecTBeHHO OakTtepuanbHoi stronorun (H.Influenzae,
Str. pneumoniae, Mycoplasmaspp) [25], a Takxke HaOIIOIACTCS PA3BUTHE OCJIOKHE-
HUH CO CTOPOHBI TACTPOUHTECTUHAILHOTO TPAKTA, PA3IMYHBIX ayTOUMMYHHBIX pPeakK-
U, CIUICHOMETAJIMH, TPaHyJEeMaTO3HbIX M OIyX0JieBbIX nporeccos [25, 130]. Ha ce-
TOJIHSIIIHUM JIEHb HE 10 KOHIIA U3y4YeHbI 3THOoJIoTus U natorenes OBUH.

Cpenu cymectByronmx kiaaccudukanuiit OBMH Ha ceronnsimamii 1eHh Hanoo-
Jiee YHUBEPCAIbHOW, OCHOBAaHHOM Kak Ha MAaTOT€HETHMYECKUX MEXaHU3Max, TaKk U Ha
pa3zHOOOpa3uu KITMHNYECKUX MPOSBICHUHN NAaTOJOTHH, ABIIICTCS Kiaccudpukanus EB-
poreiickoro o61IecTBa Mo M3y4eHU0 MMMyHOeuiuToB. COTIacHO pe3yibTaramMm
MPOTOYHOU HUTOMEeTpuM BbiAeIsAOT aABa Tuna OBUH: tun A (B-), Henuddepenuu-
pPOBaHHBIM, IpPHU KOTOPOM ompenensercs MeHee 1% unupkymmpyroomux B-
mamdormtoB; Tun B (B+), mpu koTopom onpenersiercs: 6osee 1% MUpKyIupyronmx
B-mumponuros. Buyrpu B Tuma BeiensaioTcs cyokiaccel a u b, a cyOkinacc b, B
CBOIO ouepenb, aenurcst Ha cyoknaccel | u Il. lanHOe pa3zneneHre OCHOBaHO Ha
YPOBHSX dKcIpeccun KinactepoB auddepenmmpoku CD21+ , CD27+ , u CD38+ u
COOTBETCTBYIOIIEM UM PUCKE PAa3BUTHUS CIUICHOMETAINHU, TPaHyJIeMaTO3HOU 00JIe3HU
u ymmboanenonaruu [131, 132].

B namem nccieqoBaHuu Mbl MOKa3aid 0COOCHHOCTH KIIMHUYECKOTO TCUEHUS U
MMMYHOJIOTHYECKHX MMOKa3aTesei MaueHTOB ¢ YCTAaHOBJIEHHBIM quarHozoM OBUH,
a Takxe yactoTy BelsiBsieMocTd OBUH y nmanueHToB ¢ ayToMMMyHHBIMH 3200J1€Ba-
HUSIMH, C TUMQPOMaMH | JIeHKo3aMu, TyOepKyie30M Jerkux. Pazpaboranmm amroputm
JMArHOCTHUKY MAIIMEHTOB ¢ 00IIei BapradenbHOM HET0CTaTOUHOCTHIO.
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3.1 HICCJIEJOBAHUE KJIMHUYECKHUX OCOBEHHOCTEN TEUEHUSA
OBIIEN BAPUABEJILHONU NMMYHHOM HEJJOCTATOYHOCTH VY TIA-
IUEHTOB PA3JINUHOM BO3PACTHOM KATEI'OPHUU C YCTAHOB-
JEHHBIM TUAT'HO30M

B uccnenosanue 6butn BKIt0UeHbl 30 nanueHToB ¢ nuarnozoM OBUH, koTopbie
ObLTM 0TOOpPaAHBI B pe3ysbTaTe MpoBeAcHHOTO Ha 0aze AO «PecnyOamkaHCKui aua-
THOCTUYECKUN LEHTP» U OOJACTHBIX OOJIbHUI, MOJIMKIMHUK AjMaruHckoi, Kapa-
raHJIMHCKOM, 3anagHo-Ka3zaxctaHCcKoil, MaHTbIcTayCKOW M ATBIpayCKOW oOnacTel. A
TaK)Ke B XOJI€ UCCIIIOBAHUS IPOBOAMICS OTOOP MAIMEHTOB, C OI03PEHUEM Ha 00-
M BapradenbHbIM UMMYHOAEPUIUT, HA 60azax HanmoHambHOTO HaydyHOTrO LIEHTpa
MaTepuHcTBa U AercTBa (otaeneHue pesmarosiorun), I'KKII «IIpotuBoTydepkyes-
HBIM AucnaHcepy», LIeHTp TpaHCIUIAaHTOJIOTUU M OHKOJIOTUU T. AcTaHbl (OTAENeHHE
onkoremarojorun) ¢ 2014 o 2016 rr. OxoHyaTenbHas BepudUKaLys 1UarHo3a Obl-
na npoBeneHa Ha 0aze AO «PecnyOIMKaHCKUM THarHOCTUYECKUNA LIEHTPY .

OO6mras BapuabenbHas UMMYHHash HEOCTaTOYHOCTh cocTaBisieT 27,66% ot
o61ero yncna [lepBUuHBIX UMMYHOAEPHUITUTOB 3aPErUCTPUPOBAHHBIX B HAITMOHAJIb-
HoM peectpe PK. Cpok Mexny nepBbIMU KIMHUYECKUMU MPOSBICHUSIMU 3a00J1€Ba-
HUS U BBICTaBJIEHHBIM OKOHYATENIbHBIM IMarHO30M KoJiebasics B 1uana3oHe oT 1 roga
1o 16 ner.

Kpurepnu BK/IOYeHUS B HCCIeI0BAHUE:
+¢ TlamueHTsl B Bo3pacte oT 2 710 55 jiet, 03 TeHIepPHOT0 pa3IHyusl.
¢ TlanmeHTsl ¢ HANMMYHEM PEIUANBUPYIOUIETO TSHKEIOTO HHPEKIIMOHHOTO CHHIPO-
Ma, ayTOUMMYHHBIX 3200JIEBaHUM, OHKOJIOTUYECKHUX 3a00JI€BaHUI.
¢ Tlammentsr ¢ ypoBHeM uMmyHoTI00yMHA G He Oostee 2 1/ y neteil B Bo3pacTe
oT 2 1o 7 ner u He 6osee 4 /1.
¢ [lanueHTsl € ypOBHEM MMMYHOTJIOOYNIMHA He OoJice 7 T\I MPH HAIMYHH IOJI-
TBEPKIEHHOT'O0 ayTOMMMYHHOTO 3a00JI€BaHHsl, OHKOT'€MaTOJIOTHYECKOro 3a0oJeBa-
HUS ¥ HTHPEKIIMOHHOTO CUHAPOMAa B 000CTPEHUH.
¢ TlameHTBI €O CHIDKEHHBIMU TpeaukTopamu  B-rmmdornmramu  (M30THII-
nepekaroueHHbie B-immborutel namsatu (IgM-1gD-CD27+))

Kpurtepum uck/iaroyeHus B uccijieioBaHue:
¢ Jletu 1o 2 ner, B3pOCIbIe cTapiie 55 JieT.
¢ [lpu uckmouyennn npyrux 3adosieBaHui ¢ oTepeit Oenka (Hepponaruii, SHTEPO-
naTui, TOJ0JaHueM U JP) U APYrUX NEPBUYHBIX UMMYHHOIE(PUIUTHBIX COCTOSHUM.

C uensto BeisiBiIeHUd manuenTos ¢ OBUH, Ov110 00cnegoBano 258 naueHToB ¢
Pa3IMYHBIMU HO30JIOTHSIMH: PEIUANBHUPYIOIINE PECIIUpaTopHbIe 3a0oeBanns — 153
narueHTa, ¢ ayTOMMMYHHBIMH 3a00JI€BaHUSIMU — 22 TIAIMEHTa, C OHKOTEMaTOJIOTr0Ye-
CKUMHM 3a0071€BaHUAMH — 41 manueHT, ¢ TyOepKyIe30M JeTKux — 42.
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Tabnmma 2 — O0mas xapakTepuCcTHKa 00CIeI0BAaHHBIX MAIMEHTOB, BKIIOYECHHBIX B

HCCJICTIOBAHUE
I'pynna 3a6oseBanuii | KoaudectBo, 00- | KosinuecTBO, BbI- %
cJ1eJ0BAHHBIX SIBJICHHBIX €
OBHUH

HNudexmonnbie 3a60.1e- 153 13 5,03%
BaHUS

AyTouMMyHHBIE 3200J1€e- 22 3 1,16%
BaHUS

OHKOreMaToJIOrHuecKue 41 9 3,49%

3a00JIeBaHUs
TyOepkyne3 Jierkux 42 ) 1,94%
nTOoro 258 30 11,62%

bbui moJTydeHsl ClEAYIONME Pe3yNbTaThl: 00IIee KOJIMYECTBO MAIMEHTOB C
OBHH coctaBuino - 30, cpenu kotopsix 13 (5,03%) - ¢ uHpEKITMOHHBIME 3a00JIeBa-
Husimu, 3 (1,16%) - ¢ ayroumMmmyHHBIME 3a0051eBanusaMH, 9 (3,49%) — ¢ oHKOTEMaTo-

JorudeckuMu 3adosieBanusamu, 5(1,94%) — ¢ Tybepkyne3om Jierkux (pUCyHOK 6).

1.94%

3.49%

IHamuentsl c OBUH

5.03%

1.16%

B UndexuuoHnbie 3a00J1eBaHUs

B AyTOUMMYHHbIe 3200J1eBaHHs

OHKOreMaroJIornyecKue

3200/1€ BAHUS

B TyOepkyie3 Jerkux

Pucynok 6 — Xapakrepuctuka nanreatoB ¢ OBUH
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20.01%

0%

¥ [lenTpanbHbIA U
CeBepHblii peruoH

H 3anaaHbIA PeruoH

BocTouHblii pernoH

13.33%
® FOxHBbIH peruoH

Pucynox 7 - CTpykTypa pacnpeencHue 3aperucTpupoBaHHbix 00apHbIX ¢ OBUH,
YUUTBIBAsE TEPPUTOPUATBHYIO PUHAIIEKHOCTH (2016 Tox)

B mpencraBneHHo# auarpamme, 0oTOOpaskeHbl JaHHbIE TEPPUTOPUATLHON MPU-
HajuiexxkHOoCcTH naneHnToB ¢ OBMH, 3apeructpupoBanHbIX B PecnyOmmkanckoM pe-
ectpe 6ombHBIX ¢ [IN]] Ha 2016 TOA. AHANIM3 pe3ynbTaToB mokaszanm, uyTo Ha 2016 rox
B LlenTpamsHom 1 CeBEepHOM perruoHe ObIJI0 3apErUCTPUPOBAHO HAUOOJIbINEE KOJIU-
yecTBo maruenToB ¢ OBUH - 20 (66,66%), B BoctouHOM permone — 6 margeHToB
(20,01%), B 3amagHoM peruone — 4 marrenta (13,33%), B FOxxHOM pernone He ObI-
JIO 3apEruCTPUPOBAHHBIX ciaydaeB naiueHToB ¢ OBUH, uTo cBUIETENLCTBYET O HE-
JOCTAaTOYHOM TUArHOCTUKE JAHHOTO 3a00JICBaHU.

