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T.B. NATBILLEBA, o.M.H., npodeccop, E.A. IATbILLEBA, k.M.H., UI.A. MAPTbIHOBA
foCcynapCTBEHHbINM Hay4YHbIM LEHTP «MHCTUTYT MMMYHOMOrMu» MenepanbHOro MeanKko-61Monornyeckoro areHTcTea, Mockea

OEPUUUT MOJIEKYJT MHC Il TUNA
OMUCAHUE KITIMHUYECKOIO C/TYYAA

B HacToswee BpeMs npobiemMa nepBuUHbix UMMYHoaeduuutoB (MUA) npuobpeTaeT Bce 60/bLUYI0 aKTyasNb-
HOCTb, T. K. CTAHOBUTCS O4YEBMAHO, YTO 3TO He TaKas peAKas NaTonorus, Kak c4MTanocb paHbuue. Mo AaHHbIM
Immune Deficiency Fondation (CLLA), cymmapHoe konnuectso Bcex nauneHToB ¢ [U[ B 4 pasa npesbiwaet
nokasatenb pacnpoCcTpaHEHHOCTU MYKOBUCLMA03a. HecMoTpsa Ha 31O, 0cBEAOMNEHHOCTL 06 3TOM 3aboneBa-
HUM cpeam Bpaven KpaiHe HU3Kas. Ha ceroaHsawHMiA aeHb, 6naroaaps coBpeMeHHbIM MeToAaM ANarHoCTUKK
M nevyeHus, 3TU NaLMeHTbl A0XMBAIOT A0 B3pocsioro Bo3pacta. MaumenTsbl ¢ ML MoryT nonactb Ha npueM K
no6oMy Bpayy: TepaneBTy, Ny/IbMOHOJIONY, FeMaTo/Ory, FACTPO3HTEPONOrY U T. A., T. K. KIMHUYECKHe npossne-
HUA JaHHOro 3a6oneBaHus o4YeHb pasHoo6pasHbl. B cBA3uM ¢ TeM, uTo nporHo3 6onbHbiX MUL onpeaenserca
CBOEBPEMEHHOCTbIO M AAEKBAaTHOCTbIO HAa3HAYEHHOM Tepanuu, KpaHe BaXKHO, YTO6bl Bpauu BCex cneuuanb-
HocTei 6binn ocBepoMneHbl 06 3ToM 3a6onesaHuu. bonee Toro, npucranbHoe uMsyyeHue pasnnuHbix Gpopm
MUL no3BonseT NoNy4nTb HOBbIE AAHHbIE O CTPOEHUU M MPUHLMNAX PabOTbl UMMYHHON CMCTEMDI YENOBEKA.

Kntoyeenie cnosa: TEHETMKA

nepeu4Hsle UMMyHodepuyumeol Oednunt MHC 1l TMna - 310 3aboneBaHne C ayTOCOMHO-
depuyum MOJIEKYN 2/18HO20 KOMNJIEKCA 2UCMOCOBME- | peliecCiBHBIM TUMOM HaCeR0BaHWS. [eHbl, KOAMPYIOLLME CUH-
cmumocmu (MHC) Il muna Te3 MHC Il Tuna, NoKanusyiowmecs Ha XpoMoCoMe-6, 0CTatoTCS
aymocoMHo-peyeccugHslli mun Hacae008aHus MHTaKTHbIMK. K pa3BuTuio 3abonieBaHus NpUBOASAT Oe(eKTbl
UMMYH027106y/UHbI O/151 8HYMPUBEHHO20 88eJeHUSs 3KCMPECCUM PETYNSTOPHBIX (aKTOPOB, HEOBXOAMMBIX ANS CUH-

Te3a MHC I (puc. 1). K 3Tum perynstopHbiM hakTopam OTHOCST-
none 3peHus Bpayen CTanu nonagatb NaumeHTbl CO cs: TpaHcaktmeatop Il knacca (CHITA) u Tpu cybvenmHuMLubl
CTepTbiM TeyeHneM Tskenbix Gopm ML, Takmx kak perynatopHoro daktopa X (RFX): RFX, conepxalimit aHkmpwm-

