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NATOTEHE3 U AWATHOCTUKA
UMMYHONATONIOMMYECKUX COCTOSSHUMN

UMMYHOAEQULINTDI

BUOLUAHOCTb HENTPO®GUNIOB U MOHOLUTOB
NPU XPOHUYECKOM BEPOHXWUTE Y [IETEU

C MYKOBUCLUAO30M U NOPOKAMU PA3BUTUSA
JIETKUX

BaacoBa A.B., Kparnos A.E., Mapywkos B.H.
Meouyunckaa axkademus, Apociasns, Poccus

Xpouuucckuit OpOHXO-NErOYHBIN MPOLECC IIPH MYKOBHCLIM-
no3e (MB) 1 nopokax pasBUTHS NErkvx UMecT 0OWMIt narore-
HCTHYCCKUH MEXAHU3M PA3BHTIHA, CBA3AHHLIN C CHCTCMHBIM BOC-
HASIHTEIBHLIM POLIECCOM, 3 ECKTOPHBIM 3BCHOM KOTOPOIO SB-
As1t0TCs YArouHThl, CHOCOOHBIE K IIPOM3BOICTBY AKTHBHBLIX (opM
kucnopoaa. Oanaxo, B OTIHIHC OT OONBHBIX C TOPOKAMH Pa3BH-
THs 16rkux, npu MB BbisBisieTCs cHipkeHue (aroquTapHoi ak-
THBHOCTH HelTpouaoB Ha GoHE 3HAYHTENLHOTO MOBLILICHHA
YPOBHS LUPKYJIHPYIOIHMX HIMMYHHbBIX komMnekcos B masme (C.B.
Paunnckuit, 2001).

Lle/1bI0 HACTOAIETO UCCIICAOBAHUS ABHIIOCH U3YUEHHC CO-
CTOSIHHSI KMCJIOPOA3aBUCUMOro MeTabonu3Ma MOHOLMTOB H HEM-
TpO(HIOB y ACTEH, CTPAAAIOUIHX BTOPHUYHBIM XPOHHUYCCKHM
OGPOHXMTOM, B 30BUCHMOCTH OT HANMUHA Y HUX MYKOBHCI[M03a
HJIM TOPOKOB PA3BHTHS JICTKHX.

O06cncnosano 27 acted ¢ XpOHUUCCKUM OPOHXHTOM, H3 HHUX
9 ¢ MykoBHcUHA030M U 18 ¢ nopokamu passuTus nerkux. C ue-
JILEO M3YUYCHHS KHCIOPOA3ABUCHMOTO McTaboan3ma GarounTos
MCTIONB30BAIH TECT ¢ HUTpocHHuM TeTpazosieM (HCT-teet)
ONpeensiIM ypoBeHb Mucnonepokeuassl (MIT0) B knetkax. B
KAYCCTBC CTUMYMITOPOB KHCIOPOA3ABUCHMOrO MeTabonnima
TOPHMEHSUH B3BeCh yOUTBIX KiteTok Stuphylococcus aureus wram-
ma P-209 u putoremarrmorinun. O creneHn QynKIHOHAALHOH
AKTUBHOCTH HEHTPO(HIOB H MOHOLIMTOB CYIHIH MO CIOHTaH-
nuiv HCT-recty n yposuio MITO B kneTkax, o QyHkunonans-
HOM pE3CcpBe MO JAHHAMMUKC CTUMYJIHPOBAHHbLIX [OKa3aTcich
HCT-tecta u MIIO.

Y GonbHBIX C XPOHHUYECKUM OpPOHXUTOM Ha (oHe TOPOKOB
pa3sBuTHs HaGi0gancs BLICEB H3 MOKPOTH Streptococcus
pneunmoniae w Hemophylus influenzae, y 6onpupix ¢ MB — npe-
umyulecTseHHo Staphylococcus aureus (75% Gonbhbix). lpu
H3yHeHHH nokasarencit Kicnopoasasiucumoro merabonmama da-
rouHToB y AcreH, crpagatownx MB, ro cpasiennio ¢ 6onbHLI-
MU ¢ HOPOKAMH Pa3BHTHA JIETKHX, BbISBJICHO JOCTOBCPHOC CHH-
keHue hyHkuMoHanbHoro pesepsa MITO 1o JanibIM CTHMYIH-
POBAHHOIO YUTOTEMATTIIOTHHHHOM [0Ka3aTens B Heirpodiax
(2,240,7<7,5£0,7 y.c.; p=0,03) n monouurax (2,0+0,5<6,0+0,3
y.c.; p=0,03). MNokazarenun pesepsa MINO daronuntos nocne ax-
TuBaunu Stuphvlococcus aureus GbUH TAKKC HENOCTOBCPHO HHUKE
s rpynne ¢ MB. Obunapyxennoe cuxenue pesepsa MI1O daro-
uuros npu MB nabmoaanocs Ha ¢oue cé Gosce HU3KOM criou-
TaHioH aKTHBHOCTH KaKk y Hefitpodiutos (7,0£5,0<11,0£6,0 y.c;
p=0,33), Tak u y monouuros {4,0£2,0<6,0£2,0 y.c.; p=0,21).
Moxasarenn LUK 8 o6cux rpyninax JocTOBEPHO HE pa3aH4aIiuch
(49,349,214 49,0+41,0 cu. onT. 1J1.), 4TO NPE/IIOAATIET CAMHDBIN
AKTHBATOP KKCJ0poA3aBHcHMoro MeTabosinma B Garonurax. O6

ITOM CBHACTCILCTBYCT TO, UTO YPOBCHB MPOH3BOACTBA HCHTPO-
$HNaMH M MOHOUMTaMH CyMEpPOKCHAHOTO aHMOH-PaAHKana 110
ganusiM cniodraddoro HCT-recra (102,0415,0>94,5423,6 u
106,7+17,5>93,0+21,9 umonb Bocct. HCT) B obenx rpyrmnax
JOCTOBEPHO HE pasnuuancs.

Takim ob6pasom, y GOALHBIX ¢ XPOHHYCCKUM OPOHXUTOM Ha
¢ore MB, B oTiHuMe OT OONBHLIX C MOPOKAMK Pa3BUTHA Nér-
Kux, Habmoaaercs Gonce HU3KasA aKTHBHOCTL B HElTpodunax u
monouutax MITO, koTopoit NpHHALNIEKAT OCHOBHASE AaHTUMHK-
pobuas gyukuus. CHHxenHas akrusHocts MITO B kneTkax npu
MB MoxeT ObiTh 00YCIIOBNEHA KaK BpOXAEHHOH HEI0CTaTOUHO-
cthio CR -peneiitopos $parountos, Tak U IpHOOPETEHHOH, CBA-
3aHHOH ¢ NMPCHMYILCCTBEHHOH KONOHU3aUMeil OpoHXHanLHOro
Jepesa y 60nbHBIX ¢ MykosBHcUWAO30M Staphylococcus aureus,
C110cOOHBIX OAABAATE C -3aBHCHMYIO /IT€3HI0 KIETOK.

OLEHKA UMMYHONOMMYECKUX MOKASATENEN
Y BETEX PAHHETO BO3PACTA NMPU TUMOMETAZIUY

I'puropsesa B.H., dejgopos I.H.

CyMoneHeKas 20cy0apcmeeHHas MeOUYUHCKAs aKademus,
2. Cyonenck, Poccus

Tumomeranus (TM) siBiisieTcs pacnpocTpaHCHHBIM COCTOS -
HHCM y JIETCH B PAHHEM OHTOICHE3C M BeTpeyaeTca npu Y3U s
Bo3pacte Ao | roma 8 50% u ot 1 no 3 net - 28,9% cnyyacs.
Hamu BriepBbie BbisSIBACH S JAHHUDBIX ACTCH €AHHBIA OPraHOKOM-
niekc (Tpuaga Y3W-npu3HakoB), XapakTepH3yIouuHcs THMOME-
ramueit, crieHoMeranue U acCMMMETpHUEH HaANOUeHHHKOB, T.€.
W3MCHCHUEM PA3MEPOB OPraHoOB LCHTPAIBHON U nepHbepuucc-
KOH MMMYHHOH CHCTEMB! H PEryJHPYIOIMX HX ACSATEILHOCTH
HAAMO4YEeYHHUKOB. [03TOMY Llenbl10 HALIErO HCCIIEAOBAHUS SIBH-
JIOCh H3yYCHME HMMYHOJOTHYCCKHUX OKaszaTeneil y AcTcH pau-
HCro so3pacTa npu TM.

Ob6cnenosano 105 nereit B Bozpacte or 1 Mec. go 3 ner ¢ TM
1 25 npakTUdecKd 370poBLIX AcTeit TOro ke Bo3pacTa (KOHT-
poJibHas TpyImna) ¢ onpejenctueM GyHKUHOHANBHON aKTHBHOC-
TH neittpoduios nepudepuueckoi KPOBH MCTOAOM XEMIITIOMU-
HCCUCHUMH, CYONonyasiiMOHHOro coctaBa TUMAOLUTOB METO-
JIOM HCTIPSMOI MMMYHOQITIOOPECLICH UMK W YPOBHCH CBIBOPOTOU-
HbIX HMMyHOI‘IIO6yIIHHOB OCHOBHBbIX KJACCOB.