CornacHO TOJTyYE€HHBIM JaHHBIM, BO3pacT JIeOr0Ta 3a00IeBaHMs KOJaeOaICs OT
2-40 net (19,53 ner), nuk 3adoneBaeMOCTH puxoauics Ha nepuoa ot 20 go 30 rner.
Anam3upys kapTel narmeHToB ¢ OBUH, MOKHO BBIIENNTH ABA MHKa MaHU(ECTAITUH
nanHoro 3aboseBanus: 1-i - ot 5 mo 10 ner, 2-# - ot 20 go 30 ner. Taxxe ObLIO
YCTaHOBJIEHO, YTO MPOJIODKUTEIBHOCTD MEPHO/a OT HaYalla KIMHUIECKAX CUMIITO-
MOB 3a00jeBaHus 10 ycTtaHoBjieHus quarHo3a OBUH y namuentoB coctaBuna ot 1
ronaao 16 ner. B psne ciaydaes 3T0 CBUAETENbCTBOBAJIO O TUIOIUArHOCTUKE JAHHO-
r'0 TATOJIOTUYECKOTO COCTOSTHUA (Tabimma 3).

Tabmuna 3 - JIlucnancepnas rpymnmna narrentoB ¢ OBUH

Yucno Bo3spact nebrota 3a- |[IpogomKuTeIbHOCTD
OO0JIbHBIX | OOJIEBaHMS y MAIMEH- | TIEPHOJIa 10 yCTa-
Huarnos ToB ¢ OBUH (cpemnuii | HOBJIEHHS THarHo3a
M XK BO3pPacCT) OBUH (cpennsis)
OOmmas BapuadeIbHas
UMMyHHass Hegocrtarod-| 15 | 15 2 — 40 (19,53) 1— 16 (30)
Hocth (OBUH)

44



Tabnmma 4 - Xapakrepuctuka narueaToB ¢ OBMH, BKIroYeHHBIX B UCCIIEIOBAHHE

Yucino 60sb- | Myxkckoit mon | JKeHckuit mon
Jlnarnos HBIX
N % N % N %
OOmmii BapuaOeNbHBIN UM- 30 100,0 15 50 15 50
MyHO1e(hUIIuT
BCEI'O 30 100,0 15 50 15 50

[Tpu ananmu3ze pacnpenenenus 6oapHBIX ¢ OBUH 1o moioBoMy npu3HaKy BbISB-
neHo, 4yto 50% mnanueHTOB, BKIIOYEHHBIX B MCCIEIOBaHUE MYyKCKoro mosa, 50% -
KEHCKOTO Toya. VI3 Bcex OOIbHBIX, HAXOIMBIIMXCS 10T HAOIOCHUEM, JIUIIA MYK-
CKOTO 10JIa COCTaBWIH 15 4enoBek, skeHCKoro noja — 15. Takum obpazom, ObLI clie-
JIaH BBIBOJI, YTO COOTHOIIICHHUE JIUI] MY>KCKOTO M KEHCKOTO T0J1a ObUIO OJMHAKOBHIM
(Tabmma 4).

Tabmmua 5 - XapakrepucTHKa KOHTPOJIbHOW IPYIINbI, BKIIFOUEHHON B UCCIIEN0-

BaHUE
Yucno 60mbHBIX | Myxckoi mon | XKenckuii mo
Juarsos N % n % N %
KonrtpospHas rpynna 20 100,0 10 50 10 50
BCET'O 20 100,0 10 50 10 50

[Ipu ananmuze pacnpeneneHuss B KOHTPOJBLHOW TPyNIE MO MOJOBOMY MPU3HAKY
BBISABJICHO, 4TO 50% MalMeHTOB, BKIIFOUEHHBIX B UCCJIEOBAHUE MY>KCKOTO 11oJia, 50%
- JKeHCKOro moJia. M3 Bcex, BKIIIOYEHHBIX B KOHTPOJBHYIO TPYIIIY, JHIA MYXCKOTO
noya coctaBmim 10 yenosek, sxeHckoro noia — 10. Takum oOpazom, HabmoAaeTCs
OJIMHaKOBOE€ COOTHOIIECHUE T10 MOJIOBOMY MPU3HAKY (Tabiuia 5).

Bo3pacthoii cocraB nauunenToB ¢ OBUH

" 53.32%
60.00% -
B or 2-18 ner
40.00% 23.34% 23.34%

" ®or 18-30 ner
20.00% -+
< Mot 30-55 ner

0.00% ) )
ot 2-18 ner ot 18-30 net ot 30-55 meT

Pucynox 8 - CtpykTypa Bo3pacTHoTO cocTaBa namueaToB ¢ OBUH
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AHamM3upysi CTPYKTYPYy BO3pacTHOro coctapa namueHToB ¢ OBUH, nosydeHs
caenytonme gaHHsie: Hanbosee yacto OBUH BcTpeuancs B BO3pacTHOM Tpynne oT 2
no 18 ner y 16 marmenToB, uto coctaBuio 53,32%, B Bo3pacTHOM rpymme oT 18 1o
30 ner y 7 mauuentoB (23,34%) u 'y 7 mauuenToB (23,34%) B BO3pacTHOM TpyImIe OT
30 no 55 ner (pucyHok 8).

Takum 00pa3oM, aHaIM3 CTPYKTYpPBI BO3PACTHOTO cocTaBa nokasai, uto OBUH
y 00cJe10BaHHbBIX MAIIEHTOB HauOO0Jiee 4acTo BCTpeyaaach B BO3PAaCTHOM IrPyIIE OT
2 no 18 net (53,32%), 6€3 reH1epHOTOo pa3InyHus.

Bo3pacTHO# COCTAaB KOHTPOJIBLHOM I'PYIIIBI

50 Mot 2-18 er

60
Mot 18-30 ner

40

25 25
7 ot 30-55 ner

0

or 2-18 mer ot 18-301er ot 30-55 ner

Pucynox 9 - CtpykTypa Bo3pacTHOTO COCTaBa KOHTPOJIbHOW I'PYIIIIbI

AHam3upys CTPYKTYpy BO3PAaCTHOTO COCTaBa KOHTPOJIbHOM FPYIIIIbI, TIOJTyYEHbI
caenyronwe gaHabie (pucyHok 9), ot 2 10 18 net y 5 yenosek (25%), 18-30 et y 10
(50%) u 5 yenoBek (25%) B Bo3pacte 30-55 ner.

H3BecTHO, UTO HanbOJIee YaCTHIMU KJIMHUYECKUMU MPOSBICHUSIMH Y TIALIMEHTOB
¢ OBHUH saBmstorcss wuH(eKnuM pecnupaTopHoro Tpakrta. lloBblleHHas
3a00JIeBaeMOCTh ~ OakTepUaTbHBIMM  HHPEKIUSAMHU, MNOPAXKAOIMIUE CIU3UCTHIE
000JIOUKM BEpXHMX W HWKHHUX JbIXaTelbHBIX MyTel BcTpeuaercs u 'y Oorxee 90%
MAIMEHTOB, W, B MEHBIICA CTENEHU, KEITYyJIOYHO-KUIICYHBIM Tpakr. Yacto
00HapyXMBacMbIMU MAaTOT€HAMHU OBLIM MHEBMOKOKK, T'eMO(uibHas HWH(MEKIHs,
30JI0THCTHIHN cTaduaokokk U Moraxella catharralis [36].

[IpoBeneHHble COOCTBEHHBIE HCCIIENOBAHUS I[OKA3ajdM, YTO B CTPYKType
3aboneBaemocTH y nanueHtoB ¢ OBUH, npeoOnananu nHdekuun pecnuparopHoro
TpakTa (TOBTOPSIIOLIMECS CHUHYCHUTBI, OpOHXUTHI W THEBMOHHMM), 4YacTo
00yCIIOBJICHHBIE OTIITOPTYHUCTHISCKUMU HH(DEKIusIMHu (Tabnuia 6).

CornacHo, MpeACTaBICHHbIM B TaOJUIE JaHHBIM, PECIIUPATOPHbIE MHPEKIUU
BEPXHUX U HWKHHUX JbIXaTeNbHbIX MyTel cocTaBwim oT 10% 1o 90% (xpoHuueckue
OTUTBI, CUHYCHUTbI, PUHUTHI, THEBMOHUH, OpOHXO’KTaTnueckas 0ose3ns). Pacmpo-
CTPaHEHHOCTh JPYTUX HO30JIOTUH, KaKk OCTpbIi JTMM(OOIaCTHBIN JIeHKO3, peBMAaTo-
UIHBIA apTpUT, HecneUU(UUECKUN S3BEHHBIN KOJIUT, TUCCEMUHUpPOBaHHAA (opma
TyOepKyne3a jgerkux coctauia ot 3,33% mo 30%.
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Tabmmma 6 — CTpyKkTypa 0CHOBHBIX HO30JI0THH y manreHnToB ¢ OBUH

3a0oseBanue KoaunuectBo %
ciy4yaeB

XpOHUYECKUN CUHYCUT 27 90
XpOHUYECKUN OTUT 21 70
XpOHUYECKUN TAHCUHYCHUT 18 60
XPOHUYECKUH PUHUT 22 73,33
[THeBMOHMS 27 90
bponxoskTarndeckas 00Jie3Hb 10 33,33
Hecnenmduueckuii 13BEHHBIN KOJIUT 3 10
XOBJI 3 10
bponxuanpHas actma 3 10
ATOoTIMYECKUl AepMaTUT 1 3,33
JluccemuHupoBanHasl popma TyOepKyIie3a JerKux 3) 16,67
PeBMaTouaHbIl apTpUT 1 3,33
AyTOUMMYHHAas: TPOMOOLIUTOTICHHSI 2 6,67
OcTpplit TuM(POOIACTHBIN JEUKO3 9 30

YcTa"oBieHo, 4To TeueHue pecnuparopHbix nHpeknmii mpu OBUH, kak mpa-
BUJIO, COMIPOBOXKIAETCSI PA3BUTUEM TSKEIIBIX OCJIOKHEHUM Y OTIIMYAETCS TOPIUIHO-
CThIO K CTaHJAPTHBIM cXeMaM Tepanuu uHpekimu. Cpeau oCI0KHEHUN MaToJ0TUH
OPTAHOB JIBIXaHHUS Yallle BCETO BCTPEUAIOTCS TUIEBPUTHI, THEBMOGUOPO3bI, OPOHXO-
aKTa3bl [34].

Tabmmma 7 — CTpyKTypa OCHOBHBIX OCJIOKHEeHHH y mareHToB ¢ OBMH

OcaoxxkHeHns KoaunuecTBO %0
cjiydyaeB

[THeBMOGuOPO3 20 66,67
Arenexkras 5 16,67
[TneBput 12 40
['HO#HBIN 2HTO00(DTATEMUT 1 3,33
HeiipocencopHas TyroyxocTtb 7 23,33
Kurieunbie KpoBOTEUCHUS 2 6,67

PesynbTarel Hammx HaOMIONEHUN TIOKA3aJM, YTO HanboJee pacmpoCTpaHEeHHbBI-
MU ocJiokHeHussMH y nlariienToB ¢ OBUH Obu: maeBMohubpo3 (66,67%), muieBpuT
(40%), arenekraz (16,67%), HeilipoceHcopHas Tyroyxoctb (23,33%) v THOUMHBIM
sapoo¢pTanbMuUT (3,33%), yacToTa BcTpeuaeMocTu Obuia oT 6,67% 1o 66,67% npu
BCEX KIIMHUYECKUX ciaydaeB naiuenTtoB ¢ OBUH (Tabiuna 7).