TKenas KOMOUHMPOBAHHAs MMMYHHas HeLOCTaTou- HoBble mosTopbl (RFXANK), RFX5- n RFX-accoummpoBaHHbIi
HocTb (TKMH), koTopble paHee norvbanu B nepBble oAbl 6enok (RFXAP). Kaxaplii 13 perynatopHbix GakTopoB BAMSET
Xn3Hu. OgHom m3 Takmx peakux Gopm MU Tskenoro Teve- Ha cuHTe3 Bcex Tpex nzotnnos MHC Il TMna, HM oaMH Mexa-
HWg aBngeTca aeduuMT MoNeKyn MaBHOMO KOMMAeKca rmcro- HM3M He MOXeT KOMMNEeHCMPOBaTb Mx oTcyTcTend [1, 4, 5].
cosmectmoctn (MHQ) Il Tmna. Y yenoseka reH MHC CIITA nokanusyetcs Ha 16-1 xpomo-

DOeduuut monekyn MHC Il Tuna (xog MKB-10 D 81.7) - CoMe, 419 3TOr0 reHa onucaHo 9 mytauwmi [6]. RFX5 nokanu-

3T0 KpalHe peakas dopma MU, n3sectHas B nutepatype 3yeTca Ha xpoMocome 1, RFXAP - Ha xpomocome 13, ang Hux
Kak CMHOPOM «ronbix» numdountos [1]. Ha ceroaHswHWIA 6b1710 BbISIBNIEHO 5 1 3 MyTaumit cooTBeTcTBEHHO. [eH RFXANK
[leHb B Mupe onucaHo He 6onee 200 naumMeHTOB C AAHHOM | nouUMpyeTcs Ha XxpoMocoMe 19, MyTaumsg MMEeHHO B 3TOM reHe
natonorneit. bonbwmHCTBO M3 HMX popom u3 CeBepHOM aBngetcs Hanbonee yactow, Bctpedaetca y 70% Bcex nauu-

Adpurkn 1 KyseiTa (370 06BACHAETCS LUMPOKOW pacnpocTpa- €HTOB C CMHOPOMOM «rofbix» AumdoumutoB. OnmucaHo 9
HEHHOCTbO KPOBHbIX OPakoB B 3TUX CTPaHaXx), 0LHAKO BCTpe- M3BECTHbIX MyTaUMi ANS LAHHOTO reHa, camas 4actas u3
4aloTCA M NpencTaBuUTenn Apyrux sTHnYeckmnx rpynn [1-3]. KoTopbIx 752delG-25.

Hanbonee xapaktepHoW 4YepToi AaHHOro 3aboneBaHus
SBNSAETCS NOMHOE WK YaCTUYHOe oTCyTCTBUE CMHTe3a MHC I
TMNA Ha MOBEPXHOCTU KIETOK MMMYHHOM CMCTEMBI. Y YenoBe-

Ka m3BectHo Tpu m3otnuna MHC Il tTmna (HLA-DR, HLA-DQ,
HLA-DP), OHM 3KCMpPeCccMpyloTcsl Ha aHTUreHNpeseHTUpYIo- CIITA I
LLUMX KNETKAX W BbIMOMHSAIOT BaXKHY GYHKLUMIO — Npe3eHTa-

UM aHTUreHa T-kneTkam. JT0 B3aMMOJENCTBUE SBASETCS
KpaeyronbHbIM KaMHEM B Pa3BUTUM WMMMYHHOrO OTBeTa,
otcytctBe MHC |l TMna NpMBOAUT K TSXKENbIM HAPYLUEHWUSM
CO CTOPOHbI 3AaNTUBHOIO MMMYHUTETa. KpoMe TOoro, Moneky-
bl MHC Il Tina skcnpeccupyoTcs Ha 3NMTENManbHbIX KNeT-
Kax TMMyCa, KOTOpble OTBEYAIOT 33 MONOXMTENbHYIO U OTpU-
uatenbHyto cenekumio T-xennepos (CD4+), uto npuBOaMT K \ / MHC Il knacca
CHMXeHMo konuyectBa CD4+-kneTok y MaumeHToB C CUH-
[POMOM «ronbix» numboumTos [1, 2]. RFX
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Hedununt MHC Il - 3710 3a6oneBaHue, Npu KOTOPOM OAMH
[edeKTHbIN reH OTBeYaeT 3a BCHO KIMHMYECKYH KapTuHy. Ha
CerofHAWHUM OEeHb [AAaHHbIX 3@ Hanuuue CBA3WU MeXay
noBpexAeHWeM ONpefeNeHHOro reHa U KOHKPETHOW KIMHM-
4eCKoM KapTuHbl He noayyeHo [1, 4].