Bo Beex cnyuvasx y acreit ¢ TM orMeuactest cHUKeHHE (yH-
KUHOHAIBHOK "‘aKTHBHOCTH HCHTpo@u0B/MOHOUMTOB/Makpoda-
OB, T.C. ICPBOTO KJICTOYHOTO 3B€HA €CTCCTBEHHOIO MMMYHHTETA.

H3meHeHue cocTasa neprupepruieckinx TMMGOLUTOB B CTOPO-
HY KOJIMYECTBCHHOTO yMenblIetns cybnonynauni, necymnx CD3,
CD4, CD8 mapkepsl, HapyuieH1e nepBoi (asbl akTHBALKKH JTHM-
dounron (crumxenne CD71) noarsepxaaioT napyuienus T - kiie-
TOYHOrO 3BCHA HMMYHHTCTA Y JACTCH AaHHON IPybl.

Pe3koe cHukeune unena 3penuix B-knetok ua douHe noswi-
leHus PyHKLHOHAILHONW akTUBHOCTH oduiero nyna B-kicrox
(CD19, CD20), a Taioke AHCHMMYHOMIOOYIMHEMUS € ipeobna-
JAHUCM CBIBOPOTO4HOro IgM CBHACTENLCTBYIOT O HAPYLIEHUSAX
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Meouyunckas Hmmynonoeus

MEXKIECTOUHBIX B3aUMOACHCTBHI NpH HOPMHUPOBAHNK FyMOpaib-
HOTO OTBETA.

Takum obpazom, TM apnseTcs, N0-BUAUMOMY, IPOABIICHH-
€M CHCTEMHOI'0 HApYWECHHA HMMYHHOI0O rOMCOCTa3a U BTOpHY-
HOTO HMMYHOAC(HHUUHTHOrO COCTOSHUA.

PEMMCTP NEPBU4HLIX HUMMYHOREDULUTOB

Konpaparenko U.B., Cuapopenko U.B., Kapaynos A.B.,
Habuna H.H., JaTteumesa T.B., Iponeyc A.IL.,
iepouna A.10., ITamenko O.E., FOpacosa A.C.,
Kononnesa E.A., YcaueBa A.IO., Boaoros A.A.,
Kysueuosa ML.A., lMamanos E./I., Curéaryinunua
®.U., Cernuxosa H.X., Pesuuxk U.B.

Poccutickan demckas xaunuveckas 601oHuya,
Hayuno-uccredosamenvcxuti uncmumym oenickou
eesamonozuu, MMA um. M M. Ceuenosa,
Hnemumym usmamynonoeuit, 9 demerast Kiuiuyeckas
oonvHuya ust. Cnepancrkozo M3 PO, Mockaa,
JPKE M3 PT, 2. Kazanb

Beeaenne. [lepBHuHble HMMYHOLEDHIHTHLIC COCTOSHUS
(MAC) - 370 3a6oncBanus, 00yCAOBICHHDBIE HAPYWCHHEM CI10XK-
HOI'0 KacKaza peakuui, HeOOXOAUMDIX JUIS JAMMHUHALIMH dyXKe-
POAHBIX areHTOB M3 OPTraHH3Ma U Pa3BHTHA aJCKBATHLIX BOCMA-
JUTENBHBIX peakuuii. HacToTa BCTpeyaeMOCTH NEPBHYHBIX HM-
MyHoaeQuUHMTOB cocTaaser ot 1:1000 xo 1:500 0000, B 3aBu-
cumocTH oT opmbl. K HacTOsLIEMY BPEMCHH H3BECTHBI FCHETH-
ueckue Aedexrs 22 dopm nepsuunbix UJAC. [ns yuera 6omp-
HBIX MEPBHUYHLIMK UMMYHOAEQHUUHTAMU CO3AAIOTCA HALHO-
HasbHbIE PETHCTPLI. Llenn co3panms perncTpos - yuer 60bHbIX
¢ HMMYHHOH HEOCTATOYHOCTBIO, H3yUEHHE 0COBCHHOCTEI Te-
ueHua 3a0oncBaHui, CO3ZAHUC reHeTHUYCCKHX 6a3, paspaboTka
JHATHOCTHYCCKUX KPHTEPHEB H CXeM Teparniu nepsuanbix MC.
B auBape 1994 roga nauanocs co3nanne perucTpa nepBHUHbIX
ummyHoaeduuuTos Epponeiickum Obuecrsom Ummytoacdu-
unros. K 2001 roxy sapeructpuposato 8871 nawiicut ¢ pasauy-
HBIMH AcQEKTaMH MMMYHHOH cucTemMbl M3 26 ctpan Epollbl.
Hepsbtit goknan o kOMHYECTBE M pacnpeseneH i GOIbHLIX Tiep-
BryHbIME uMMyHoneduuuramu 8 CCCP Gout cpenan 8 1992 roay
JLA. Tomec n JLH. XaxanuubiM va coBewanuu sxcnepros BO3
110 NCPBHYHBIM HMMyHOIlC(l)MLlHTaM. PCFHCTp nepBHYHbIX l/lﬂ,C
CCCP Bxmouan 372 maunentos ¢ 18 pasnmuuusimu dopmamu, B
revenuc 1991-1995 rogos TeppHTOpUs CTPanbl yMCHBLIHAACE, H
MHOTHE W3 PaHee BKIIIOYEHHBIX B PErucTp GOJbHBIX OKA3alHCh
KHTEIAMH ApyruX cTpaHd. Jo 1996 rona, mauubic 0 60onbHbIX
NCPBHYHBIMU  UMMYHOAC(ULIATAMH PErHCTPHPOBAAKCL B MH-
CTHTYTE MMMYHOJIOTHH, OJIHAKO 3aTeM JTa paborta Gbuta npe-
KpaLLCHa.

Metoabr ucenegosannst. Jus c6opa ceenenuit o naumeH-
Tax co3zana noapobuas Gopma yueta 6onbHLIX ¢ ACPEKTaMU HM-
myuutera. Gopma npeacTapnsieT coboit AHarHocTHYecKHil npo-
TOKOI, BKAOYAIOWMA HHPOPMaLHIO O BO3pacTe Havasa 3abore-
BAaHUS, OCHOBHBIX KJIMHHYECKUX MPOSBACHUAX, HMMYHHbLIX H
MOJIEKYISPHO-TCHETHHECKUX fledekTax, NoaApOGHbLIC CBEACHHA O
naboparopHoM 00C/IeA0BAHUM, TEPAHH H ee 3PCKTUBHOCTH.
Gopmbl pa3ocnaHbl B 0OMACTHEIE, KPAEBbie U peclySauKaHCKHe
HEHTPBI.

Ocuosnble pesyabTarsl. B Hactosuiee spems na 6ase otje-
JICHUst KIHHHYCCKOH nMMyHonorun PIKDB, otaena usmmynorna-
tonorin HAW Jletckoit I'ematonoruu co3nan peructp 6onbHbIX
BPOXKACHHBLIMM MUMMYHOREDHLMTAMH, B KOTOPbIt BKIIOIAIOTCS
MaUHEHTb] U3 pasHbIX pernonoB Poccuu. OH npeacTasnser co-
0oit copementyio 6a3y NaHHBIX 0 GoNbLHBIX nepBHuRbIMi MJIC.

B nacrosiec Bpems peructp Briodaet B cebs 300 mauwenros,
205 u3 koTopelx 06CJIEN0OBaHbl B OTACNCHHH KIMHHUUYECKON HM-
mynonorun PIAKb, HUW Herckoit 'emaronoruu, 44 — 8 MMA
um. M.M. Ceuenosa, 27 — B Macruryte nmmyHnonoruu M3 PO u
24 - B 9 JIKB um. Cnepancxoro. Cpeau GosibHbIX, BOWEALIHX B
Poccuiickuit peructp, aedexTbl aHTUTEAONPOAYKIUMH COCTABH-
nn 53,3%, ¢ T-KNeTOYHBIMH W KOMOUHHUPOBAHHBIMH HMMYHOJIC-
GuuuTamu - 23,7%, ¢ nedektamu QarounTosa — 5%, nedexramu
xomriemenTa — 0,3%, ayTouMMYHHBIM IuMQonponudeparus-
HbIM CHIAPOMOM — 9%, NpyruMu uMmyHoaeduuuTamu — 8,5%.
JleTanbHocTb cocTaBuaa B 1enoM 12,4%. Menbluee, no cpasHe-
HH10 ¢ EBponeiickuM perncTpoM, KOMHYECTBO GOJBLHBIX C AHTH-
TCABHBIMH ACEKTAMH CBA3AHO € TCM, YTO B CTALMOHAD HANPaB-
JCTCS Masio AeTei ¢ celekTHBHLIM AeduuuToM IgA (Tak kax
GOMBIIMHCTBO H3 HUX HE HYX/AETCs B rOCnnTann3auuy). B naw
PCTUCTD BKIKYEHD! GOMBHBIE € ayTOMMMYHHBIM JTUMGONpPOSH-
deparusHbIM cunapomMom. D10 3a60NeBaHNHE OTHECEHO IKCTEp-
tamu BO3 k nepprunsiv nMMyHOAChHUITaM ToNbKO B 1998 rony,
1 B CBA3HM C 3THM HC Bowwlo B EBponeiickuii pernctp 1998 roaa.
3axmouenue. Co3gaHue PErucTpa NePBUYHEBIX HMMYHOIE(H-
UMTOB H COBPEMEHHAs MaTeMaTHyccKas 00paboTka BOWCALINX B
HETO JAHHDIX TIO3BOJIUT BBISCHUTH YAaCTOTY BCTPEYACMOCTH, CBO-
CBPCMCHHOCTDb THATHOCTHKH, OCOOCHHOCTH KIIHHHUYCCKHX MPOAB-
Aenuit v Tepanuu 6ONbHBIX ¢ MMMYHOAEHUHTamMK B Poccun.,

C Bonpocamu M NMpEANIOKCHUAMH 00PALIATLCA 10 BAPECY:
Mocxkga, 117513, Jlcuunckwuii npocuekr 117, PIAKB, otaenenuc
KIRHHYCCKOH UMMYHONIOrHH, Peructp nepsuuHbIX HMMYyHOMC-
(GULHTOB.