N3BecTHO, uTO MMMyHOJoTHYeckue nameHenus: npu OBUH npossistorest cHu-
KEHUEM YPOBHEHW NMUPKYIMPYIOMUX UMMYHOTI00ymHOB IgG, IgM n IgA u mpaktu-
YECKHU TOJIHBIM OTCYTCTBUEM CHEUU(PUUECKUX MOCTBAKUMHAIBHBIX aHTUTEN WU K
n3oremarryroTiHuHaM. [Ipu atom, okono 90% Bcex nmanuentoB ¢ OBUH umeror
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HOPMabHOE 0011Iee KOMuecTBO B-mmmdormtos B nepudepudeckoit kpoBu u'y 10%
MAIMeHTOB JIMArHOCTUPYETCs CHIKeHue yucia B-mumpouutos (<1% ot mumdouu-
TOB), MOJATBEPK/1asi TEM CaMbIM paHHUU aAedeKkT qudPepeHIMpOBKH B KOCTHOM MO3-
re, OTCYTCTBHE HEOOXOMUMBIX ()aKTOPOB BBEDKMBAHMS Ha Tepu(epun WM MPHUCYT-

CTBHUE HETaTUBHOU peryisiiun [6].

Tabmmma 8 — INokazatenu nmMmyHOTI00YIMHOB Kiacca G, A, M B KpoBH TaIu-
enToB ¢ OBMH 1 KOHTPOJILHOM rpyniisl

IMoka3artenab Manuentsl ¢ OBUH KonTpoJsbHas rpynna
M+m Mtm
lg G r\n 3,6£0,4 9,5+ 0,7
lg M r\n 1,0+0,07 2,1+0,06
lg Ar\n 0,3+0,07 2,810,17
Bospact 19,53+15,90 22,4+11,99
AOCOIOTHBIN nokazarensb pazanuus: p<0,05

CornacHo, MpeaCTaBICHHON Ta0MIIe, MTOKA3aTeIM OCHOBHBIX UMMYHOTJIO0YJIH-
HOB Kks1accoB G, M, A B kpoBu nanueHToB ¢ OBMH u KOHTpOJIBbHOM IpyIIbI, CBHIIE-
TEJIbCTBYIOT O 3HAUMMOM pa3IMYM{ MOKa3aTelel y MAIMeHTOB C YCTaHOBIJICHHBIM
nuarno3oM OBUH B cpaBHeHnu ¢ koHTpoJsibHOU rpymnmoi. [lokazarenu Ig G cHuke-
Hbl B 3 pa3a, Ig M B 2 pa3a, Ig A B 8 pa3 1o cpaBHEHHIO C TaHHBIMU MTOKA3aTEIIIMU
KOHTPOJIbHOU TPYIIIIHI.

VY nanmeHToB ¢ HOpMalbHBIM COJIepKaHueM 0011iero yncia B-mumpouToB BhI-
SABJISIFOTCS] HAPYILIEHUS, CBA3AHHbBIE C PE3KUM CHM)KEHHUEM WJIM MTOJHBIM OTCYTCTBHUEM
«M30TUM-TIEPEKITIOYEHHBIX B-mumponutoB namsat» (CD19+IgM-IgD-CD27+), uto
CBUJIETEIbCTBYET O HApYIIEHUH B (PYHKIIMOHUPOBAHUM 3aPO/IbIIIEBbIX (T€pMUHATUB-
HBIX) LEHTPOB [6].

Tabmuna 9 — Tloka3arenn UMMyHOTpaMMbl B KPOBH y TIAIIUEHTOB C YCTaHOB-
neHHbIM auario3om OBHH u y KOHTpOJIBHOW TpymIbI

[Tokazarenn KoHTposib (310pOoBbIE

[MTammmentsr OBVH
JIFOJTN )
M+m MEm

CD3+ % 59,35+ 2,05* 70,1+ 0,7
CD3+ DR+ % 8,1+ 0,1 7,1+ 0,4
DR or CD3 23,85+ 2,15 10,1+ 0,5
CD4+ % 27,5+ 3,1 36,5+ 0,9
CD8+ % 26,450+ 4,55 27,9+ 0,6
CD3-CD8+ % 1,75+ 0,05 5,8+0,4
CD4\ CD8 1,095+ 0,305 1,4+ 0,05
CD4+ CD25+ % 7,35+ 1,75 6,7+0,27
CD19+ % 11,85+ 1,45 19,4+ 0,5
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NK+ % 17,10+ 0,1* 12,7+ 0,6
CD3+ NK+ % 1,9+ 0,9 2,3+0,16

CD45+ % 96,05+ 0,15 97,9+ 0,14
JletikormTei(abc.) 17,2+ 2,9* 7,5+ 1,22

Jlumpormter % 13,0+ 6,0* 35,6+1,2

Jlumdonutei(ade.) 2,72+ 1,98* 4,610,09

T-nd. (abc.) 1,76+ 1,08* 2,8+0,06

B-nd. (abc.) 0,33+ 0,465* 0,9+ 0,02

[Tpumeuanue: * - p<0,05 (mocToBepHOCTH MO ManH-U TecT)

[losrydeHHBIE HAMM JTaHHBIE UMMYHOJIOTHYECKOTO HCCJIEAO0BAaHUS NAlMEHTOB C
OBHH cBuaeTensCTBYIOT O MTPaKTUUECKW HOPMAJIbHOM coJiepkaHuu B-mum@onuron
B nepudeprueckoid KpoBU. Y OJIHOTO MAIMEHTa OTMEYAECTCSl HU3KOE cojiepxkaHue B-
TMGOIIUTOB, TOATBEPKIasi TEM CaMbIM paHHUN JeekT nuddepeHITnPOBKH B KOCT-
HOM MO3re, OTCYTCTBHE HEOOXOAUMBIX (DAKTOPOB BBDKMBAHMS Ha Nepudepund Uiu
IIPUCYTCTBHME HETAaTUBHOMW PEryJsiLMU. TaKkKe OTMeUaeTcs: HapyleHue T-KIeToYHoro
oTBeTa (Tabmma 9).

Tabmmua 10 — CTtpykTypa BO3pacTHOI'O COCTaBa U YUCJIO CIy4aeB MHPEKIUOH-
HOTO cuHJipoMa y nanuentoB ¢ OBMH

3a0os1eBaHue Cpennuii | KosnuectBo
BO3PACT cay4aeB
Mxm
XpOHHYECKHI CUHYCHT 21,29+15.8 27
XpOHHYECKMI OTUT 23,7+14,99 21
XpOHUYECKHI TTAHCHHYCHUT 12,16+2,95 18
XPpOHUYECKUN PUHUT 17,14+2,42 22
ITHeBMOHUS 16,11+2,43 27
BponxoskTaTnueckast 60J€3Hb 33,4+13,91 10
XOBbJI 47,33+£3,51 3

CormnacHo, TaHHBIM MPEICTaBICHHBIM B Ta0mwmIe y manueHToB ¢ OBUH, nan6o-
Jiee BEAYIIMMH HO30JOTHSIMU SIBUJTUCH XPOHUYECKUI CUHYCHUT — 27, THEBMOHMUS — 27,
XPOHUYECKUH PUHHT — 22, XpPOHUYECKUH OTUT — 21, XpOHMUECKHI MaHCUHYCHUT - 18.
Cpennauii BO3pacT MAIMEHTOB ¢ HHPEKIIMOHHBIM CHHIPOMOM COCTaBUJI OT 16 1m0 47
ner (tabmuma 10). Takum o6pazom, Bepudukarus guarnoza OBUH y ncciemyembix
NAIMEHTOB OblIa MOATBEPKAEHA KOMIUIEKCHBIM KIMHUKO-UMMYHOJIOTHUECKUM 00-
cieqoBaHueM. Benymmm ObUT AMArHOCTHUPOBAH MH(EKIMOHHBIA CUHAPOM, B BUJEC
YaCThIX PEHUIUBUPYIOIIMX PECIUPATOPHBIX HH(EKIMHA, YacCThIX OCJOKHEHUH CO
CTOPOHBI OPTaHOB JbIXaHUS U KEIyJOYHO-KUIIEYHOTO TPAKTA, a TAKKE JJADOpaTOpHO
- CHIDKEHHUE COJIepKaHus ChIBOPOTOUHBIX IgG Gompire 2-x SDs, BEIpaXeHHOE CHU-
*KeHne ypoBHer [gM u IgA, HapyiieHre npoayKIu CICHUPUUIECKUX aHTUTET.
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3.2 HCCJEJOBAHUE MAIIMEHTOB C AYTOUMMYHHbBIMHU 3ABOJIE-
BAHUAMMU JIUIA BBIABJIEHUSA OBLIETI'O BAPUABEJIBHOI'O UMMY -

HOJIE®UIIAT A

[lo naHHBIM psifia UCCIEAOBaHUM, ayTOUMMYHHbIE 3a00J€BaHNsI HAOIIOAAI0TCS

npubmmsutensHo 'y 30% nammentoB ¢ OBUH [13,46,50,51,52].

Oco0eHHo 4acTo

BBISIBJSIIACH ayTOUMMYyHHas Tpomooturonenus (10 no 12%) u ayroummyHHast reMo-
muthyeckas aHemus (0T 5 10 7%), MOKa3bIBaroIasi 3HAYUTEIbHYIO KOPPEJSIIUIO CO
CIUICHOMETIMEH, a TaKkKe PeBMATOWIHBIA apTput [51,52]. YuuteiBas BbIIEH3I0-
KEHHOE, B Hallle UCCJIeI0BaHNE OBLITN TaK)Ke BKIIIOUEHBI TTAIIMEHTHI C ayTOUMMYHHBI-
MU 3200JIEBaHUSIMU, JIJISl BBISIBJICHUSI CPEIU TaHHOTO KoHTUHTreHTa OBMH.

Tabmmma 11 - XapakTepucTrKa MalMeHTOB ¢ ayTOMMMYHHBIMH 3a00JICBaHUSIMH,
BKJIIOUCHHBIX B HcclieqoBanue 1iid BeIaBiacHus OBH

My>kcKoii o ’

2.73%

N

JTuaros Yucino 6onbHbIX | Myxckoii mon | JKeHckuil mon
N % n % N %
[TariueHTHl ¢ ayTOMMMYH- 22 100 5 22,73 17 | 77,27
HBIMU 3200JI€BaHUSIMU
BCET'O 22 100 3) 22,73 17 | 77,27
ITanueHTHI ¢ AYTOMMMYHHBIMU
3a00J1eBaHUSIMU
B My>KCKOM MOJI
WeHCKIi O ——“77.27%

0.00% 20.00%40.00%60.00%80.00%

B JKeHCKUH 1101

Pucynox 10 - XapakTepucTuka naiydeHToB ¢ ayTOMMMYHHBIMU 3a00JI€BaHUSIMU,
BKJIFOUEHHEIX B UcciienoBanue s BeiaBiennss OBUH

[Ipu n3yyeHun reuepHo NpUHAIIEAKHOCTH MALIUEHTOB C ayTOMMMYHHBIMHU 3a-
00J1eBaHUSIMU OBLIIO BBISIBJICHO, UTO 22,73% (5) ManueHTOB COCTABUIIH JIULIA MYKCKO-
ro nona, 77,27% (22) - xenckoro noJsa. Takum 06pa3zom, JIUI] 3KEHCKOTO ToJia B CO-
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OTHOIIICHUH C MYXCKHM T0JI0M OoJibIiie Ha 54,54% (pucynok 10). Cpenuuii Bo3pact
MalMEHTOB JaHHOW rpynnsl coctaBui — 10,63 mer.