KNMHNYECKAS KAPTUHA

B cootBetctBMM ¢ MKB-10 (MexayHapogHas knaccum-
Kaums 6onesHen 10-ro nepecmotpa) pedpuumnt MHC Il Tuna
aensetca dopmont TKUH [7]. Yawe Bcero 3abonesaHue
MaHudecTnpyeT B paHHeEM BO3pacTe - CPefHMI BO3pacT
4,2 mec. OCHOBHYIO pOfib UrpatoT MHOEKLMOHHbIE Mopaxe-
HWUS Pa3NMYHbIX OPraHoOB M CUCTEM LUMPOKMM CMEKTPOM
H6akTepuanbHbIX, BUPYCHbIX, FPUOKOBBIX WM MPOTO30MHbIX
B0o36yautenen. Hanbonee 4acto BbISBASEMBIMU UHDEKLM-
OHHbIMKM areHTamun asagtoTcs Cytomegalovirus, Herpes
Simplex Virus, Pneumocystis jirovecii, Salmonella, npea-
ctagutenn popos  Cryptosporidium, Pseudomonas,
Staphylococcus, Candida [5].

XapaktepHo nopaxenue XKT c ynopHoit anapeeit (89%),
TSKesble MHEBMOHWUKM C pPEKYPPEHTHbIM TeveHneM - (83%),
dbopMupoBaHue HpPOHX03KTa30B(28%), NaTonorns BepxXHUX
[bIXaTeNbHbIX MYTEN: PUHUTBI, CUHYCUTbI, OTUTBI (67 %), 3a60-
neBaHus nevyenn (46%) [1, 2].Y 20% naumeHToB Habnwona-
I0TCS ayTOMMMYHHble MNPOSBAEHMS, B MEPBYI0 O4epeab
LUMTOMEHMMU: aHEMUS, HEMTPONEHUS U/unn TpoMbouuTone-
Hua [5].

Aepuyum monekyn MHC Il muna

(ko0 MKB-10 D 81.7) - a3mo KpaiiHe pedkas
¢opma UL, uzeecmHas e aumepamype

KaK CUHOPOM «20/1bIX» IUMPOUUMO8.

Ha ce200HawHUli deHb 8 Mupe onucaHo He 6onee
200 nayuermoe ¢ 0aHHoii hamosiozuell

CornacHo 60NbWMHCTBY MCTOYHWMKOB, Y MALMEHTOB C
CUHOPOMOM «rOMbIX» NMMAOLMTOB, B OTIMYME OT MHOTMUX
opyrnx dopm TKWMH, nocne BakuuHaumm BLDK (Baumnna
KanbmetTa - lepeHa, nnu Bacillus Calmette - Guérin, BCG)
He pa3suBaeTcsa BLK. 3ToT dakT MoxeT HbiTb 00ycnosneH
COXPaHsALWENCS UMMYHHOM akTMBHOCTbIO CD8+ T-kneTok u
NK-knetok [2, 3]. OgHako B nuTepaType BCe Xe OnucaH
OAMH CNy4yan pasBUTUS AUCCEMEHMPOBAHHOM bBLXK-
MHpekumnn [8]. Takke onucaH cnyyaln pas3BUTUS HEBPO-
NOTUYECKMX OCNIOXHEHWI MoCne nepopasnbHOi BaKUMHA-
UMK aTTEHYMPOBAHHOW XXMBOW BaKLMHOM BMPYyCa MOAMO-
mMuenuta [2].