NOPAXEHUE KULIEYHWKA NPU OBLLENA
BAPUABE/IbHOW FMNOrAMMATNIOBYIUHEMUM:
KNWHUKA, AUATHOCTUKA, JTIEYEHUE

Mapdenos A.U., Kpymce JI.LM., I'yakosa P.B.

Lenmpanenblii Hay4HO-UCCA008AMENbCKUL UNCIUMYM
cacmposumepoaocuu Kovumema 30pasooxpanenus
2.Mockeu, Poccus

Obuwas BapnabenbHas runorammarnoGynunemus (OBIT) -
3a0onesanue, o0yC0BICHHOC HAPYWICHHEM TYMOPAJILHOTO HM-
MYHHTETA, NPOABAAIOLICECH B CHUKCHHH MTPORYKLIHH HMMYHO-
rnobyanHOB OCHOBHBIX KiaccoB (A, M, G) 1 BbIpaGOTKH aHTH-
Ten, Oxono 60% 6onpeix OBIT nMer0T Te WK HHblE HApyLIC-
HHS CO CTOPOHBI OPraHoB MULICBAPEHHUS.

Iens paboTei-u3yunTs ocobennocTn Tevenns OBIT npu
[1aTOJIOTMHYCCKUX HApYUIeHUAX QYHKIMHA KUILEYHHKa.

Marepuan u metoabt: obcnenosano 18 Gonsueix OBIT. YV
8-mu - 3aboneBaHHC HauanoCh B ACTCKOM BO3PACTIC, Y OCTalb-
ueix - nocne 20 net. IlpoBoannocs obiuekaunrueckoe obene-
JI0BaHUC, MOP(DOIOrHUECKOE H3YUCHUC CAU3NCTON 000I0UKHH
12-nepeThoit u Tonkol kumki. ONPEACTINCE B CBIBOPOTKE
KpoBH: codcpxanue obiuero Heinka, Gppakuun rammarnobyiu-
HOB, KOHUECHTpauns MMMyHornobynuHos kinaccos A, M, G, co-
Aepxanue B-TMMQOUMTOB, TUTPBI AHTUTEN K OBaALOYMHHY H
Obrubemy ceiBopotouHomy ansbymuny (BCA). Knunuuexu 3a-
0oJieBaHHE XAPAKTECPH30BATOCH NOBTOPHBIMU GAKTEPHALHBI-
MH MHQEKUUAMH (XpOHUYecKUHl GPOHXHT,ITHEBMOHUA, OTHTHI,
[IHETIOHCQPHT, afHeKCHT, bypyHKye3). Y Beex o6c/1e10BaHHbIX
GonbHbix Habmonanacs anapes ¢ noaudexanueii u crearope-
Cil, CONpOBOXKAABIIAACA TSKEJIBIM CHHAPOMOM HAapyLIEHHOTO
scaceiBanua 11 unu 111 crenenu TaxecTu (noteps mMaccel Tena,
CHMITOMBI MOJIMTHIOBUTAMHHO34, MPU3HAKH GENKOBOI Heog0-
CTATOYHOCTH, ACQHUIMTA KalUA H KAJILLUKA B OPraHHU3Me, JHC-
(QyHKUMA 3HIOKPHHHOI cucTeMbl, aHemus). B 50% cnyuaes
ormedancs NaMO11o3. Y GONBHEIX ¢ Havanom 3a6ojeBaHus B
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ACTCKOM BO3PACTC HaONIIOAAI0Ch PE3Koe OTCTaBaHHe B pu3u-
4yCCKOM passuTHH. [1pu 3nnockonnucckoM uecienosauun y 10
CONBLHBLIX BLIABJIAJICA aTPOPUUCCKU racTpUT. XapaKTepHbIM
CUMNOTOMOM ABJIANIACH  Y3CHKOBas JUM(OUAHAS THICPMIAZHA
(YJIT"), BeisBIsicMas ¢ 3aJyKOBHUYHOTO OTAcHa 12-nepctHoi
kumki. YJITT Habniojanace It HpH PCHTICHONOTHYECKOM Heehe-
AoBaHuU. THNHUHBIMH MOP(OIOrHYCCKUMIT TPH3HAKAMH  sB-
JSUTHCDL! PC3KOE YMEHLLICHHC MIA3MATHYCCKHX KJICTOK B cOO-
CTBCHHOIT IIIACTUHKC CAMIHCTON 000JI0UKH TOHKOH KHIWIKK M
CKOMICHHE NHMMDOUIHBLIX KAeTOK B BiIC (OssIKYN0B. B CLIBO-
poTKE KPOBH, HapAly C TMIOMpOTCHHCMUCH, Habmoxanoch
pe3koe cHMxeHue rammarnoOynuuos (o1 11 xo 16%). Mmy-
HOTIOOYIHHOB BCCX TPEX OCHOBHBIX kiaccos G, M it A, B-iium-
dounuton. Anrturena kK opaibOymuuy u BCA onpencisiucs B
HU3KHX TuTpax. Tepams Oonbuuix OBI'T Briniouana neucHue
XPOIHUCCKON AHapeH, TPOTHBOAAMOIHO3HBIC IPCAAPATLI, KOP-
PCKILHIO MCTADOMIUCCKHX HAPYLWICHHIT, CHCMECHUHDBIC KYPCbl
3aMCCTHTENbHOIT Teparniui HMMYHOMTOOYTHHOM WK FraMMa-Iy10-
OyJIMHOM, NCUYCHHC COMYTCTBYIOIHX BOCIAJHTCIbLHBIX OYAroB
B APYTHX OpTaHax.

WHOEKLUMOHHBIE NPOABNAEHUS NEPBUYHBIX
WMMYHOLE®ULIUTOB

Mamenko O.E., Kyznenosa M.A., FOpacosa A.C.,
Cunopenko U.B., [Mamanos E./., Pesnuk U.B.,
Konaparenxo U.B.

Hayuno-uccredosamensekuid uncmumym 0emceroi
eemamonoauu M3 P®D, Poccutickas Jemckas
Knaunuueckas bonvruya, MMA un. Ceuenosa MU,
Mockea, Poccus

Beegenue. HapyuieHus npoTuBoHHpEKUHOHIOH pe3HCTCH-
THOCTH Pa3sBHUBAIOTCS MPH BCCX M3BCCTHBLIX B HACTOSIUCE Bpe-
M EPBUYHBIX HMMMYyHOASDHIUTAX H BO MHOrOM 06yciosnu-
BAKOT TKECTh TCUCHHA H IIPOIHO3 OCHOBHOTO 3aboncBanust. [lpu
KOMOMHHPOBAHHBIX HMMYHOAC(HHUHTAX, TAKMX KAK TRHeas
KOMOUHHPOBaHHas HMMYHHas Hepoctarousocts (TKHH), 06-
was BapuabensbHas UMMYyHHas Hepocratounocts (OBUH), ru-
nep-M cunapom, curapom Buckorra-Onapuua (CBO), arak-
cus-teaeanruskrasus (A-T), cuupom HuiiMeren, BcaeacTBHe
HapyIIEHHs 3alMUTBI OT BHC- M BHYTPHIICTOYHBIX MHKPOOpI'a-
HU3MOB, PA3BHUBAIOTCA TsDKETIBIE, PAHO MAaHH(CCTHPYIOWHE UH-
(EKUMOHHBIE TIPOSBACHUS C LIHPOKUM ITHOTOTHUCCKHM ClIEK-
TPOM, BKIKYAIOWMM OaKTEPHUH, BUPYCHI, TPUOBI U yCIOBHOMA-
TOrcHHYI0 Quiopy. Y GOJNLHBIX ¢ gedeKTaMy NPOAYKUHH aHTH-
ten (X-cuennexHas aramarmnoOynudemus — X-A'T) npeo6na-
AAarT HH(i)CKLlHl/(, BBI3BAHHBIC BHCKJIECTOYHBIMHU MHKPOOPraHus-
MaMH (KOKKH, IPaMM-TTOJIOKHUTCALHLIE H CPAMM-OTPHLATE b~
HBIC ANIOYKH), FHTEpoBUpYycami. [1py ayTtonmmynsom mumdorn-
postihepaTUBHOM CHHAPOMC HH(PEKUHOHHBIC IPOLCCCH PA3BH-
BAIOTCA, NPEUMYIIECTBEHHO, Ha doue HeiiTponenunn. Jas na-
LHCHTOB ¢ AiedexTamMu GarolMTo3a XapakTepHLI FHOliIbIE abc-
LUCAMPYIOWHCE HHPEKUMH KOXKH, MOJKOKHON KJICTYATKH W na-
PCHXHMATO3HBLIX OPraHOB, BLI3BAHHLIE TPOAYUHPYIOUMMH K-
Tanasy OakTepHsIMH U rpubaMu.