B namem uccrnenoBaHuM ObLTM M3Y4Y€HBbl YPOBHHU IMOKa3aTele UMMYHOTJIOO0Y-
muHOB G cpenu ManyeHToB ¢ ayTOMMMYHHBIMU 3a0oJieBaHusiMu. Kak nmokazamu pe-
3yJbTaThl UCCJEOBAHUH, Y MMAIIMEHTOB C ayTOUMMYHHBIMU 3a00JIeBaHUSIMU OOHApy-
’KEHBbI IOTPAHUYHbIE 3HAUEHUI MMMYHOTJIO0OYIMHOB Y 3 nanueHToB. CpegHee 3Haue-
HUS IMMYHOTJIOOymHOB coctaBmiio 1gG — 11,73 r/m.

Tabnumua 12 - CtpykTypa BO3pacTHOTO COCTaBa MaleHTOB C ayTOMMMYHHBIMU 3200-
JIEBaHUAMU

AoOc.
qyuc

Bo3spacrt %

I'pynnet 2-18 ner | 18-30 ger |30-55 aer

n | % | n | % [ n | %

[Matmentsr ¢ ayroummyHn-| 22 | 100 0 0 0 0 22 100
HBIMH 3a00JIEBAHUAMU

Bo3pacTHO# COCTAB MALUEHTOB C
ayTOMMMYHHbIMH 3200JIeBAHUSIMH
-100%
0%
100% ®or2-18 ner
80%
mor 18-30 ner
60%
P ® ot 30-55 ner
-
20% 0 0o
0% -; | - | -« I
oT 2-18 ner ot 18-30 ner ot 30-55 ner

Pucynox 11 - CtpykTypa BO3pacTHOTO COCTaBa MALIMEHTOB C ayTOUMMYHHBIMH 3300-
JICBAaHUSIMU

AHanu3upysi CTPYKTYpYy BO3PacTHOT'O COCTaBa IMAlUEHTOB C AyTOMMMYHHBIMHU
3aboseBanmsiMH, ¢ nogo3penreM Ha OBMH momydens! cienyromue 1aHHbIC (PHUCY-
HOK 11), Bce oOcnenoBaHHbIe MAMEHTHI OBLIM B BO3pacTe oT 2 10 18 ner, o0cieno-
BAHUIO TTOIJICKAIIM MAIMEHThI oTAenaeHus pesmarosiorun HHIIM/I.
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Tabmmma 13 — [okazaTenn nMMyHOTI00YIHMHOB Kilacca G KpOBH TAIUEHTOB €
ayTOMMMYHHBIMH 3200JICBaHUSAMU

Ioka3aresb IMauueHTBI C AYyTOMM- n
alMEeHTHbI ¢ AYTOUM-
MYHHBIMH 3200/1€BAHU-
MYHHBIMH 3200J1€BAHU-
MU (C HU3KHM M T10-
SIMH (C HOPMAJIbHBIM
rPAaHUYHBIM 3HAYECHHEM
3HauenueMm IgG)
19G)
M+m M+m
Ig Gr\n 4,731+0,49 12,5743,07
Bo3spact 616,08 11,39+3,20
AGCOIIOTHBIN nokazarens paznanyus: - p<0,05
12
14 - 1
12 -
10 -
g - / ¥ Bospact
6 /
o mlgGr\n
2 -
0 - : :
C HU3KUM U C HOpMaJIbHBIM
MOTPAaHUIHBIM 3HaueHueM IgG

3HaueHueMm lgG

Pucynok 12 - Ilokazarenu uMMyHOT100yIMHOB Kilacca G KpOBU MAIMEHTOB ¢

ayTOMMMYHHBIMU 3a00JIEBaHUSIMU

[Ipu uccnenoBanuy mokasaresield MIMMYHOTJIOOYIMHOB Ki1accoB G B KpOBH Ta-
IIMEHTOB C ayTOUMMYHHBIMHU 3a00JIeBaHUSAMH, OBLIN BBISBIICHBI HU3KHE 3HAUCHUS |()
G 4,7310,49, uTo sSBMJIOCH TIOBOJAOM JIJIsl HalibHElIIero oocnenopanus. B mocneny-
IOIIEM TIPH JOTOJHUTESILHOM 0OCIICIOBAaHHUH JTaHHBIM TAallHeHTaM YCTAaHOBJICH JTHa-

rao3 OBUH.
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Tabmuna 14 - [lokazarenn MMMYHOTPaMMBI y TIAIIUEHTOB C ayTOMMMYHHBIMHU

3a00JIeBaHUSIMU
Iloxa3aTtean IIauueHTHI C AYTOUM- n
AlMEeHTbI C AyTOMM-
MYHHBIMH 3200/1€BaHH-
MYHHBIMH 3200J1€eBaHU-
sIMM (C HU3KHM M 10-
SIMH (C HOPMAJIbHBIM
rPAaHUYHBIM 3HAYEHUEM
3HauenueMm IgG)
1gG)
M+m M+m

CD3+ % 53,35+ 2,05* 75,1+ 0,7
CD3+ DR+ % 8,5+ 0,1 7,0£0,4

DR or CD3 23,65+ 2,15 10,2+ 0,5
CD4+ % 28,5+ 3,1 37,5+ 0,9
CD8+ % 26, 50+ 4,55 28,9+ 0,6
CD3-CD8+ % 1,8+ 0,05 5,9+0,4

CD4\ CD8 1,1+ 0,30 1,6+ 0,05

CD4+ CD25+ % 7,40+ 1,75 6,6+0,27
CD19+ % 11,86+ 1,45 19,7+ 0,5

NK+ % 17,20+ 0,1* 12,9+ 0,6
CD3+ NK+ % 1,9+ 0,9 2,4+0,16
CD45+ % 97,05+ 0,15 98,9+ 0,14
JletikomuThi(abc.) 18,2+ 2,9* 6,5+ 1,22
Jlumpormter % 14,0+ 6,0* 35,4+1,2
Jlumdonutei(ade.) 2,75+ 1,98* 4,7+0,09

T-nd. (abce.) 1,77+ 1,08* 2,9+0,06

B-n¢. (abc.) 0,35+ 0,465* 0,9+ 0,02

[Tpumeuanue: * - p<0,05 (mocToBepHOCTHL M0 ManH-U TecT)

I[&HHBIG HMMYHOT'PpaMMbI ITAIUCHTOB ¢ ayTOMMMYHHBIMH 3a00JIEBaHUSIMH CBH-
ACTCIILCTBYIOT O IPAKTUYICCKHU HOPMAJIIbHOM COACPIKAHUN B-JII/IM(I)OHI/ITOB B Hepmbe—

PHUYECKON KPOBH.

Taxkum o6pazom, 66110 BeIsiBIICHO, uT0 OBUH BeTpeuancs mox «mackoit» ayro-
MMMYHHBIX 3a00JeBanuii B 13,6% ciydaeB (y 3-X marueHTOR).
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3.3UCCJEJOBAHUE MAIIMEHTOB C OHKOTEMATOJOTMYECKUMHU
3ABOJIEBAHUSIMY JIJTSI BBISIBJIEHHS OBIETO BAPMABEJILHOTO
UMMYHOJIE®ULATA

Kak moxa3piBaeT MUpOBas MPaKTHKa, B OOJILIIMHCTBE CIIydyaeB IMAIMEHTHI C
OBHH nMeroT mOBBIIIEHHBIN PUCK PA3BUTHS OHKOTEMATOJOTHUECKUX 3a00JIEBaHUI.
HambGonee gacTeIMu HO30JOTHSAMH SIBJIISTIOTCS OCTPBIM JIMMGOOIACTHBIN JICHKO3 U
mumpomebl. [loOpokadecTBenHas mumdonposmdepanus Hadbmomaercs y 40 - 50% mna-
uuentoB ¢ OBUH, yacto mpossistomasics, kak cruieHoMmeranuei (ot 10 no 20%),
TaK ¥ JJOKaJTLHOU WM pacnpocTpaHeHHo# muMbaneHonaruei [37, 38]. B coueranun
¢ mumdbotnpoaudeparuer, marnuentsl ¢ OBMH nMeroT moBbIIIEHHBIN PUCK PA3BUTHS
muMmdom. Takke ObUT0O 0OHAPYXKEHO, YTO MAIMEHTHI C YCTAaHOBJICHHBIM JHArHO30M
OBHH wnmenu mOBBIICHHYIO PaAHOYyBCTBUTEIHHOCTh, KOTOPBIN ABIAETCS (DaKTO-
POM PHCKa pa3BUTHS OHKOJIOTHUYECKHX 3a0oieBanmii [39, 67].

B cBsi3U C BBINMIEU3I0KEHHBIM, B HAIIIEM WCCJICAOBAHUM ObLIA U3YYCHBI UMMY-
HOJIOTUYECKHE MOKa3aTeNl CPEA MAIMEHTOB ¢ OHKOTEMAaTOJIOTHIECKUMHU 3a00JIeBa-
HUSMH.

Tabmmma 15 - XapakTepucTrKa MalMeHTOB ¢ OHKOTEMaTOJIOTHISCKUMU 3a00.1e-
BaHMSIMHM, BKJIIOUEHHBIX B HCcieaoBanue Il BeisaBieHuss OB1H

JTuaros Yucno 6onpHbIX | Myxckoii mon | JKenckuil mon
N % n % N %

ITatmeHTHI ¢ OHKOI'E€MAaTo- 41 100 20 48,78 21 | 51,22

JIOTMYEeCKUMH  3a00JIieBa-

HUSIMU

BCEI'O 41 100 20 48,78 21 | 51,22

ITanueHTHI ¢ OHKOreMaToJIOrHYeCKUMMU
3200/ I BAHUSIMHU

7 B My>KCcKo# 1ot

Kenckuii o —’ 51.29%

4 B )Kencxuit moi

Myxckou P— 48.78%
oJI b

o o =

47.00% 48.00% 49.00% 50.00% 51.00% 52.00%

Pucynok 13 - XapakrepucTuka NariieHTOB ¢ OHKOTEMAaTOJIOTHIECKUMH 3a00JIeBaHN-
sIMHU, BKIIFOUCHHBIX B MicclienoBanue i BeigBiacHuss OBHH
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[lpu ananm3ze pacnpezneneHusi 00JIbHBIX C OHKOT€MAaTOJIOTHYECKUMHU 3a00J1eBa-
HUSMHU TI0 MOJIOBOMY MPU3HAKY BBISABJICHO, 4TO 48,78% malueHToB, BKIIIOUCHHBIX B
HCCIIeIOBAaHUE MYXKCKOTO Mo, 51,22% - >xeHckoro moja. M3 Bcex 00JbHBIX, HAX0-
JTUBIIMXCS IO HaOIIOAEHUEM, JIMIAa MY>KCKOTO moJia cocTaBuian 20 4eloBeK, JKEeH-
ckoro noJsia — 21. Takum 006pa3zoM, JIHI] 3KEHCKOTO M0Jia B COOTHOILIEHUH C MY>KCKUM
noJsiom Ooubiie Ha 2,44% (pucyHok 13).

Tabmuma 16 - CTpykTypa BO3pacTHOTO COCTaBa MAIlMEHTOB C OHKOTEMAaTOJIOTH-
YeCKUMH 3a00JIEBAHUSI MU

Aoc.