M3MEHEHUA B UMMYHONOTMYECKOM CTATYCE

ObLWenpuHATEIM AMATHOCTMYECKMM MPU3HAKOM CUHAPO-
Ma «rOfbIX» IMMMOLMTOB SBNKAETCH NONHOE OTCYTCTBME UK
KpaiHe Hu3kas skcnpeccus monekyn MHC Il Tuna Ha Bcex
T™MNax KNeTok. Y pafa NauMeHTOB BbISBASETCA OCTaTOUHbIN
cuHTes monekyn MHC I Tuna (ma6a. 1). Bo3MOXHO, UMEHHO
3T NaUMEeHTbl UMEeIOT NyYLWKMi nporHos [1, 2].

Tabnuua 1. YpoBenb 3kcnpeccun Monekyn MHC Il Tuna

Y NALMEHTOB C CHHAPOMOM «rofibiX» nuMoumTos [1, 2]
Knetku YpoBenb 3kcnpeccun MHC Il Tuna | YacroTa BbisiBReHMil
B-knetku <1% 76%
B-knetku 1-43% 24%
MoHOoUNTbI <1% 89%
MoHouuTbI 1-17% 11%

EcTb v opyrve naMeHeHns B UMMYHHOM CTaTyCe, BbisiB/e-
HWe KOTOPbIX MOXET MO3BOMMTb 3aM0A03puUTb AeduumnT
monekyn MHC Il: otcyTcTBME Cneumduyeckoro KNeToyHoro 1
ryMOpasibHOro OTBETA HAa aHTUreHbl MPU COXPAHEHHOM HOp-
Ma/ibHOM OTBETE Ha MWUTOTEHHYK CTUMYNAUMIO. Y BONbLUMH-
CTBa NALMEHTOB BbISBNSETCS CHMXEHME abCONTHOrO Yncna
CD4+-knetok u, Kak cnepctsue, nHeepcuna mnHaekca CD4+/
CD8+. Yawe Bcero naumeHTsl ¢ gepuumtom monekyn MHC I
TUNA UMEIKT CHUXKEHHBIV YPOBEHb MMMYHOMNOBYNUMHOB (0CO-
6eHHo IgG) npn HopManbHOM ypoBHe B-kneTok. 370, BEposT-
HO, 00YyC/IOBNEHO HapyweHWEeM HOPMaNbHOrO B3aMMOAEN-
ctBus T- n B-knetok, KoTopoe HeobxoaMMo Ans 3anycka
T-3aBucMMOro rymopanbHoro oreeta [1-3, 9]. Yactota BbisiB-
NEHUM 3TUX U3MEHEHUI NpeacTaBneHa B mabauye 2.

BEPNOUKALIMA ONATHO3A

Hanbonee TOYHbIM CNOCOBOM AMArHOCTUKU SIBNSETCS
reHeTM4yeckoe MCCienoBaHMe, HaNpaBNeHHOe Ha BbiSBNEHUe
cneunduryecknx MyTaumi, XapakTepHbiX A4 CUHAPOMA
«roNbIX» NUM@OUMTOB. MeToa MeeT Hanbonbluee 3HayeHue
LN cemMelt 1 Nonynsauui, rae NpakTUKYHTCS pOACTBEHHbIE
6paku [4]. CnepyeT UMeTb B BMAY, 4TO AaHHas dopma TKMH
MOXET ObITb MponyLieHa Npu cneundrUYeckoM nepuHaTanb-
HOM CKPWUHWHIOBOM TeCTe, KOTOPbIA Celyac akTMBHO paspa-
6aTbiBaeTCq C Lenblo paHHen wuaeHTUdukaumm TKUH wn
T-kneTouHbIx MMMboneHnii. CyTb MeTofa 3akntovaeTcs B 0bHa-
pyxeHun TREC konbua (T-cell Receptor Excision Circles -
TREC), KoTOpOoe CNyXuT MapkepoM T-TMMbOUMTOB, TONbKO
4TO NOKMHYBLIMX TuMmycC. Mpu apyrux dopmax TKUH Bo
BpeMS MpoOBeAeHMs NepuHaTanbHOro ckpuHuHra TREC He
yaaeTcs 06HapyxuTb. Boisensemblii yposeHb TREC y nauner-
TOB C CMHAPOMOM «TFOJbIX» MMMMOLMTOB NMPUBOAUT K TOXKHO
oTpuuaTtensHoMy pesynsraty Tecta [10].