Meroubl HCCJeI0BaHUA. AHanu3 AaHHbIX pa3paboTaHHbIX
Hamu (GopM perucTpa GOJLHBIX ¢ MEPBHUHBIMH UMMYHOACHH-
UATAMH, MHKPOOHOIOTHUECKOC HCCAE0BAHME (IIOPbI M3 O4ArOB
uHdexuun.

CobcrBennble pe3yibrarbl. HaMu npoaHann3upoBaHa HH-
bexunonnas 3abonesacmocts 232 nauueHrtos ¢ 10 popmamu
nepsryHbIX UMMYHOAChULMTOB (206 neTelt 1 20 B3pocnbix). Ya-
CTOTa MH(CKLUMOHHBIX ApOsBIcHUil cocTasuna 70%-100% npu
pazanuubix hopmax ummyHoneduuntos. B 60-65% ciyyacs

HIpEKUMH ObUIM TEPBLIMH KIHHMYECKHMH [POABICHUAMH OC-
HoBIIOrO 3a00NeBaHNS.

Y nath uabmonaemsix HamMu Gonwleix TKUH ormeudanocs
MOPAKEHUC KOXKH H CIAH3HCTHIX TPUOKOBOM U BUPYCHOIT 3THONO-
THH, HH]EKUHK OPOHXONETOUHONH CHCTCMBI (B TOM 4MCie, Ui
TCPCTHIHANLHAS THCBMOHUS), Ts#esbIc dJHTepoKkonuTel. [Topa-
Kenue nerkux nabmopanocs y Beex 49 nawientos ¢ OBUH uy
11 13 Hux conpopoxaaioch POPMUPOBAHUCM GPOHXOIKTAZ0B,
y MOJIOBUHBI MALUCHTOB OTMEUANKHCEH HHCKUHIT KOXKH W CHH3HC-
TBIX CMEIIAHHON 3THONOIHH, IHTEPOKONUTBL. Y BObHBIX C CHH-
npomoM Hulimeren nudekuun 6pouxonerounoi CHCTEMbI, BbI3-
BaHHBIE DakTepHanbHoOi (uopoi, rpHbKOBLIC ¥ BUPYCHbBIC 110-
PWOKCHHS KOXH oTMeuanch Y 9 n3 11 GonbHbix. Pexe nabniona-
JIHCL DHTEPOKOJIUT, THOHHBIH NHM(aaeHUT, MUKOOaKTepHab-
Hast HHQCKUHA, THOMHBIT MCHHHINT. Y Beex GONLHBIX € rHep-
M cunapomom (13 nauuenToB) nadmonanocs nopaxenue JIOP-
OpranoB, OPOHXOMCTOUHON CHCTEMBI H CAH3UCTLIX, ¥ | HirTep-
CTHUMAJILHAA MHEBMOHHS, Y 4 TyOCPKyJC3 ICIKHX, y 5 KaHAHAO03
CIM3HCTBIX, Y 8 JHTCPOKOIHT, y | Hecneunduyeckuit si3BCHHBL
KOJUHT H CKAepOo3Hpyrownit xoaaHrut. Ha Qoue Helitponenuit
pa3BUBAHCE A0CUEAHPYIOLWHIT NAPATPOKTHT, QYpYHKYNC3, THOH-
Hblii niMbageHut. Y seex HabnogacMeix Hamu nauuenTos ¢ CBO
(11) oTMeyanoch MOpa}CHUE KOKH M CAM3HCTHIX TPUOKOBOI U
BHPYCHO# dTHONOTHH, HHbekumnn JIOP-opraHos — y 9, nuesmo-
HiH ~ y 6. [oBbIlIEHHAsA CKIOHROCTE K HHOCKLMIM Y GONLHBLIX
¢ A-T ormeyanace y 10 u3 22. Han6osce wacTeiMu ObL1H HH(CK-
LMK PCCUPATOPHOrO TPAKTA.

Hamu nabionanocs 45 GonbHLIX ¢ aramMariofynuHeMueH
(43 — ¢ X-AIT u 2 - co cnopaauucckoit AI'T). V Bcex oTmeua-
anco undexumy JJIOP-opranos u nerkux, DHTCPOKOANT Habilio-
nanca y 10 60NbHLIX, MEHHHTUT Y 7, MHQCKUAH IHTEPOBUPYC-
HOH 2THOAOIHHU: DHUEANUT y 4, CKIIepeIeMa U JePMATOMHO3H~
TOMNOAOGHBIH CUHAPOM y 2.

HMudexnnonusie pouccest npu AJITC passusanuch Ha poue
Helrponennit —y 15 u3 27 Gonbuwix. [peobnananu Gaxrepu-
albHBIC MHPEKIHMH KOKH U ciu3ncToiX, JIOP-0prados u nerkux.

Cpenu HaOnonaButxes Hamu 12 nanmentos ¢ XI'B undek-
UUH KOXH OTMeHanuch y 7 (QypyHKyaessl U (sierMoHbl), THOM-
uple TUMQaJEHUTsl Y 8, AeCTPYyKTHUBHDIC MHEBMOHHMK y 8, abc-
uecchl nedeHH y 3, MuxobakTepuanbHas unekuus y 7 Gonb-
HDIX.

Jleuenue uHpexUNt BKIIOYANTO 3aMECTHTCNLHYIO TEpa-
MHIO0 BHYTPUBEHHBIM UMMYHOTrN0OynuHoM (400 Mr/Kr Macchl
Tena | pa3 B Mecsn), NpouIakTHUECKYIO auTHOaKTEpHab-
HYI0 TCPANUIO TPUMETONPHM-CYIbHOMETOKCA30I0M B 103¢€ 5-
8 MI/Kr no TpumMeTonmpumy. I1pn BBISBICHUH XPOHHYECKHMX
o4yaros HH(beKL[l/IH TIpUMEHsANAChH KOMGHHRIIHH TPUMETONIPHM-
cynsdomeTokcazona ¢ gropxuHononamu. [Ipu ocTpom Teue-
HUM GaKkTepHanbHbIX HHGCKUMA TPOBOAMAOCHL 2-3 ABYXHe-
ACNbHBIX Kypca NapeHTepanbHbIX aHTHOHOTHKOB (CoYeTaHnE
MOIyCHHTETHYCCKUX MEHULMIUIHHOB MK UchanocnopuHoOB
C aMHHOTNIHMKO3HAAMHU U/HIN (TOPXHHONOHAMHU) B MaKCH-
MajibHbIX BO3PACTHBIX LO3HPOBKaX, NPOTHBOrpUBKOBas H
NPOTHBOBUPYCHAA Tepamnus MO [oKa3zaHusaMm. [IpuMeHcHuc
BLIIICYKA3aHHON TCpPamMH MO3BOJISNIO KyNHPOBATh OCTPbIE
MHQEKUHOHHBIC Npouccchl y BCCX GONBHBIX U CHU3HTD Yac-
ToTy obocTpenuil B 2,5-3 pasa.

3akawyenne. Paznuunsie undexkunu IBASIOTCH OCHOB-
HLIMH NIPOSABJIEHHAMHU HCPBHYHBIX UMMYyHOACHHUHTOB. B ne-
creayeMOi rpynie oHM BulsiBIsiuCh ¥ 85% GonbHbIX U OT-
JUYAJUCh TAXKCNBIM, JIHTCAbHBIM, PELUHAUBHPYIOLUIHM, pe-
3UCTEHTHBIM K Tepanuu TeyeHueM. BoicokorpdexTusHoit
ABNIAETCA MHTCHCHBHAA aHTHOAKTEpHanbHAs M aJCcKBaTHASA
3aMCCTUTCAbHAS TEPANUA BUYTPHBCHHBIM UMMYHOMIO0YNH-
HOM.
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Meouyuncrkaa Hmmynonoaus

YACTOTA BCTPEYAEMOCTU CEJIEKTUBHOIO
BEOULUTA UMMYHOTNIOBYJIMHA A CPEQU
OETCKOro W B3POCNOro HACENEHUA
CTABPOMONbCKOrO KPAA

Pakuruua EJL, Tutapenko A.H., llepéakosa b.B.,
Byerckas A.A.

Kpaeeou kaunuueckuil ouaznocmuveckuil yeump, Cmas-
ponois,
Cmpaxosasi komnanus PECO apanmus, Mocksa, Poccus

HMmyHogedHunT mpeacTaBnset cob00H CHUKEHHE CoICpAkKa-
HHA U QYHKUHOHAJILHO! aKTHBHOCTH OCHOBHBIX KOMITOHCHTOB
MMMYHHOH CHCTEMBI, UTO BEAET K HApPYLUCHHIO 3all[MTHl Opra-
HU3Ma 0T MHUKpPODOB U POSIBIIAETCS CHUKCHHEM IPOTHBOHH(EK-
LIMOHHOH U MPOTHBOOMYXOJEBOH 3alMThI.