Bo3spact %
9HUC

['pymmer 2-18 mer | 18-30 mer | 30-55 ner
n | % | N | % | n | %

[lauments! ¢ oukoremarosio-| 4 9,76 20 (48,78 | 17 |41,46 41 100
TMYECKUMHU 32001€BaHUSIMHA

Bo3pacTHO#l cOCTaB MalMEeHTOB C
OHKOIeMAaTOJIOTHYeCKUMH 3200/1eBAaHUSIMU
48.78%

o 41.46%
50.00% ¥ ot 2-18 net

40.00%
30.00% g ot 18-30 et
20.00% + 9.76% m ot 30-55 ner
10.00% - ' .
0.00% . .
ot 2-18 met ot 18-30 net ot 30-55 net

Pucynox 14- CTpykTypa BO3pacTHOTO COCTaBa MallMEHTOB C OHKOT€MAaTOJIOTHUECKHU-
MU 3a00JIeBaHUSIMU

[Ipu M3ydeHuu reHIepHoO MPUHAAJIC)KHOCTH MAIUEHTOB C OHKOT'E€MAaTOJIOT Y e-
CKMMH 3a00JICBaHUSMU OBLIIO BBIsBIICHO, uTO 48,78% (20) maryeHToB COCTABHIIN JIH-
1a My>Xckoro mouia, 51,22% (21) - xenckoro mosia. Takum 00pa3om, JIUII )KSHCKOTO
1I0JIa B COOTHOIIICHHU C MYXCKHUM 10JI0M OoJbine Ha 2,44% (pucynok 14). Cpennuit
BO3PacT MAIMEHTOB JaHHOU TPymIbl cOCTaBWI — 28,73 JeT.
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B namem wuccrienoBaHuu ObUTM M3Yy4€HBl YPOBHH TOKa3aTejaeld HMMYHOTIJIOO0Y-
muHOB G cpeny MalMeHTOB C OHKOIeMaToJI0rH4ecKuMU 3a0oieBaHuAMU. Kak nmoka-
3aJIM PEe3yNbTaThl UCCIECAOBAaHUM, ¥ MAUEHTOB ¢ OHKOTE€MaTOJOTHUECKUMU 3a001e-
BaHUSIMU 0OHapyKEHbI TOTPAHUYHbIE 3HAYEHUH UMMYHOTJIOOYJIMHOB Y 4 MaIMeHTOB,
MOKa3aTead HUKe HOpMaJIbHbIX 3HAU€HUN y 5 naiueHToB. CpenHee 3HaUCHUs UMMY-
HOTJI0OYyIMHOB cocTtasmio 1gG — 7,54 r/n.

Tabnuma 17 — Tlokazarenn UMMyHOTIIOOYIMHOB Ki1acca G KpOBH MAIIMEHTOB C
OHKOTE€MaTOJIOTUYECKUMU 3a00JI€EBaHUSIMU

IHoka3aTeJib IHanueHTHI ¢ OHKOTreMa-
TOJIOTU4YeCKMMU 3a00.1e-
BAHUAMHU (C HU3KHM H
NOTrPAHUYHBIM 3HAYEHU-

ITayeHTHI ¢ OHKOreMa-
TOJIOTHYeCKUMH 3a00J1€-
BAHUSIMH (C HOPMAJIb-
HbIM 3HaueHueMm IgG)

em 1gG)
M+m M+m
Ig Gr\n 4,58+1,63 10,60+2,9
Bo3spact 35,11+13,59 26,43+9,02
AOGCOOTHBIN nokazarens paznanyust: - p<0,05
35 7
30
25 - ® Bospact
20 +
15 + mlg Gr\n
10 ~
5 -+
O s T T
C HU3KUM U C HOpMaTbHBIM
MOTPaHUYHBIM 3HaueHuem 1gG
sHadeHueMm IgG

Pucynok 15 — Ilokazatenu uMMyHOTII00y/IMHOB Kiacca G B KpOBU MAlMEHTOB
C OHKOTE€MAaTOJIOTUYECKUMU 3a00JI€BaHUSIMU

[Ipu uccrnenoBanuy mokasareield MIMMYHOTJIOOYIHHOB KiaccoB G B KpoBH Ma-
LIMEHTOB C OHKOT€MAaTOJIOTMYECKUMHU 3a00JIEBAHUAMHY, OBIIM BBHISIBIIEHLI HU3KHE 3Ha-
yenus Ig G 4,5841,63, uto sBMIOCH MOBOOM JJIs AabHEHIIIEro o0cienoBadus. B
MOCJICTYIOIIEM TIPH JIOMTOJIHUTEIILHOM OOCJICIOBAaHUH JAaHHBIM IAIlUeHTaM YCTaHOB-
seH nguarHo3 OBHH.
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Tabmuna 18 — ITlokazaTenn UMMyHOTPaMMBbI Y TIAIIMEHTOB C OHKOTE€MaTOJIOTH-
YECKUMHU TMallMeHTaMu 3a00JIeBaHUSIMU

IToxka3zarean ITanueHTHI ¢ OHKOTEMA-
TOJIOTUYeCKHUMH 3200J1€- Hauuentet ¢ oHKoreMa-
BAHUSIMH (¢ HU3KUM 1 TOJIOTUYeCKMMH 3200J1€-
NOTrPAHUYHBIM 3HAYEHU- BAHUSIMH (C HOPMAIL-
em IgG) HbIM 3Ha4eHueMm IgG)
MEm M+m
CD3+ % 55,35+ 2,05* 70,1+ 0,7
CD3+ DR+ % 9,1+ 0,1 7,1+ 0,4
DR ot CD3 25,85+ 2,15 10,1+ 0,5
CD4+ % 25,5+ 3,1 36,5+ 0,9
CD8+ % 26,47+ 4,55 27,9+ 0,6
CD3-CD8+ % 1,8+ 0,05 5,8+0,4
CD4\ CD8 1,095+ 0,305 1,4+ 0,05
CD4+ CD25+ % 7,37+ 1,75 6,7+0,27
CD19+ % 11,88+ 1,45 19,4+ 0,5
NK+ % 17,30+ 0,1* 12,7+ 0,6
CD3+ NK+ % 1,8+ 0,9 2,3+0,16
CDA45+ % 96,05+ 0,15 97,9+ 0,14
Jletikoruthi(abdc. ) 3,2+ 2,9* 5,2+ 1,22
JIumdorutsel % 13,0+ 6,0* 35,6+1,2
Jlumdonutei(ade.) 2,72+ 1,98* 4,6+0,09
T-nd. (adce.) 1,76+ 1,08* 2,8+0,06
B-nd. (abe.) 0,35+ 0,465* 0,9+ 0,02

[Mpumeuanue: * - p<0,05 (mocToBepHOCTH MO ManH-U TecT)

Jlanubie uMMyHOTpaMmbl nanueHToB ¢ OBMH cBuaeTenbCTBYIOT O MpaKTUye-
CKH HOpMaJIbHOM cojiepkaHuu B-mumdborutoB B nepudepuyeckoit kpoBu. Takxke
oTMevaercsi HapyiieHue T-kieroyHoro oTBera. Takum 00pa3oM, ObLIO BBISIBICHO,
yto OBUH BcTpewancs moa «Mackoi» OHKOTEMAaTOJOTHYECKHX 3a00JICBaHUN B
21,95% citydaeB (y 9-X maiueHToB).

JIOMOJHUTENBHOM BO3MOKHOCTBIO 17151 MocTaHOBKU nuarHo3a OBUH y onkore-
MAaTOJOTHYECKUAX TMAalMEHTOB, MOXET SBISITbCSA OMNPEIEICHUE MNPEIUKTOpOoB B-
TUM(OIUTOB TAMATH, KOTOPbhIe (POPMHUPYIOTCS Y YEIOBEKa IMOCIE 3aBEPIICHUS UM-
MYHHOTO OTBE€Ta. bBOJBIIMHCTBO MAIlMEHTOB HWMEET HapYIIEHUS B W3OTHUII-
nepexmoueHHbIX B-maMdormurax mamsata (IgM-IgD-CD27+) oT cHmkeHHUS TI0 CpaB-
HECHHIO ¢ BO3PACTHOM HOPMOH /10 MOJIHOM peaykiuu [6].
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3.4 UCCJIEAJOBAHUME MAIIMEHTOB C TYBEPKYJIE30M J1IJI51 BbISIB-
JIJEHUA OBLHIEI'O BAPUABEJIBHOI'O MMMYHO/AE®ULINUTA

[lo maHHBIM HCCIEIOBAHUN M3BECTHO, YTO B CTPYKTYypE 3a00JIEBAEMOCTH Y Ma-
mueHToB ¢ OBUH, npeoGiagami MHPEKIIMN pecMpaTopHOTO TpakTa, 4acTo 00y-
CJIOBJICHHBIE OoNmopTyHUCTHUYEeCKUMHU HHpekuusamu. Y 10% mnamuentos ¢ OBUH
HAOJIIOAATNCh TUCCEMHHUPOBaHHBIE (OPMBI TyOepKyie3a jerkux [68]. YuutsiBas
BBITIICH3JI0KEHHOE, B HAIlle MCCIICA0BAaHUE OBIIIM Tak)Ke BKITIOYCHBI TTAIIUCHTHI C JTUC-
CEMUHUPOBAaHHBIMHU (popMaMu TyOepKyJie3a JISTKUX JJI BBISABJICHUS CPEOU TaHHOTO
koHTuHrenta OBHH.

Tabmma 19 - XapakTepucTHKa MalMeHTOB ¢ TyOEePKYJIE30M JICTKHUX, BKIFOUCH-
HBIX B UccienoBadue 1 BeigBieHns OBUH

JuarHos Yucno 6ombHbIX | Myxckoit mon | JKenckuit mon
N % n % N %

[TarmenTer ¢ TyOepKyJie- 42 100 23 54,76 19 | 45,24

30M JIETKUX

BCEI'O 42 100 23 54,76 19 | 45,24

ITamueHTHI ¢ TY0EPKYJI€30M JIerKHUX

»’45.24% :
B My>KCKOH IOJI
m JKeHckuii mos
Myscrofi o » 54.76%

0.00% 20.00% 40.00% 60.00%

JKenckuit most

Pucynox 16 - XapakTepucTuka MarMeHTOB ¢ TYOSPKYJIe30M JIETKHX, BKITFOUCH-
HBIX B HccienoBanue 11 BeisiBiieHnss OBMH

[lpn m3ydyeHnn reHaepHON MPUHAIJICKHOCTH MAMEHTOB ¢ TyOEpKYIe30M Jier-

KHX OBLIO BBISBIICHO, 4TO 54,76% (23) mariueHTOB COCTAaBUJIM JIUIIA MYKCKOTO T0JIa,
45,24% (19) - xeHckoro mosia. TakuM 00pa3om, JIUIT MY>KCKOTO TI0Jia B COOTHOIIIE-
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HHUH C KEHCKHM T0JioM OoJbine Ha 9,52% (pucynok 16). Cpentuii Bo3pacT marueH-
TOB JIAHHOW rpynibl cocTaBui — 12,5 ner.

B Hamem uccrienoBaHuM ObLTM M3Y4YE€Hbl YPOBHHU IMOKa3aTeIe MMMYHOTJIOO0Y-
muHOB G cpenu MalMeHToB ¢ TyOepKyse30M Jierkux. Kak mokasanu pe3yabTaThl Uc-
CJIEIOBAHUM, Y MAIUEHTOB C TYOEPKYJIE30M JIETKMX 0OOHApYKEHbI OTPAHUYHBIE 3HA-
YEHUI IMMYHOTJIOOYJIMHOB y 5 nanueHToB. CpeHee 3Ha4€HUsI IMMYHOTJIOOYJIMHOB
coctamm 1gG — 10,57 r/m.