Tabnuua 2. UsmeHeHus B UIMMYHHOM CTaTyCe, XapaKTepHble
Ana nauuentos ¢ aepuuutom monekyn MHCII[1, 2]

Mokasarenb Oxupaembiii pesynbrat | Yactota BbiBNEHUI
CD4+-knetku CHWXEHDI 91,5-94%
T-kneto4Has nponudepa- Hopma 100%
LSl B OTBET Ha MUTOreH

T-knetouHas nponudepa- | OTCyTCTBYET UAK CUNbHO 100%
LMs1 B OTBET HA aHTUreH CHIXEHa

B-knetku Hopma 79%
YposeHb IgG CHuxeH 84%
YposeHb IgM CHuxeH 66%
YpoBeHb IgA CHwxeH 53%
NK-knetku HopMa 75%
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JNEYEHUE

ELMHCTBEHHBIM METOLOM NleYeHUus, MPUBOAALLMM K
BbI3LOPOBNAEHMIO NALMEHTOB C Aedumumtom Mmonekyn MHC |1
TMNa, SBNSETCS anNoreHHas TpaHCNAaHTauus CTBOMOBbIX
remonostuyeckux knetok (TTK). Hecmotpsa Ha otcytcTBue
akcnpeccun MHC Il TMna Ha Knetkax peuunueHTa, puck
pa3BUTUS peakuuu TpaHCNNaHTaT NPOTUB XO35MHA TaKOM
XE, KaK ¥y nauuneHTos ¢ apyrumu dopmamu M. Huskas
BbKMBAEMOCTb MOXET OblTb CBA3aHA C O4€Hb YaCTbIM pas-
BUTMEM TaKOro OC/IOXKHEHMS, KaK OCTpas peakums TpaHC-
MAAHTaT MPOTMB XO034MHA, HEKOTOPbIM MaLMeHTaM nocne
nposefneHns TIK TtpeboBanacb MNOBTOpHas onepauus.
Haunnyuwmx pesynstaTtoB yaanocb JobuTbCs Npu nposeae-
Hum TTK npu cnepyoLlmx yCioBUSX: paHHMiA BO3pacT (4o 2
NET), OTCYTCTBUE TSAXKENbIX KOMOPOUAHBIX COCTOSHUIA U nep-
CUCTUPYIOLLMX UHDEKLMI, MCMONb30BaHME TPaHCNIaHTaTa
oT HLA-MOeHTU4YHOro AOHOPa — W MpuW NPOBEAEHUM CTaH-
[ApTHOrO peXxunMa KOHAMLMOHUMPOBaHMS BycKonaH/LUmMKNo-
docdhamma. OnmcaHo 4 cnyvas TpaHCMAAHTALMUM MYNOBUH-
HOWM KPOBM, BO BCEX 4 C/lyyasix OTMeYyanacb xopowas npu-
XMBASEMOCTb TPAHCNAHTaTA.

Y nauueHToB, HabNOAAEMbIX B TEYEHME [JIUTENbHOIO
BpeMeHun nocne TTK, coxpaHaoTcs Huskue ypoBHu CD4+-
KNeToK, YTO, CKOpee BCero, CBA3aHO C OTCYTCTBMEM MOJEKYN
MHC Il Ha anuTennanbHbIX KNeTkax TMMyca.