B HacToslIce BpeMs NPHHATO AEAUTh MMMYHOACHHLMTHI Ha
nepsudHbie W BTOpHuHble. [Tepeuanbie uMmynogeduumte (ITHJ1)
npeAcTaBnsioT co00ii Bpoxk/ACHHBIC HAPYLICHH HMMYHHOH CHC-
TEMbI, CBSI3AHHBIE C rEHCTHUECKUMHU Jle(peKTaMH OHOTO HIH He-
CKOMBLKHX KOMITOHEHTOB MMMYHHOH CHCTEMBl: (DaKTOpOB ecTe-
CTBEHHOH PE3HCTEHTHOCTH, F'YMOPaJIbHOIO HIIH KJIETOUHOTO 3BE-
HLEB UMMYHHTeTa. B nuteparype onucano oxosio 80 pasjmubixX
[T/, ans 20 U3 HUX UASHTU(ULUHPOBAHBI ICHHLIE JC(CKTbI.
OGueit yeproit Becex Bunos 1M/ siBngeTca HanHYHE PELHIHBH-
PYIOWHX, XPOHUYECKHX HHPEKUMH, NOPAXAIOUHX Pa3NHulbIC
OpraHbl M TKaHH, 4, KAK MPABHIIO, BBI3LIBAEMbIX OTHIIOPTYHHCTH-
YECKHMH HJIM YCIIOBHO-ITaTOr€HHBIMH MHKPOOPraHH3MAMH.

Bropuunsic ummynoneduuurueie cocrosuus (BUJC) - na-
pyLIEHHS HMMYHHOI CHCTEMbI, Pa3BHBAOLINECS B MO3AHEM [10-
CTHATAIBHOM NEPHOAC MIIHM Y B3POCIBIX U HE SABAAIOIHECT Pe-
3ysibTaToM reHeTnacckux aedexros. Cpemu B3pOCIbIX BbLACIC-
Hbl 3 GopMbl: npuolpeTeHHas, HHAYLMPOBAHHAs, CIIOHTANHHAS.
TIpu BTOpHHUHBIX UMMYHOACOHUMTAX HapylaeTces PyHKLMs pa3-
JIMYHBIX 3BEHLCB HMMYHHOM cicTeMbl. Kitnunueckyt OH1 nposs-
JSAI0TCA MHPEKIHOHHBIM, aJIEpPTHUCCKHM, nTumdonponudepa-
THBHBIM M @Yy TOMMMYHHBIMH CHHJPOMaMH.

[TH]T - 370 OTHOCHTENBHO PEAKHE 3a00NEBaHMA: 10 JIHTCPATYP-
HBIM JAHHBIM MX YacToTa cocTaBnser B cpeanem 1: 25000 - 1:
100000. UckimioueHnem aBiIseTCH CelekTHBHBIL IgA-neduuur,
BcTpevarotiiics ¢ wacrotoit 1:500 - 1:700. On xapakrepusyercs
3HAUHUTCABHLIM KIHHHUECKUM MOAMMOP(U3IMOM, HAUHHAA CO CITy-
vaiiHO BBISBAACMON Ta00PaTOPHOI HAXOAKH, A0 TAKEbIX auiep-
FHYECKHX [IPOLIECCOB - TaKHe OOJIBHBIE BLIABIIAIOTCH CPC/M CTpa-
Jarolux OpoHXHaIbLHOH acTMOi, AnGQyY3HbBIM HECHpOACPMHTOM,
NOJTMHO30M M Ay TOMMMYHHBIMH 3260JIEBAHHAMHU: CKICPOLCPMHUS,
PEBMATON/IHbIH apTPHT, ay TOMMMYHHBIH renartut. Hapywennst nipo-
THBOMH(DEKLMOHHOIT 3AIUTHI Y 3THX NMALMEHTOB MOTYT BBIDUIKATh-
Csl IOBTOPHBIMH PECMUPATOPHBEIMK BUPYCHBIMU 3a00IICBAHHSAMH,
6ponxuramu, raitmopuramu. Takne GonbHBIC MOTYT BCTPEUATHCS B
KaTeropuu TaK Ha3blBACMbIX “4acTo Ooseroumx.”

Leab u 3agaun. Lensio Haweit paboTsl ABUJICA aHANIH3 YPOB-
HA [gA y nmauucHTOB, 06CICA0BAHHBIX B HMMYHOIOTHYCCKOM
naboparopun KpaeBoro KIMHHUECKOro IHarHOCTHYECKOTO LicH-
Tpa ¢ pa3NuyHON KIIMHHYECKOH MaToNorHeil.

Marepunansl u metoan! . Boino obenenorano 10865 nauuen-
TOB, NposHBatoLLux B I. CraBporione 1 CTaBpol1o/ibCKOM Kpae B BO3-
pacte ot 1 roga 1o 80 ner; B 1998 romy 4119, 8 1999 - 3339, 5 2000 -
3407 yenosex. M3 Hux peteii B Bospacte ot | ropa 1o 16 ser - 3583,
B 1998 rony - 1370, B 1999 - 1059, 82000 - 1154. Yposers ummyHO-
moOyJIMHOB B CBIBOPOTKE OLCHHUBATH O METoAy MaHuHHY ¢ romo-
LI MOHOCHELH(PUUSCKUX aHTHTCH TIPOTHB UMMYHOTOOYAHHOB
uesnioBeka kacca A,M,G, M3roToBneHHbIX Ha NPEAIPHITHH M0 MPo-
u3BO/CTBY DakTepHanbHBIX Npenaparos (Hwkunii Hosropon).

PesynibTatsi. JlaGopaTopHbIM KpuTeprHeM AHArHOCTHKH Ceslek-
THBHOTO AculnTa IgA siBnsercs cHnkerue ero ypostsi (<0,1 mr/

MJI) Y TTAUMEHTOB cTapiue | roja npH HOPMaabHOM COAEPKAHHU
CHIBOPOTOYHBIX UMMYHOMIOOYJIHHOB JIPYT'HX KJIACCOB U OTCY TCTBHS
KnuHHueckux npusHakos Apyrux ITHJL. 3a 3 roza cpeau obcne-
JOBAHHbBIX MALUEHTOB B KpacBOM KIHHHYECKOM JMArHOCTHYEC-
KOM L{€HTpe CeNeKTHBHBIH MMMYHOMIOOYAHHA A ObUl BBISBICH Y
124 nauucuros, u3 Hux y 89 neteit u 35 B3pocneix. B 1998 roay ¢
CeNIeKTHBHBIM HMMYyHOAe(hHUIMTOM [gA ObINIO BRISBICHO BCETO 49
yenosek, U3 HUx acrei 40, B 1999 roay - Bcero 31 yenosek , U3
tnx aereii 21, B 2000 rony - Bcero 44 yenoBeka, 3 HAX aeTel 28.

Cpeau BONLHBIX ACTCKOTO BO3pacTa Npeolnajana rpynna na-
LIMCHTOB € Pa3uiYHbIMHI 3a001€BaHUAMH, OCHOBOH KOTOPBIX ABIIA-
I0TCSl TC MJIH HHbIE COYETAHUST HMMYHOMATONOrHYECKUX MpoLiec-
cos. Bee jietd MMeN# KIMHHYECKMH CHMITTOMOKOMIUICKC HMMYH-
HOH HEIOCTAaTOUHOCTH B BUJIC HAPYILICHHH NPOTHBOHH(CKUHOHHOM
3QUIMTbI KOTOPBI  XapaKTEPH30BAICs KIMHHYECKH MTOBTOPHBIMU
HHQCKLL 1 MU BHpYCHO#M, OakTepHaNbHOM, rpUOKOBOIi 3THOMOIHH.
Annepr | IeCKHe Npouecchl MPOTCKAIM B BHAC KOXKHBIX, pECIUpa-
TOPHBIX if cMewanHbIX Gopm. Cpeny B3pocbiX MNALKMEHTOB BEAY-
UMM ABIsICA HH(EKUMOHHLIT cuHapoM. Kimen MecTo # ayToUM-
MYHHBI CHHPOM B BHAC OPraHOCTELH(PHUYECKUX H CHCTEMHBIX
dopm. Mudexunonuslit cuuapom otmeuancs y 48 aereit n 22 B3poc-
NbIX, auteprudeckuit y 18 u 5 coorsercTBeHHo. C nopaxcHHeM
XKCITYLOUHO-KHIIEYHOrO TPaKTa ObUIO BbISBACHO 2 B3POCIbIX MALH-
cHTa. Y 2-x AeTeil oTMevasiack TOTaslbHas asoneuns, | peOcrox
crpajan smuercueil. C peBMaToOMAHbIM APTPHUTOM CEIEKTHBIIbLA
nedbuumt IgA Obin BeissreH y 6 aeteil U 3 B3pochbIx, 2 B3pOCIbIX
NalHCHTa HMETH CHCTEMHYIO KPACHYHO BOJIYAHKY.

BriBoabi. Takum 06pa3oM 4acTOTa BCTPCUAEMOCTH CEJNEK-
THBHOTO AeduuuTa IgA cpean obcnexopantblx nauueHTos Cras-
pononbckoro kpas cocrasngeT 1:100, yTo HECKONBLKO BbIILE JIH-
TepaTypHbIX AaHHBIX. BeposTHo, 310 cBA3aHO ¢ Tem, 4To obcne-
JOBAIHE TIPOBOAMIIOCD Y JIHLL, OOPATHBIUMXCS K Bpady WITH Haxo-
JIMBILHXCA Ha CTALMOHAPHOM JICYEHUH, T.€. UMEIOLIHX Pa3jHu-
HYI0 NaToyioruio. bosee BLICOKYIO TpyIIly ¢ CCIEKTUBHBIM HM-
MYHOICHUIHMTOM COCTABAAIOT AeTH - 2.4%, cpeau oOcienoBaH-
HBIX B3pOCAbIX 3Ta rpynmna coctasuna 0.5%.