Tabmuma 20 - CtpykTypa BO3pacTHOTO COCTaBa MAlMEHTOB C TyOEpKyJe30M
JIETKUX

Bospact Abe. %
quC

I'pynbt 2-18 mer | 18-30 mer | 30-55 ner
n % n % n | %

[Matmentsr ¢ TyGepkynesom| 35 |8333 | 7 |1667 | O 0 42 100
JIETKHX

Bo3pacTHOil cOCTaB MalMEeHTOB C
TY0EpPKYJI€e30M JIeTKHX

ot 2-18 ner

8000%
60.00% I m ot 18-30 ner
40.00% - 16.67% ® ot 30-55 mer
20.00% 0%
0.00% . . -
or2-18 ner ot 18-30 ot 30-55
JICT JICT

Pucynok 17 - CtpykTypa BO3pacTHOTO COCTaBa MAalMEHTOB C TyOEPKYJIE30M JIETKUX

AHanmu3upys CTPYKTYPY BO3PACTHOI'O COCTaBa MAIMEHTOB ¢ TYOEPKYJIe30M JieT-
kux, ¢ nmogo3penrnemM Ha OBUH monydens! ciemnyromme gaHHbie (pUCYHOK 17), 00-
cJIeIOBaHHBIE MAIIMEHTHI B Bo3pacTe oT 2 10 18 ner coctaBuiu 83,33% (35 yenosek),
oT 18 mo 30 ner — 16,67% (7 4enoBek), 0OCICIOBAHUIO MOIJICKATN MAIUEHTHI JICT-
ckoro otaenenus [' KKII «IIpotuBoTyOepKyne3HbIi TUCTIaHCED).
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Tabmmma 21 — INokazaTenn UMMYHOTI00YIHMHOB Kilacca G KpOBH TAIUEHTOB €

TyOEpKYJIe30M JIETKUX

Hoxa3arenanb IHauuenTsl ¢ Ty0epky- | IlanueHTsI ¢ TYyOCpKY-
JIe30M JIerKHX (C HU3- | JIe30M JIeTrKHX (C HOPp-
KHMM M NOTPAHMYHBIM | MaJbHBIM 3HAYEeHUEM
3HaueHuem IgG) 1gG)
Mtm M+m
Ig Gr\n 5,95+0,58 11,0543,03
Bo3spact 15,2+3,11 12,1446,21
AOGCOMIOTHBIN Mokazarens pazmuuust: - p<0,05
1
16 -
1 121
12 +
10 / ® Bospact
8 -
6 + ®IigGru
e
2
0 -
C HUBKHUM U C HOpMaTbHBIM
NOTPaHUYHBIM 3HaueHueM lgG
sHadeHueMm IgG

Pucynok 18 — Ilokazarenu uMMyHOTIIO0YTMHOB Kiacca G KpOBH MAIUEHTOB C

TyOepKyJIe30M JIETKUX

[Ipu uccnenoBanuy mokaszarenell IMMYHOTJIOOYIMHOB KiaccoB G B KpOBU Ma-

IMEHTOB C TyOEpKyiIe30M JIETKHUX,

ObuM BBISIBIICHBI Hu3KkHWe 3HadeHms Ig G

5,9540,58, yTo ABMIOCH MOBOJIOM I AaNbHEWIero oocnenoBanus. B mociemxyro-
IIeM TIPH JIOTIOJTHUTEIFHOM 00CJIeIOBAaHUH IAHHBIM TAI[UCHTaM YCTAaHOBIICH IMAarHO3

OBHH.
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Tabmmma 22 — Iloka3zarenm MMMYyHOTpaMMBl y TAIIMEHTOB C TyOepKyJIe30M

JIETKUX
IToxa3zarean Iauuentsl ¢ Ty0Oepky- | IlanueHTHI ¢ TYOEPKY-
JIe30M JIerKHX (C HM3- | Jie30M JIerKuX (¢ HOp-
KHM M MOTPAHUYHBIM | MaJbHBIM 3HAYEeHUEM
3HaueHueM IgG) 1gG)
M+m MEm
CD3+ % 59,35+ 2,05* 75,1+ 0,7
CD3+ DR+ % 8,1+ 0,1 7,0+£0,4
DR ot CD3 23,85+ 2,15 10,1+ 0,5
CD4+ % 27,5+ 3,1 36,8+ 0,9
CD8+ % 26,450+ 4,55 27,9+ 0,6
CD3-CD8+ % 1,75+ 0,05 5,8+0,4
CD4\ CD8 1,09+ 0,305 1,4+ 0,05
CD4+ CD25+ % 7,35+ 1,75 6,7+0,27
CD19+ % 15,85+ 1,45 19,4+ 0,5
NK+ % 17,10+ 0,1* 12,7+ 0,6
CD3+ NK+ % 1,9+ 0,9 2,3+0,16
CD45+ % 96,05+ 0,15 97,9+ 0,14
JletikonmTei(abc.) 12,2+ 2,9* 7,5+ 1,22
Jlumporuter % 13,0+ 6,0* 35,6+1,2
Jlumdonutei(ade.) 2,72+ 1,98* 4,6+0,09
T-nd. (abc.) 1,76+ 1,08* 2,8+0,06
B-nd. (abc.) 0,33+ 0,465* 0,8+ 0,02

[Tpumeuanue: * - p<0,05 (mocToBepHOCTH MO ManH-U TecT)

Jlaraple UMMyHOTpaMMbl TarreHToB ¢ OBUH cBUACTEIHCTBYIOT O TIpaKTHYEC-
CKH HOPMaJIbHOM coJiepkanuu B-muM@onuToB B nepudeprudeckoit KpoBu.

Takum 06pazom, 66110 BeIsiBIIeHO, 4T0o OBUH BeTpewancs moa «Mackoi» Juc-
CeMUHUPOBaHHBIX (hopM TyOepkyné3a nerkux B 11,90% ciydaeB (y 5-X mareHToB).
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3.5 ICCJEJOBAHUE KOJMYECTBEHHOTI'O OIIPEJAEJIEHUS MO.JIE-
KYJI JHK TREC U KREC Y HTAIHMEHTOB C OBIIEU BAPUABEJIBHOU
UMMYHHOHW HEJOCTATOYHOCTHIO

B HacTosiiiee BpeMsi MpUOPUTETHBIMU B UMMYHOJIOTUYECKOM MPAKTUKE SABJISFOT-
Csl BBICOKOTOYHBIE U 3KOHOMHYECKHU JOCTYITHBIE METOABI UCCIIeAOBaHUs. OTHUM U3
TaKWX SIBJIIETCS HOBBIM MOJIEKYJSIPHBIM METOJ IUArHOCTUKU — ONPENEIICHUE KOJIEL
AKCITU3UH, OO0pa3yronmxcs npu peamkupoBke reHoB T-kimerounoro (TPEK) u B-
kieroudoro (KPEK) ummyHomoruun. OCHOBHBIM MOKa3aHUEM JIJI1 HA3HAYCHUS IS
nanHoro Buja uccienoBanus npu OBMH — knaccudukaiys 60IbHBIX.

Co3speBanne (yHKIIMOHATBHBIX T- 1 B-KIETOK 4enoBeka COMPOBOXKIACTCS pe-
KoMOMHalMel u nepectporikamu B reHax, koaupyromnmx T- (TCR) u B- (BCR) kie-
TouHbIe perientopbl [137]. Tak, ast cOOpKU MOTHONEHHOTO T-KJIETOYHOTO PEIeTTO-
pa 10JDKHA Mpou30iTU nepectporikaiokyca TCRB, B Xxo1€ KOTOPOii MPOUCXOUT CO-
enuHeHue D u J cerMeHTa M MOCJENyIOlee NPUCOECIUHEHHE V CErMEHTa, U TaKkKe
caustaue V u J cermentoB nokyca TCRA. Ilpu sTom o0pa3zyercs TpeTuii runepBapu-
abenmpHbI ToMeH (CDR3) Geta- u anbda-1ienu coOoTBETCTBEHHO. Bo Bpems KaKa0ro
U3 3TUX MPOIIECCOB BBIPE3aEMbIe YUaCTKH 00pa3yroT skciu3uoHHble koibua JJHK,
nonyuyuBime HazBaHue TREC (TCR rearrangement excision circles). I'enepupyemast
Opyd 3TOM KoJiblieBas MoJiekyna Obuia HazBana TREC (signal jont TCR
rearrangement excision circle), oHa NPUCYTCTBYeT MpakThuuecku y Bcex of+ T-
TUMQPOIMTOB, BBIXOJAIIMX U3 TUMYCA, U, TAKUM 00pa30oM, MOKET CIIy>KUTh CyppoO-
raTHeIM MapkepoM ux konmuectsa [138]. TIpomecc hopmupoBanus GyHKIIMOHAILEHO-
ro perenrtopa B B-kieTkax HaunHaeTCs ¢ peKoMOMHAIMOHHBIX coObITHii B IGH 10-
Kyce, HecymieM Habop pa3zmnunbix Vh, D u Jh cerMeHToB, B KOTOPOM TakKe TeHepu-
pyercs Oomnbiioe KonyecTBO Kcun3noHHbIX kosel JJHK. Eciam nepectpoiika npo-
ia mpaBuibHO, HaYMHaeTcs pekomOunanus B IGK nokyce, koaupyroiem mocniemo-
BaTeJIbHOCTH JIETKOH Karla-11ernd UIMMYHOTJIOO0yIMHOB. J[aHHas mepecTpoiika BeJeT K
00pa30BaHNI0 PEKOMOMHALMOHHOTO KOJIbIA Kalmna-fAeJIeHqUOHHOTO 3JIEMEHTA, WU
KREC (kappa-deleting recombination excision circle), koTopoe npucyrctByer B 30%
3penbix HauBHBIX B-mumdormrax. [JHK KREC Takke Moxker ObITh CyppOraTHbIM
MapKepOM 3peJbIX HAUBHBIX B-MMM(OLUTOB, a Takke UCIOIb30BaThCS JJIsl OLICHKH
ux npoudepatuBHOM nctopuu [139].

Tabnuma 23 — Tlokazarenn KREC u TREC y maumenroB ¢ OBMH

Ne mamuenTa KREC TREC
1 3.48E+01 2.33E-01
2 1.01E+02 5.00E+04
3 2.51E+01 2.55E-01
4 1.55E+02 4 50E+04
5 7.78E+03 5.00E+03
6 3.51E+02 7.00E+03
7 1.56E+02 7.40E+03
8 1.53E+02 6.00E+03
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9 7.77E+01 2.00E+02
10 5.00E+03 4.60E+03
11 4 55E+01 2.02E+01
12 6.56E+01 3.03E+01
13 1.26E+02 4.50E+04
14 5.00E+03 2.00E+04
15 1.81E+02 4.00E+04
16 2.78E+02 1.00E+02
17 5.60E+02 5.50E+04
18 6.00E+03 7.50E+04
19 4.00E+02 4 50E+04
20 4 56E+02 4,70E+04
Amplification
SGUU _: ................ ................ -\. ............... ................ -
@ 2000
1000
01
S 25 i
20
; 2 ; :

Log Starting Quantity

— FAM
—— HEX
ROX

O Standard
> Unkngwn

E=94,0% R*"2=0,967 Slope=-3.475 y-int=31,780
E=101,2% R"2=0,975 Slope=-3,204 y-int=30,409
E=109,0% R*2=0,978 Slope=-3,124 y-int=30,369

Pucynox 19 — [Iporpamma amrmudukammm

CornacHO TOJIydeHHBIM JaHHBIM, YKa3aHHBIX B TaOimie 24 u Tpadukax,
onpenenenne Mojekyn JJHK TREC u KREC B kpoBu manuentoB ¢ OBUH, nmeer
BBICOKYIO THarHOCTHYECKYIO 3HAYMMOCTh. Kak Mmoka3pIiBaeT KJIMHHYECKas IIPaKTHKa,
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B CJIydasX, KOTJa MoKa3aTread UMMYHOTPAMMbl UMEIOT HOpMaJbHbIE 3HAYEHHUS, TO
uccienosanue ypoBued TREC nu KREC no3posstor B 100% ciiydaeB BbICTaBUTh JTU-
arno3 OBUH.