Yawe ecezo 3a6oneeanue MaHugecmupyem

8 paHHeM go3pacme. OCHOBHYIO posib Uuzparm
UH(DeKUUOHHble NOPaXceHUs pasiu4HbIX 0p2aHO8
U cucmem WUpPOKUM Cnekmpom 6aKkmepuasbHsix,
BUPYCHbIX, 2pUBKOBbIX U NPOMO30UiHbIX
8036youmeneli

ArpeccuBHas Tepanus MHOEKUMOHHbIX MPOLEeCcCcoB U
KOMOPOMAHBIX COCTOSHUI MOXKET 0CNabuTb TIXKECTb KIMHM-
YeCKMX MPOSIBNEHWI, OAHAKO He MpefoTBpaLlaeT pa3BMTUS
nofMopraHHon HepoctatouHoctn. o TIK, a Takxe npu
OTCYTCTBMM BO3MOXHOCTW npoBeferus TIK neyeHne fomkHo
BK/ItO4ATb B €65 MOCTOSHHYIO NpOdMaKTMYeCcKyto aHTnbak-
TepuanbHylo (@ Npu HeobXoAMMOCTU WM NPOTUBOBUPYCHY!O,
NpOTUMBOrpMOKOBYHD, MPOTMBOMPOTO30MHYK) Tepanwio,
napeHTepanbHOe MWTaHWe, KOPpPeKLUMi COMyTCTBYIOLLEWH
natonormun. BaxHylo ponb urpaet u perynspHas 3aMectu-
TenbHas Tepanua BBUT (MMMyHOrnobynmHbl Ans BHYTPUBEH-
HOro BBEAEHWS) B a[AeKBATHOW A03e. YUUTbiBas TAXKECTb
CONYTCTBYIOLLEV NATONOMMK, LLenecoobpasHo BblGUpaTs BBUI,
XapaKTepu3ytoLmecs BbICOKUM KayecTBOM MONEKYbl UMMY-
HOrnobynMHa, XopoLei NepeHoCHMOCTbIO 1 He30MaCHOCTbHO.

YyacTve OfHOro reHa B pa3BuTMM 3aboneBaHMs AaeT
NOBOJ HALEeATbCS HA MOSIBNEHME anbTEPHATMBHbLIX METOLOB
NEeYeHUs — reHHO-UHXEeHepHOW Tepanuu [4].

MPOrHoO3

MauuneHTbl, KOTOpbIM He Obina nposegeHa TIK, umetot
HebnaronpusaTHbIN NPOrHO3: BONbLIMHCTBO YMUPAET B AeT-

80

CTBE OT nepcucTupyrwmnx mHdekunin. OoHako onucaHbl
cNnyvyau, Korga naumeHTtol ¢ gedbuumntom monekyn MHC Il
T™MNa AOXWMBANAW A0 HOHOCTM, Aaxe A0 3penoro Bo3pacra
[1, 2,11]. Camomy B3pocnoMy naumeHTy 32 roga. Cuntaercs,
YTO TaKOM OTHOCUTENbHO GNAronNpUSTHbLIM MPOrHO3 MOXET
6bITb 0OBACHEH OCTATOYHBIM CUHTE30M Monekyn MHC Il
TMNA Ha NOBEPXHOCTM KNETOK, @ TaKXe APYrMMU HEN3BECT-
HbIMW FEHEeTUYECKMMU U UMMYHONOTMYeCKMMK (HakTopamm.
HecmMoTpsa Ha O4YeHb HM3KYH BbKMBAEMOCTb NOC/Ie npoBe-
nenna TTK (He 6onee 60%), Ha CErogHAWHMI AeHb Mpo-
BeLEeHMe 3TOW onepaumm — eNUHCTBEHHbIW WaHC ANs naum-
€HTOB Ha BOCCTaHOBNEHWME (YHKLMIA MMMYHHOM CUCTEMDI
[1,2,4].

Beuay Toro, yto geduumt monekyn MHC Il TMna kpaiHe
penkoe 3aboneBaHue, Kaxabli HOBbIM 3adUKCUPOBAHHbIN
CNyY4an 3aCNyXMBAET NPUCTANbHOTO PACCMOTPEHMS.