Cpenu nulL C BBIABIEHHBIM CCIACKTHBHBIM AeduunTom IgA
npeo0aaloT NalCHThl ¢ HHPEKIHOHHBIM cHrpomom: 38% co-
CTaBAAIOT AcTH ¥ 17% B3pociible, 3aTeM UACT FPyNNa MauHeHToB
¢ ajmieprudcckum cunapomom: 15% netu u 4% s3pocasie.

C apyro#t knuHUUECKOH marosoruci (asoneuneit, pesmaro-
HAHBbIM apTpuToM, 3nunencueil, CKB) cenektuBHblil nedpuunt
IgA oTMeuaeTcs B €IMHHYHBIX CIIy4asiX H MPOSBISLCTCS B OCHOB-
HOM 4HacCTbLIMH OCTPBLIMH PCCNUPATOPHLIMU BHPYCHBIMH 3abone-
BAHUAMH.

MEPBbIA ONbIT MPEHATANILHON QUATHOCTUKU
NEPBUYHLIX UMMYHOREDULUTOB (NK1A)

Pesnuk U.b., Kononuiesa E.A., Kysnenosa M.A,,
Mamanos E.J., boaoros A.A., Bepranna H.JL.,
Teepckaa C.M., Esrpagos O.H., Konaparenxko U.B.

HUHU demckoti cemamonocuu M3 Poccu,
Mockea, Poccus

Beenenne. OOHUM M3 HENOCPEACTBEHHBIX MPAKTHYECKUX pe-
3yNbTATOR U3YUEHHS MONEKYNAPHLIX ¥ KJIETOUHBIX MEXaHH3MOB
passuTis [TM]] aBnsieTcd BO3MOKHOCTE ZOPOLOBOIH AHATHOCTHKH,

MeTo/1bI: NPOBCJACHO 4 MpeHaTanbHble AMATHOCTHKH Y Gostb-
HBIX, B CCMBAX KOTOPBIX OTMEUaJMCh C/y4aH AHArHOCTHPOBAH-
HbIX HAK nogo3pesaembix [1HJ1. Henonb3oBansl metoas npsimo-
ro MytauuMoHHoro ananuza (reuvl NBSI, IL2RG, BTK, TNFSFS,
CYBB), Henpsimoro MoneKyaspHoreHeTHYeckoro aHanu3a (VNTR,
MapKepsbl accouunpoBanubie ¢ ATM), cuHTe3a PagHOPE3HCTEHT-
noit JIHK (RDS) u ananuza paHAOMU3HPOBAHHOH HHAKTHBALHU
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llamoeenes u duasnocmuxa umasynonamono2uyeckux cocmosuuil. Ummynodeduyumer

X-xpomocoms! (8 HCT) KICTOK XOPHOHA W/HIK AMHHOTHYCCKOH
#uakoctH. Cpoku auarnoctiku o 18 Heaens recraunu.

Pesynpraror: Ciryuait | 13 cempM, B KOTOpO# paHee Obin anar-
HOCTHPOBAH Ci1y4ai cunipoma HulimercH. BriseieHa oiHa annens ¢
myTauueit 657delS. Cryuaii 2, arakcus-rencanruokrasust (A-T) y
cubuunra. MyTanun y poanreneit HenssectHbl, VNTR BuliBUa Ie-
TCPO3UTOTHOCTD H04a N0 MyTHpoBaHHOMY rexy 4TM. Crydaii 3 u3
ceMbi orsroweHnol o A-T, JIHK GonbHeix 1e Obind A0CTYIHDL.
Ananus RDS nokasan HOpManbHbIC PE3yabTarTsl (yHHBEPCHTCT Dpas-
myc¢, Hunepnauner). Cnyuail 4 u3 cembH, € nojo3peHHeM Ha X-cuel-
aennoro L (>90%). Inoa myxcekoro nona. 1po6ul poautemieii v
smOpuonanbHoit JHK Obinn ucencnosanst Hamu (ren BTK, HCT), B
yHusepcutete Amcrepaama, Hunepnanw (rew CYBB) n yunsepen-
tere bpeumu, Mranus (reuut WASP, TNFSES n IL2RG). Myrauus B
IL2RG noxyce 6bl1a 00HapysKCHA Y MAMBL H OTCYTCTBOBAJIA Y [LIO/A,
Bo Beex cayuvasx 6uina Jana PeKOMCHIALIHS HE ITPCPLIBATL OCPEMCH-
HoCTh. B cembax 1, 2 1 4 pomnuce 300poBbic aeTH, 8 cembe 3 y
pedeHKa B TeYcHHE 6 MCCSLIECB COXPAHSIICA BBICOKHIT yposetis AFP,
10CTIE YETO OH BbIlas U3 HabmoaeHus.

BuiBoab!: (1) MonexyaspHbIC [IOAXOAbI K NPEATAABLHOIM K-
ardocruke ITMJ] kak npasuno naoT ogHo3HauHblil oTBCT; (2)
JAMarHOCTHKA BO3MOXKHA TONBKO B CIyHasX €CJH B CCMbSX €CTh
(Obitnn) Oonbnbic ITHJL; (3) MonexyaspHblil Auario3, nocTaBieH-
HLIH y MepBOro 6OMLHONO B CCMbE 3HAYHTENLHO 0fCrvacT 10-
POIOBYIO IHATHOCTHKY.

Buaropapuoctu: npod. JL.I.Kopkunoit, JI.J{. Horapaiskeno,
JI.Poocy, H.I'Macnepcey ¢ cotpynnuxamu.

OnbIT NPUMEHEHUS BHYTPUBEHHOIO
UMMYHOTJIOBY/IMHA (OKTAFTAMA™)
NPU NEPBUYHLIX UMMYHOAEPULIUTAX

Cupopeuxo HU.B., Konaparenxo U.B.,
Ky3unenosa M.A., [lamanos EJ1., Bonoros A.A
Ycauea A.10., Kononnesa E.A., Pesnuxk U.B.

bl

Poccutickas deinckast kKnitHuueckas HoabHiya,
Hayuno-uccnedosamensckul uncmumym demcroii
cemamonocuu, MMA um. M.H. Ceuenoaa,

Mockea, Poccus

Bpeaenue. 3amecTHTCNbHAS TEPAITHS BHY TPHBCHHBIM HMMY-
nomioOynuuoM (BBUI) sasnscTes 06a3aTe/bHBIM KOMIIOHCHTOM
MCPBHUHBIX HMMYHOACPHUMTHTEIX coctosnuii (1J1C), conpo-
BOXIAIOUIMXCA HAPYIIEHHAMH AHTHTCIONPOPAYKUMH, [l03blI
BBUI, npumensemble A1s 3aMECTHTCIILHOM TEpalini COCTABIS-
101 200-400 mr/kr mMaccst Tena Gonbroro. Iperpaticdysuonnnsii
yposetib IgG B CLIBOPOTKE KPOBH MALHERTOB € araMMariodyu-
HeMHUCH nokeH OoiTh e Menee 400 M/t Hpu passurui ayTo-
HMMYHHbIX OCTOKHCHHIT Y GonbHbIX ¢ nepsnunbimd MJC noka-
38HO MPOBCACHHC BBICOKOA030BOM (1-2 r/Kkr maccwl Tena) Tepa-
IHH UMMYHOTTIOOYTHEOM, Takas sk¢ CXCMa HPHMCHSCTCS B CITy-
YA€ PasBHTHS DHTCPOBUPYCHOTO 3Huedanura,

Meroant ueciiepoBanus. Hamit i3ydcn 10- jetnnit onwir
NPHMCHCHUS PasaHuHbix pexxumos repanuit BBUI y 6onpHuix ¢
NCPBHUHBIMU HMMYHOACQHUIHTAMH, HaOMOAABIIUXCS ¢ OTACIC-
Hith kKnuHudeckoit ummynonorun PAKDE 1 kadenpe xnunmyec-
KO uMMyHonoruu MMA um. U.M. Ceycrosa. B kaueeTse BiyT-
pHBCHIIOrO HMMYHOIOOYNHHA Henodb3oBasies npenapat OKTA-
FAM™, npoussoncrsa Gpupmer Oxradapama, [ sciiuapus.