KREC
8.00E+03
6.00E+03
4.00E+03 + REE
2.00E+03 |
0.00E+00 t=rmr=et e e R e e el b o i
12345678 91011121314151617181920

Pucynox 20 — Ilokazaremn KREC y mammentoB ¢ OBH

[IpencraBnennsie mokazaremu KREC, cBHIETEIBCTBYIOT O TIOATBEPKACHUS JTH-
argo3a OBHH. ¥V 80% o06ciieqoBaHHBIX TAIMEHTOB HAOJIOIAETCS CHIDKCHHE YPOB-
et KREC (pucynok 20). Yka3aHble B TpadyKe MOKa3aTeld ObLTH BBIPAXKCHBI B
AKCMOHEHIMAILHOW CUCTEME, IPU IPOBEAEHUN CPABHUTEIBHOTO aHAJIM3a U NIEPEBOE
B 4KCJIOBOM (hopMat, ObL110 0OHapykeHo cHuxkeHue nokazareneit KREC B 223 paza.

TREC

8.00E+04
7.00E+04 -
6.00E+04 -~
5.00E+04 -+
4.00E+04
3.00E+04
2.00E+04 -~
1.00E+04

000E+00 = T T T T T T T T T T =T T T T T
12345678 91011121314151617181920

u TREC

Pucynox 21 — Tlokazaremu TREC y manuentoB ¢ OBMH

[Ipencrasnennsie nokazarenu TREC, cBUIeTenbCTBYIOT O TOATBEPKACHUS qUa-
rHo3a OBHH. V¥ 30% o0cnenoBaHHBIX MAMEHTOB HAOIIOAAETCS CHIKEHUE YPOBHEH
TREC (pucyHnok 21). Yka3aHHbIe B rpaduKe MOKa3aTeau ObLIM BRIPAKCHBI B 3KCTIO-
HEHIIMAITLHON CUCTEME, TP MPOBEICHUN CPABHUTEILHOTO aHaIHM3a M MEPEBOJIE B
quCIIOBO# opmart, Ob1I0 0OHapykeHo cHIkeHue rmokazateneit TREC B 375 pas.
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3AK/IIOYEHUE

B mHacTosimell auccepTaMoHHON pa0oTe BIEpPBbIE U3YYEHBI KIMHUKO-
MMMYHOJoTHYecKkue rmoka3arenu oomeit OBMH y naruenTos PK.

B cooTBeTcTBHM C 1ENISIMU U 3a/1auaMHi MarucTepckoit padoThl ObLIT pazpaboTaH
anroputM auarHoctukn OBUH, pa3pabotana u yrBepxkaeHa meronosioruss OBUH,
BKJIIOYAKOIIAs  OMNPENENICHHE  3HAYMMBIX  HMMMYHOJIOTHUYECKMX  ITApaMETPOB
3aboneBanus. Onpenenenue T-KI€TOK MaMsATH, HaAUBHBIX T-TMM(OLKUTOB, HAMBHBIX
B-knerok, B-kneTtok naMsTH U GyHKIMOHAIBHO HE3penbiX B-mumpouuToB MeTo10M
MPOTOYHOW HUTOMETPUU, OBLIO OGOPMIIEHO, KaK aKT BHEAPEHHS] WHHOBAIMOHHOM
TexHoJorun Ha Oasze maboparopuu AO «PJIll». BueapeHue maHHBIX METOJIOB
MCCIIEI0BAaHUS TMO3BOIMIO moaTBepkaaTh auarHo3 OBUH u xnaccuduumpoBatsb
3aboseBanue 1Mo Kiaaccubukanuu Euroclass ( ubs ctpan. rox).

Hcnonb3oBaHnue coBpeMEHHBIX MOAX0A0B B auarHoctuke OBHH no3Bosut
CBOEBPEMEHHO  OMNpPENEIATh  NMPAaBWIBHYIO  TAaKTHUKYy  BEICHMS  IIALACHTA,
NpOTHO3UPOBATh TEUEeHUE 3a0o0JieBaHMsI, YTO B HUTOre Oyaer cnocoOCTBOBATh
YBEJIWYECHUIO TIPOJOJKATENBHOCTH KU3HU NAIUEHTOB, CHWKEHUIO MHBATMAN3AIUN U
seraibHOCTH OT TN,

B xome mpoBemeHHOTO HaMW HCCIIEOBaHUS TAIMEHTOB B 6 00JacTsIX
Pecny6muku Kazaxctan (AkMonuHCckoi, AnmatuHckoit, KaparanauHckoit, 3anagHo-
KazaxcTtanckoii, Manrsictayckoit 1 ATbIpayckoit), ObLI0 BbIsIBIEHO 30 MAIIMEHTOB C
nuarno3m OBHH. IIpu nepBrudHOM O0TOOpE MAIIMEHTOB UCIIOJb30BaNIACh CIICUATLHO
pa3paOoTaHHas aHKeTa, TMO3BOJISIOMIAS BpayaM BBIABIATH 3a00JieBaHUE TMpHU
CKPUHUHIOBOM OCMOTpE.

Kimunyeckoe o0cneqoBaHue MAlUEHTOB BBISIBUIO HAJIMYME  TSAKENbIX
UHQPEKIIMOHHBIX MOPAKCHUN IbIXaTEIbHBIX MyTeH (THEBMOHUS, OPOHXOIKTATHYECKas
00Jie3Hb), THOMHBIX MAHCUHYCUTOB, COMAaTWYECKHX 3a00J€BaHU B BHJE
ayTOUMMYHHOT0 3a00JieBaHus - 00Je3Hb KpoHa, U pa3BUTHEM TSKEION TYTOYXOCTH.
JIBoe B3pOCIIbIX NAIMEHTOB MMEIOT 2 U 3 TpyNIy MHBATMAHOCTH IO OCHOBHOMY
3a00JIEBaHUIO.

[lanMeHThl NPOLUIM PACIIMPEHHOE HMMYHOJIOTHYECKOE 00CIIeI0BaHUE COTIIACHO
pa3paboTaHHOMY alTOPHUTMY, BKJIIOYAIOIIEMY OTpPENETICHHEe HUMMYHOTJIOOYIHNHOB,
OCHOBHBIX IOKa3aTelieil UMMYHHOTO cTaTyca W yriayOsieHHoro u3ydenus T u B-
KJIETOK METOJOM IPOTOYHOU LIUTOMETPHH.

OBHH xapaxtepu3yroTcsi HapyiieHHneM (QyHKIMOHUpOBaHUs B-mumdouuTos,
41O MpUBOAUT K cHkeHuto 1gG, IgA w/umm IgM, IgE B cbiBopoTke kpoBu. [
narnueHToB ¢ nogo3penueM Ha OBUH ypoBens cwiBopoTounoro 1gG nomkeH ObITh
MEHBIIIE HW)XHEW TPaHUIbl HOPMBI, OIPEAECICHHOW JJIsI COOTBETCTBYIOIICH
BO3PacTHOU rpymbl. Pe3ynbTar uccieqoBaHusi ypoBHS UMMYHOTJIOOYJIMHOB 3aBUCUT
OT MCIIOJB30BAHHOTO METOJA OIPEACNICHUsl, 3THUYECKOW IPUHAIJICKHOCTH,
COOTHOIIICHUSI TIOJIOB M BO3PACTHBIX OCOOEHHOCTH pePEepEeHCHON MOMYJIIIIUH.
HecmoTpsi Ha mmpokyro BapuabenbHocTh ypoBHS 1gG y mammentoB ¢ OBUH
OOJBIIMHCTBO MAIIMEHTOB UMEIOT UCXOAHBIN ypoBeHb 1gG MenbIe 4-5 /1.
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[Io panHbiM saTepaTypbl okojio 90% Bcex mnamumentoB ¢ OBHMH wumeror
MPaKTU4YECKHU HOpMaJIbHOE KOJIn4ecTBO B-muMdonntoB B nepudepuieckoid KpoBu. S-
10% mnanueHToB MMEOT HU3Koe yuciao B mumdonutoB (<1% ot mumdouuTon),
MOJTBEPIKIAs TEM CaMbIM paHHHM JedekT nuddepeHIIMPOBKH B KOCTHOM MO3Te,
OTCYTCTBHE HEOOXOIUMBIX (PAKTOPOB BHDKUBAHHS HA MEpU(PEPUU UM IPHUCYTCTBUE
HEraTUBHOM PEryJIsLUN.

B macrtosmee Bpemss B Pecmybmmke KaszaxcTtan, Ha OoCHOBE peKOMEHIAIMi
EBpomeiickoii  accommaiun  ummyHoaeduuutoB  (European  Society  for
Immunodeficiencies), paspaboran peructp namuentoB ¢ [IN]]. Bexnenue mannoro
perucTpa, KOTOpPHIH B TEPCIEKTHBE OyIeT BBEAEH B CaWT TMEPBUYHBIX
umMmyHoiepunuToB B Pecryommke Kaszaxcran (Www.pid.kz), mo3Bosut ymydnmTh
PaHHIOI TMArHOCTUKY 3a00JI€BAHNUS, MPOBOAUTh KOHTPOJIb BEJICHUS MMAalMEHTOB.
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BbIBO/IbI

1. PesympTaThl WCCEMOBAaHWSA TOKa3ajdW, 4YTO B CTPYKTYpe TMEPBUYHBIX
MMMYHOI€(PUIIUTOB, 3apETUCTPUPOBAHHBIX B HAlIMOHATLHOM peecTpe PK, marments
¢ OBUH 3anumarot nuaupyronpe No3uluu U coctaBmim 27,66% oT oO1iero yucina
TTA/I.

2. CorjmacHO TOJIyYCHHBIM JaHHBIM, BO3pacT JaAcOr0Ta JaHHOTO 3a00JICBaHUS
koJe0asncs ot 2-40 ner (19,53 ner), nuk 3a00J€Ba€MOCTH MPUXOAUIICS HAa IEPUOJT OT
20 ngo 30 ner, 4TO MO3BOJMJIO BBIACIWTH JBAa MUKAa MaHU(ECTAIMU JaHHOTO
3aboneBanwms: 1 - ot 5 7o 10 ner, 2 - ot 20 70 30 aer. [IpoaOmKUTETLHOCTE TTIEPHOIa
1o yctanoBisienus nuario3a OBUH y nanuentoB coctaBmina ot 1 roga g0 16 net, uto
B psAJ€ CIy4acB CBUJETEIbCTBOBAIO O TMO3JIHEH JMAarHOCTHKE JAHHOTO
MaTOJIOTHYECKOTO COCTOSHHUSA.