Ocnosibie pesyabrarst. 3a nepioa ¢ 1992 uo 2002 roaw 3ame-
crurenviyto tepannio BBUI noayuanu 45 Gonsnnix ¢ X-cucinen-
HOH arammarsiobymuncemueit (X-ATT), 49 Gonbhbix ¢ 0dwcii Bapia-
GesbUOH HMMYHHOM HCLOCTATOMHOCTLIO, |3 - ¢ runep IgM cunppo-
moM, 10 - ¢ cungpomom Hudimererr, 10 ¢ cunponstom Buckorra-
Onapnua n 2 60AbHBIX ¢ ayTORMMYHHBIM JHM(OUPOH(EpaTIE-

HpiM cunapomom (AJITIC). IMauuentam ¢ cunapomom Buckorra-
Osipuua 3aMeCTHTELHAS TEPANHA HA3HAYANIACH HE3ABHCHMO OT KOH-
UCHTPAUHH ChIBOPOTOMHBIX UMMYHONIOOYIMHOB, TaK KaK IpH 3TOM
3a00/ICBaHHH CTPAAAET MPORYKUMsi crienuduyeckux antiren. Tpu
AJIIIC BBUTI" nonyuanu GO/bHBIC €O 3HAYUTEIBLHBIM CHHKEHHEM
KOHIIEHTPAUUH CLIBOPOTOMHBIX HMMYyHOMIoOynuHoB. BBUI B xaue-
CTBC [OMIEPKUBAIOICH Tepanuu BBoauacs B no3ax 200-400 mr/kr
ostHoKpaTHo 1 pa3 B 3-4 vepenu. CkopocTs BBesieHHs coctasnsna 20
Karesib B MURYTY. [pi Takom pesxnMe BBeeHHs TOOOUHBIE peakiin
B BHJIC 03000 M NOBBILICHHS TEMIICPATYPb PA3BHBATHCE Kpaiite
peaxo n coctasuau He donee 1% cnyuacs. [Ipensaputenstioe (3a 20-
30 MuUHYT J0 HAUANA BBCACHHUS HMMYHOIMOOYIMHA) BBEAEHUE HHIH-
OHTOPOB NPOCTAMIAHAHHOB NO3BOMSUIO W30EKATL NOGOUHBIX PEaK-
1. Y Beex OonbHbLIX Ha (JOHEC PerysIsipHOL 3aMeCTHTCNLHOM Tepa-
TTHH OTMCYAIOCEH 3HAYHTC/ILHOC YAYUILCHHC COCTOSHHSA, BbIPAKAB-
LIECCA B IOCTHHKCHMH PEMHCCHH U YMEHBLICHHH YacTOThi 000CTpe-
HItH MHCKLUHOHIIBIX 1 Ay TOMMMYHIBIX (APTPHT, 2y TOUMMYHHBIE 1iH-
TOIICHHH, HECMEUCPUUECKUH A3BCHHBII KOMUT, HEQPHT) OCNOXKHE-
Huil nMmyHozedrumTa. Tp 9T0M, NOAAEPKUBATL MPETPAHCY3H-
ouHpli yposens 1gG 400 Mr/an ynasanocs TOJIBKO B Cilyyae OpoBe-
JeHus Teparuu HacknucHns (300-400 mr/xr macest Tena | pas B 5-7
JHCH B TCYEHHE 3 HEAEND) C TTOCACAYIOLEH HOIEPKUBAIOLLCH Tepa-
nueii B gosc 400 mr/xr 1 pas 8 4 negenu,

Bricokoao3osas tepanus BBUI™ (2 r/kr maccu Tena B Teue-
HUC 2-3 aHeit) 1POBOAMNACL NPH Pa3BUTHHM IHTEPOBUPYCHOIO
DHUEPATHTA ¥ TOKENBIX Ay TOHMMYHHBIX OCIOKHEHU. Y ABYX
Gonbubix ¢ X-cuennentibiM rumep [gM cHRAPOMOM M 3HTEPOBH-
pycupim snucdanutom BBMIT B go3e 2 r/kr ssogunu 1 pas B
Hepeno B Teuenne 3-4 uenens. B oaHom ciyvae ynanocs po-
OuTLCA NONOKHKTENLHOIO Y derTa. Xopownii agpdekT oT npose-
Aelins BLICOKOR030B0oI Tepanuu BBUI (1-2 Beeaenns B noze 2
r/KF Macchl Tef1a) nomyueH y 601abHOro ¢ X-CuenneHHbiM runcp
[gM cunapomom (npH neueHnH A3BEHHOO NOPAKCHNA KEJTYLOU-
HO-KHUIEUHOTO TPaKTa), 'y 4 6onbHeix ¢ AJIIIC (neyenue snue-
(paoMHCTIONONHPAAKKYIOHEBPHTA Y OJHOTO U Ay TOMMMYHHBIX
uuroncHni y 3 Gonsuibix). [ToGounbIX peakuuit npu nposee-
HHH BLICOKOA030BOH Tepanuu BBUIL™ He otmeuanocs.

3ax/uouenne. 3aMCCTHTCILHAS TCPANUS BHYTPUBEHHBIM HM-
MYHOM00YTHHOM ABASETCS WHIHCHHO HEOOXOAUMOH 17158 6ObHBIX
¢ NepBHUHBIMH HMMYHOAChHUMTaMu. [IpK npoBeACHHH 3aMCCTH-
TCLHOH Tepannu uenecoobpasto Heobxomumyto o3y BBUI sso-
AMTD 38 OIHOMOMCHTHO, IPH NPOBEACHHH BBICOKOA030BOI TEparu
- 32 2-3 BBeierns. OKTaraM Kax B JO3C 3aMCLUCHHS, TAK U TIPH Bbl-
COKOJI030BOH TEParny XOpOLo HePEHOCHTCA GONBHBLIMH.

KOPPENILMOHHBIE B3AUMOOTHOLLEHUS
MEXAY 3HOOKPUHHOU U UMMYHHOW CUCTEMAMMU
B OHTOTEHE3E

®epopos ILH.

CMOREHCKAs 20CYOAPCINGEHHAS MEOUUHCKAS RGOS,
Cuyonenck, Poccust

Jna MOOHAN3ALUMM OTAGIBLHLIX COCTABISIOUIMX PCAKTHBHOC-
TH — PCAKTOHOB, OPraHU3My TPCOYIOTCS 3HAOIECHHBIC CUTHANDBI —
AKTOHBI, POJIb KOTOPBIX BBIIONHAIOT PA3AHUHBIC GHOPETyIATOPDI,
BKJUOUAKOUIHE TOPMOHBL, HCHPOTPAHCMHTICPbL, &Y TOKOM/IbI, HOHBI,
cy6ceTparst, antutena o T (3aitunk A.lLL, Yypunos JLII., 2000).

B 3aBHCHMOCTH OT BIUTA AKTOHA OCYWCCTBAACTCA PCasii3a-
UHst curnana B Toit i nuoit Tkann. OQHAKO 3TO pasrpaHuuc-
HHC YCJIOBHO, TAK KK OJIHA 1 T4 K¢ MOJIEKYJIa B PA3HDLIX CHTYya-
LHAX MOXKCT BBICTYNATL B HCCKOJMIBKHX PoJisix. TToaToMy Ha ce-
FOMUAWIHAR MOMENT NPOBECTH UCTKOE PAa3srpaHHUCHUE MEXy
FOPMOHAMH, HCHPOTPAHCMHTTEPAMU/HEHPOMOAYAATOPAMHU K
UHTOKHHAMM HC NPEACTABIACTCSA BO3MOKHBIM. Bonee Toro, ume-
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FOTCA MCTKHE JOKA3ATENBCTBA NPOAYKIMH HEPBHLIMH KIETKAMI
psla rOpMOHOB M HTOKHHOB, a KIIETKAMH 3HIAOKPHHHO-HMMYH-
HOM CHCTEMBI — HEHPOTPaHCMUTTEPOB/HelipomeauaTopos. ITosTo-
MY LEJIBIO HACTOAUICTO HCCIIEI0BAHNS ABHIIOCH H3yHYEHHE BHYT-
PH- H MEKCHCTECMHbIX B3aHMOOTHOLIEHHIT MEXLY JHAOKPUHHOH
¥ HMMYHHOH CHCTEMaMH B OHTOrEHE3E.

Hamu o6¢ienoBansl 290 npakTH4eckH 3A0POBLIX ACTCH B BO3-
pacte ot 3 1o 16 ner n 40 aeteit 3-4 geTHEro BO3pacTa ¢ THMOMEI'A-
JIHEH, Y KOTOPBIX OAHOMOMEHTHO H3YU€HbI OKA3aTCIIM FOPMOHATb-
noro (T3, T4, TTI, ®CT, JII, npoaakTHH, KOPTH30/, HHCYIHII C
nomoutsio RIA-na6opos Immunotech, Yexns) u ummyrHoro (on-
penenenne CD-MapKepoB ¢ UCMONB30BAHHEM OCHOBHOI H A0MOJ-
uutenpioit nanenu MAT OO0 “Copbent”, . Mocksa, yposHcH
MMMYHOrOOYTHHOB OCHOBHBIX Ki1accos, [L-2, [L-4, [IFN-y ¢ nomo-
uipto Habopos OO0 “Lintokun”, . Cankt-Tletepbypr) cratyca.

MeToaoM KoppesinioOHHOTO aHaIN3a H MHOXKECTBCHHOM per-
PECCHH YCTAHOBIICHBI OCHOBHbBIC B3aMMOOTHOLUIEHHS MEKAY JH-
JNOKPUHHOH H HMMYHHO CHCTEMAMH y JETCH B OHTOTEHE3E, Xa-
PaKTEPHU3YIOLIMECCH YUACTHEM PA3NTUYHBIX AKTOHOB B 34BHCHMO-
CTH OT Bo3pacTa obcreyeMblX AeTeil, Toraa Kax y AeTcH ¢ TH-
MoMeraiiei 3TH B3aHMOOTHOLUCHHs HapYLIEHbI.

FEMATONIOU4ECKUE HAPYLUEHWUS NPU NEPBUYHbIX
UMMYHOQEDULNTAX

IOpacosa A.10., Ky3sneuosa M.A., [lamanos E.JI.,
Mamenko O.E., Konaparenrxo U.B.

Poccuticras demckas kaunuveckas borvHuya,
Hayuno-uccredosamenvckuii uncmuntynt 0emecrkou
eesmamonoauu M3 P®, Mockea

Beenenne. [emaTtonoruyeckie HapyIICHUS BCTPEUAIOTCS NTPH
MHOTHX NEepBHUYHBIX UMMYyHORedHUMTHBIX cocTosHusAx (M]1C).
DTy BapylIeHHs ABAAIOTCA  00A3aTEABHBIMH MAapKEPaMHU 1 Bax-
HBIMH JIMaCHOCTHYCCKUMM Npu3Hakamu mMHorux dopm MIC,
OINPEAEINAIOT TAXKCCTb TCUECHHS M MPOrHo3 3abonesanui. Tpom-
OGounTonarHs-TpoMOOLIUTOIEHUS BBISABISETCS Y BCeX OONbHBIX C
cunapomoM Buckorra-Onapuda, npu X-cuersieHHoli araMmar-
JIoOyNMHEMHH 4acTo BCTpeUacTes HeWTporneHHts, npu obueit Ba-
puabenbHOR UMMYHHOI HEAOCTATOUHOCTH, runep IgM-cunapo-
Me, 3y TOHMMYHHOM JuM{onponndepaTnBHOM CHHIPOMC —ayTo-
UMMYHHbIC LHTOTIEHHH.

Lleas padorel. M3yucuue 4acTOTbl pa3sBUTHS remMaToIOMU-
YECKHX HApYILIECHMH MPH PasnUIHEIX GOpMax HMMYyHOAEDHL-
TOB W OLCHKA I(P(CKTUBHOCTH PA3IHYHBIX MCTOLOB TEPalHH.

Marepuanel u meroasl. LluTonorndeckoe uccnenopanuc
nepudepuycckoif KpPOBH H KOocTHOTO Mo3ra. OrpeacencHiie ayTo-
AHTHTEN K HeHTpodHIaM K TpOMOOLMTAM METOLOM HCMpAMON
nmmyHoduoopecucHUMU. Jnsg BeIABICHHS aHTHIPHTPOUHTAD-
HBIX AHTHTEN NpuMensanyd npoby Kymbea.

Tabn.1. AYTOMMMYHHbBIE TEMOUMTONEHWK
MPW MEPBUYHBIX MAC

Cuxapom . Tpombouw- | Memonvvdeckas!
(K-B0 GOMbHbX) He#iponeting TONEHUs aHemusa
OBWH (49) 10 1 2
Tvnep IgM
cvHapom (13) 9 2 3
Crxapom
Huitmeren (11) 7 1 annacTvyeckas

aHemug-2

OcioBHbIe pe3yibTarsl. Hamu u3yuensl BapHanTel M addek-
TUBHOCTD TEPANHM TEMATONOHYECKHX HapywweHHi 139 60MbHbIX €
6 popmamit nepsrunbix UJC. B ucenenyemyto rpynmy sount 43
nauueTHa ¢ X-cueruieHnoi arammarnobyaunemucit (X-AI'T), 45 ~
¢ obuiecii BaprabenbHoit MMMYHHOM HepocTatouHocThio (OBHH),
13 - ¢ runep IgM cunapomom, 11 - ¢ cunapomom Huitmeren, 11 - ¢
cuiiapomom Buckorra-Onapuya (CBO) 1 27 nanueHTos, ¢ ayTo-
MMMYHHbBIM JHM$onponndeparnsusiM cuaapomom (AJIIC). Y
Gonbheix ¢ X-Al'T Hepeako Habmonaercs HefiTponienus, B ananu-
3upycMoii Hamu rpynne, npu stoit gopme WAC, HelTponeHns
paznnyHoiil crenenu passiiack y 14 u3 45 6onbHbIX Ha (OHE HH-
(exupin. DTO CBS3AHO C TEM, 4TO B-KkneTouHas THPO3HHKMHA3A HI-
pacT CyUICCTBEHHYIO POJIb HE TOMBKO B Mpolecce co3pesanus B-
KJICTOK, HO u Heifrpodunos. B otanune ot B-knerok, orcyTcTsne
9TOro JepMeHTA HE NPHBOAMT K NONHOMY OJIOKY CO3peBaHHs HCHT-
poitrios, HO Ha OHE HEOMArONIPHATHBIX BO3ACHCTBIH (Hanpumep,
TeueHus uuekumnit) y bonbubix ¢ X-Al'T Bo3sMoxHO pa3BuTHE Hell-
tponetun. [Tpu OBHUH, runep IgM cunapome u cunapome Huii-
MCICH BO3MOXKHO Pa3BHTHE ay TOMMMYHHBIX LMTONCHUi. Cpeau Ha-
OmofaBuIMXca HaMi G0JIbHBIX HaOJIIOAAIHCh HEHTPONIEHHS, TPOM-
GOLULTOTICHHA U FeMOIHTHYECKas aHeMus (Tabnmua 1), Y aByx 6onb-
HbIX ¢ cuuapomoM HuliMerceH passuiiack annasus KpoOBETBOPEHHUA.

Ob6sizarenpHpM cumnToMoM npu CBO siBasiercst TpoMOOLMTO-
neHust, 06yCnoBICHHAs MOBLILIEHHBIM paspylueHueM kieTok. Cro-
coBHOCTb K 06pasoBaHHio TpoMOboLmToB y bonbHbIXx CBO coxpane-
HA, OHAKO U B METAKapHOLMTAX, i B TpoMOOLMTAX 0OHApYKHBa-
1orcst GnoxHMHUuecKHe H QYHKUHOHANIBHLIC HAPYLIEHHs, BO3HHKA-
folue w3-3a orcyrerus Oesika WASP. AyToMMMyHHbIC OCOKHC-
HHSI, B TOM YHCJIC LIMTONCHHH, YacTO BCTPEUAlOTCs y DOMbHBIX C
CBO. AyrtonmmyHas TpomOoLTonenus passuiaach y 4 u3 11 na-
OniofaBILIMXCSA HAMH OONBHBIX, @ HEHTPONEHHS — Y JIBOUX.

Jlnst ayTOMMMYHHOrO JHMQOIpoandepaTHBHOrO CHHAPOMa
(AJITIC) xapakTepHO pa3sBHTHC ayTOMMMYHHBIX LUTONEHHIN: UM-
MYHHOIT HEHTPONCHHH, TPOMOOLMTONCHNH, TEMONTUTHYECKOH aHe-
MHH, HCPCAKO HMCHHO OHH SBJISIFOTCS [EPBLIMU [POABICHUAMH 3a-
GoncBanus. B psze cnyyaes, UHTONEHHH MOTYT ObITh CIEACTBHEM
rurepericHn3mMa. Y HabmoaaBILMXCs HaMK OOJIBHBIX Halle BCEro
BCTpeyanuch Heiftponenust u TpomGouutoneHus - B 17 3 27 ciy-
YACB KAKJAs, EMOJIMTMYECKas aHCMUS BLIABJICHA y 9 GoNbHBIX.
Kak npasuo, y 6osubibix ¢ AJIIIC ogHoBpeMCHHO MOpakaroTCs
HECKOJILKO POCTKOB KPOBCTBOPEHUs. JIBYXpOCTKOBas LUITOMEHHUS
Obisia BbiABNIcHa y 11 HaOmonaBMXCst OONMBLHBIX, TPEXPOCTKOBAsS
LMTONEHHS - Y 6, U TONBLKO Y 4 OOMBHBIX - H30/HPOBAHHOE MOpaKe-
HHUE O/IIIOT0 POCTKA KPOBCTBOPCHHUSL.

Tpu ananuse 3¢PexTUBHOCTH JieucHUs OBLIO BbIABICHO, YTO
[IPOBEACHHE 3RCKBAaTHOH 3aMCCTUTENBHOM (BHY TPUBCHHbIH HMMY-
nornodynux 400 Mr/kr maccel Tena | pa3 B Mecsill) H IPOTHBOMHK-
pOOGHOI Tepanun yMEHbIIACT YacTOTY BO3HUKHOBEHHS LUMTOMEHHH
y 6onbubix UAC ¢ HapywieHuaMu aHTuTenorenesa. s nederns
reMaroIorHuecKuX NPOABRCHUH ay TOHMMYHHOH NPHPOL] HeoDOX0-
AHMO [UTHTENIBHOE TIPUMEHCHHC KOPTHKOCTEPOMIOB, a MpH HCAO-
CTATOYHOM KX H(PPEKTHBHOCTH - XHMHOTEPANCBTHUECKHX CPEIACTB
(asaTionpuHa, xJi0paMOy LA, uHitogocdamuaa). ['unepensieHm
SBJIACTCA [IOKa3aHUEM /1A cruicHakToMuu. I8 JeyeHnst HelTpo-
NEHHH LenecooOpasHbIM ABNSETCA HCTIONB30BAHHE MPEIapaToB Ipa-
HYJIOLIMTapHOTO KOMOHHECTUMYIUpytoutero ¢akrtopa (HeiinoreH™
unu I'panount™), B psine ciryqaes xopomuii 3¢dexT noayycH npu
BbICOKOJ030BOI TEPaNuU BHYTPHBEHHBIM HMMYHOTIOOYIHHOM (|-
2 rpaMma/Kr Macchl Tesa).

3akmiouenne. [emaronoruueckue HapyLIEHHs 4acTo BCTpE-
uatorcs npu nepsuuneix MJC, B psaae cnydaes, B OCHOBE HX
pa3sBUTHA JICKUT reHeTHHeckni aedekT, NpUBOASIIKMIL K pa3Bu-
THIO UMMMYHOAepHLNTa, [eMOUUTONCHUH MOTYT, HOCHTDb ayTo-
MMMYHHBL XxapakTep. Beibop Tepanuu 3aBHCHT OT HOPMBI M-
MyHOACHHILIMTA H ITUONOTHH LMTOICHHH,