3. Kimmnnueckumu ocobennoctamu TedeHuss OBUH sBisercs mpeobnaganue
PEUUIUBUPYIONIUX PECMUPATOPHBIX HHeKuid: mHeBMOHUH (90%), CHHYCHUTBI
(90%), nancunycutsl (60%), otutsl (70%), punutsl (73,33%), xapakTepHU3yrolmecs
3aTSHKHBIM, OCJIOKHEHHBIM TeueHueM (100%) v HanrmuueM TSKEeNoW COMyTCTBYIOIIEH
narojioruuen - OponxoskTarnueckas OousiesHb Jerkux (33,33%), XOBbJI (10%),
oHkoremarojorudeckue 3aboneBanus (mo 30%), mopaxenus XKKT (mo 10%),
ayTOMMMYHHBIN cuHApOoM (10 6,67%).

4. ]JIMarHOCTUYECKUM 3HAUYMMBIMH Kputepusimu auarHoctukn OBUH sBistorcs
ucclienoBanue rymopanbHoro 3sena ummynurera (Ig G), KREC, TREC. Pesynbrats
COOCTBEHHBIX HCCJICAOBAHUI BBISBHJIM, CHUKCHHE ypoBHS IgG Ha 2 cTaHIapTHBIX
OTKJIOHEHUS OT BO3PACTHOW HOPMHI, a Takke cHrvkeHue ypoBHelh KREC B 223 pasay
80% wu cumwkenue ypoBHeit TREC B 375 pa3z y 30%, uTo CBUIETENHCTBOBAIO O
Hammuuu OBHH.

5. Pe3ynmbTarhl MPOBEACHHOTO WCCJEAOBAHUSA TMO3BOJIMIM BBIJCIUTh HanboJiee
3HaUYMMBbIE KIMHUKO-UMMYyHoJoTHueckue Mapkepbl OBUH u pazpabortats anroputm
JTUArHOCTHUKH Ha Pa3HBIX ATalax OKa3aHUs MEAUIIMHCKOM MOMOIIH.
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INPAKTHWYECKHUE PEKOMEHJIALINU

1. lns cBoeBpemMeHHO# noctaHoBKU quarHoza OBMH Heo6xoaumMo ucnolib30BaTh B
pabote Bpaua anmroputM quarHoctnku OBMH Ha pa3HbBIX 3Tamax oka3aHUs MEIHUINH-
CKOM ITIOMOIIIH.

2. YAUThIBas BBICOKUI PUCK Pa3BUTHsI ayTOMMMYHHBIX, OHKOTEMaTOJOTHUECKUX 3a-
ooneBanmii cpenu nanpenToB ¢ OBMH, menecooOpa3ubiM sBIIsIETCS 00CIeI0BaHUE
MAIMEHTOB C JJAHHBIMU HO30JIOTUSIMU HA IMATHOCTHYECKUE UMMYHOIE(PHUITUTOR C 11e-
JIbIO PAHHETO BBISIBJICHUS TMarH03a M CBOEBPEMEHHOTO Ha3HAYEHUS 3aMECTUTEIbHOU
Teparuu.
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INPUWIOXKEHUE 1

HMH® OPMHUPOBAHHOE JOBPOBOJIBHOE COIJIACHE
Ha yyactue B HayyHoM mnpoekre «PABPABOTKA W BHEAPEHUE KOMIUVIEKCA BBICOKOTEXHOJIOI U-
YECKON JUATHOCTUYECKOWM, JIEMEBHOW U PEABWIUTAIIMOHHOM MOMOILIM JETSM U
B3POCJIBIM C OBIIEI BAPHABETIbHOM MMMY HHOM HEJOCTATOYHOCTBIO B PECITYBJIMKE
KA3AXCTAH»
(3anonnsiom 6ce nayueHmul, Y4acmsyiowue 6 HayyHoM npoexkme)

A (®.1.0 nanmenra)
Jara poskaeHusi (IUCIIO, MECSI], TOJI) / / roma
®@.N.0. ponutensi/onekyHa (eciy IPUMEHHMO)
OTHolleHMe K MAUEHTy (eciM IPUMEHHUMO)

B cootBerctBUn co ctathsiMu 91-94 Konexca PecriyGmukn Kazaxctan «O 310poBbe HapoJa M CUCTEME 3IpaBOOXpaHe-
HUs» UHPOPMUPOBaH(a) O COCTOSHHUM CBOETO 30POBBS (COCTOSHMHM pebdeHKa, MOJ0NEYHOr0) , s Aal0 JOOPOBOJIBbHOE
corjacue Ha IPOBEICHUE KOHCYJIbTATHBHO-IMATHOCTUYECKHX MPOLENyp M MAaHUILYJSIIUH, Ha3HayaeMbIX BpadyoM-
KypaTopoM WJIH JIeHalUM BPadoM, Ul yCTAHOBJIEHHS AMAarHos3a U NoJ0opa Tepamuu.

51 naro 1OOPOBOJILHOE HA yYacTHE B HAYYHOM IIPOEKTE.

51 nato 10GPOBOJILHOE COTIACKE HA HCIIOJIb30BAHUE MOEro OMoMartepHuala yisl IIPOBEACHHUS JAHHOTO HAy4HOTO IIPOEKTa
U MOHUMaI0, 4T0 3a00p GMoMaTepHana He MOBIUSIET Ha MOe (PU3HUECKOE COCTOSTHHUE.

51 moHMMaro, 4T0 MEJMIIMHCKMM HEepPCOHAJIOM Oy/IyT NMPUHUMATHCS BCE MEPHI WIS COXpaHEHUs! KOH(HMICHINAILHOCTH
nH(OpMAaNNK 0 JAHHBIX MOETro 00CIIeI0BaHNS B PaMKaxX HayYHOTO IPOEKTA.

Hu npu xakux oOCTOSTEILCTBAX MHE He JAOKHBI BBINMOJHATHCHA CICIYIOIINE JUATHOCTHYECKHE W JIeUcOHbIC MaHHMITY-
JSAIUH / IPOLEAY PBI:

(yKaswcume MAHUNYIAYUU, eCAU NO KAKUM-TUO0 npuyunam Bol npomue ux evinonanenus unu Bam nenv3sa ux evinonuams)
B CJIydya€ BOZHUKHOBCHHUSA BO BPEMA 06CJIC£[OBaHI/I$I " JICUCHUA (B TOM YHCJIC B XO0€ OHepaHI/II/I) HECTIPECABUACHHBIX OCJIOXK-
HEHUi, yIrpOKaoLUINX MOEMY 3J0POBbBIO, al0 COTVIACHE Ha M3MEHEHHE Xapakrepa JiedeHus (B TOM 4ucie oObeMa omnepa-
THBHOTO BMeEIIATEIbCTBA), BKIIOUAS OTKa3 OT €r0 BBIMOJHEHHUSI, C IOCIeAYIOMIM HH)OPMHUPOBAHUEM MEHS 00 HTOM.
MHe B JoCTymHOH (hopMe pa3bsCHEHB! aJbTCPHATHBHBIE METOJBI OOCICIOBAaHMSA U JICUCHHS, a TAKXKE BO3MOXHEIEC I1O-
CJIICACTBUA MOCTO OTKa3a OT O6CJ'IC,Z[OBaHI/ISI H JICYCHUA.

51 Mory oTtkazaTecsi OT 00CNeIOBaHUS U JICUEHUS B FOOOM MOMEHT, JaXKe MOCe MOANMCaHNus MHOOPMHUPOBAHHOTO COTJIa-
cusl, IPU OTIPEETCHHBIX 00CTOATENbCTBAX ( ).

51 3Haro, 4TO B MOMX MHTEpECax COOOIIUTh Bpady 000 BCEX UMEIOMIMXCSA Y MEHs (MOEro peOeHKa, I0JOTICYHOT0) U3BECT-
HBIX MHE NpoO0JeMax co 3J0POBbEM, AINICPIHAX U WHAUBUAY AILHOW HENEPEHOCHUMOCTH JIEKapCTB, O HAMYUH Y MEHs (MO-
ero peOeHKa, MOJOIECYHOTO) B INPOIUIOM WIM B HacTosIIee BpeMs HH(QEKIHOHHOIO TremaTtuTa, TyOepkyinesa, BUY-
nH(EKIHH, a TAKKE 0 3JI0YNOTPEOJICHUH aJKOTOJIeM W/HJIM HPUCTPACTHH K HAPKOTHYECKHM IMpernapaTam.

S MNOHUMAI0, YTO HAPYUIICHUC Bpa‘ie6HLIX peKOMCHI{aHHﬁ, a TaKXKC COKPBITHC I/IH(i)OpMaI_[I/II/I 0 COCTOSTHMH MOCTO 310POBbs
MOXKCT IIPUBECTH K MCCTHBIM /v 06HII/IM OCJIOKHCHHAM U JIp.

51 o3HakoMIleH(2) cO BCEMU ITyHKTAMH HACTOSIIIETO IOKYMEHTA U COTJaceH(a) ¢ HUMH.

INoamucs marnueHTa / 3aKOHHOTO TIPEACTaBUTEN

®.1.0. Bpaua- kyparopa YcenoBa Oxcana I[losaToBHa

Iognmucs, Bpaua

Jara 3anmoyiHeHMsT  « » 20 roma Bpems 3anonHeHnst yac. MHH.

(npumeuanue: OmeemMCmMEEHHOCHIb 3d NPABUILHOCMb 3ANOJHEHUS 001e20 UHPOPMUPOBAHHO2O CO2NACUSA HeCem NAYUeHIN
/ e20 3aKOHHbLI NPedCcmasumeny)

Bpau annepzonoz-ummynonoz Ycenoea Oxcana Ilonamosna
Konmaxmnuwiit menegon: 8701-418-43-94
On. adpec: oks_14.06.1988@mail.ru
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AJITOPUTM KJIMHUKO-UMMYHOJIOTMYECKON IMATHOCTUKH
HAIIMEHTOB C OBUH
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[MPUJIOXEHHUE 3

AHkeTa nepsu4HOro ckpunnara OBUH

Nwmetotcs mu y Bac wim Bariero pedenka cieayronye nposiBICHUS :

No IIposiBnenus a Her
1 | Yerbipe mim 60Jiee OCTPHIX OTUTOB B TEUEHHUE

rojaa
2 | [Ba nnm 60Jiee TSHKENIbIX CUHYCUTOB B TEUEHHE

roaa

3 | JmurenbHast, 1Ba Mecsa u 0oJjiee, aHTUOHOTH-
KOTEepanus ¢ MUHUMAIIbHBIM 3 EeKTOM

D

I[Be WM 0oJiee THEBMOHHUI B TEUCHHE roga

ol

[ToBTOpHBIE IITyO0KHE a0CIECCHI KOKU WU
BHYTPEHHUX OPTraHOB

6 | Croiikas MOJIOUHUIIA TOJIOCTH PTa WX TPUOKO-
Bast MH(PEKIUS KOXKHU

7 | Heo6x0AMMOCTb BHYTPUBEHHOT'O BBEICHHS aH-
TUOMOTUKOB JIJIA JIeUCHUS MHDEKITNA

8 | ABe wmm 6ouiee riyOOKuX HHPEKIHA, BKIIIOYas
CENTHULIEMHIO

9 | Hanmume guarnosa ITA]] B cembe.

10 | Hanuaue B cemMbe cMepTEl B paHHEM BO3pacTe
OT TSDKEJIBIX WH(MEKIIMOHHBIX 3a00JI€BaHUN WUJTU
OHKOJIOTUU
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