OMUCAHUE KIIMHUYECKOTIO CNTYYAA

Maumentka K., 13 neT, poxAaeHa OT HEPOACTBEHHOrO
6paka. MNoctynmuna B UHCTUTYT UMMYHONOMMK AN PELUEHMUS
Bonpoca o uenecoobpasHoctu nposeaeHuns TIK. M3 aHaMm-
He3a M3BECTHO, YTO MepBble CMMMTOMbI 3aboneBaHUs Nos-
BMIIMCb B BO3pacTe 5 NeT, Korha naumMeHTKa ABaxabl nepe-
Hecna nHeBMOHWIO. lo3xe B TOM e rody MOSBMAKCH
)anobbl Ha 60NM B KMBOTE M NETEXMANbHYK CbiMb.
CocTosiHME pacUeHeHO Kak uamonatnyeckas TpomMboumTo-
neHuyeckas nypnypa. HasHayeHa Tepanus podepoHOM,
3aMecTuTenbHas Tepanus BBUI, koTopyto naumeHTka nony-
Yyana B TeyeHMWe roga. Ha doHe npoBeaeHHOro nevyeHus
YyAAN0Cb CTabMAM3MPOBATL COCTOSIHME, TEM He MeHee C
3TOr0 BPEMEHM OTMeyYyaeTcs 3adepxkka B (GU3NYECKOM
pa3utun. C 6 0o 9 neT — OTHOCUTENbHO 61aAronoNyYHbIN
nepuop: 6onena penko. C 9 net yacto cTanM BO3HMKATb
MHMEKLMOHHbIE MOPAXEHWUS AblXaTeNbHbIX MyTel: BPOHXM-
Tbl, FAAMOPUTbI, aHrMHbl. [lpM oyepeaHOM 06CNEen0BaAHUM
3a(UKCMPOBAHO MOBbIWEHME aAHTUCTpenTonu3nHa-O no
2 014 en/mn, yBenuueHue TeHU cepaLa (PEHTreHON0rMYeckhm),
CHWXKeHWe dpakumm Bbibpoca ®B o 51%. Mo pesynsratam
nposeaeHHoOro 06cnefoBaHMs AMArHOCTUPOBAH MUOKAPAMT.

O6wenpuHameiM duazHOCMUYeCKUM
NPU3HAKOM CUHOPOMA «20/1bIX» IUMPOULUMO8
fen19emca nonHoe omcymcemeue uau KpatiHe
Hu3Kag 3kcnpeccusi Monekyn MHC Il muna

HA 8cex Munax Kaemok

MpoBoaAMnack aHTMBaKTepUanbHas Tepanus, Tepanus auy-
peTvkamun u cepieyHbiMu ramnkosmpgamu. C 10 net, sBuay
NporpeccMpoBaHuns cepLevyHon HeLoCTaTOYHOCTU Ha hoHe
MuUoKapaMTa U NosBAeHWs xanob Ha bonu B cycTaBax,
Hayata Tepanus CUCTEMHBIMU THOKOKOPTUMKOCTEPOUAAMM
(clKC) n umtocTtatnkamu (npegHusonoH 50 mr/cyT, azatmo-
npuH 50 Mr/cyT). bbino BbICKa3aHO NPeAnOOXeHWE O HaNuU-
UMM Y NAUMEHTKM HOBEHUIBHOrO PEBMATOMAHOr0 apTpuTa
(HOPA), ogHako nocne npoeefeHHoro obcienoBaHUs OaH-
HbIX 0N MOATBEPXAEHMS AMarHo3a NofyyeHo He Obino,
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nostomy nocne 1 roga npuema Tepanus KC n ymtoctatm-
Kamu Bbina oKoHYeHa. JnuTenbHbIn NpueM MMMyHOCynpec-
CMBHOW Tepanuu NpuBen K AeKoMneHcaunm MHOeKLMOHHOIo
npouecca: nauMeHTKy cTann becnokouTb YacTele obocTpe-
HMS THOMHOTO OPOHXMTA, HEOLHOKPATHO MNPOBOAUIUCH
KypCbl aHTMDBaKTEpUANbHOM Tepanuu, CaHaUWOoHHble BpPOH-
XOCKONWUK, 6poHXoAUTHYECKas Tepanus. HecMoTps Ha npo-
BOAMMOE NleyeHune, C 3TOr0 BpEMEHU Kallenb C OTXOXAEHM-
€M FHOMHOM MOKPOTbl 6€CNOKOUN MPAKTUYECKM MOCTOSIHHO.
Takxke HapacTanu CUMNTOMbI CepAEeYHON HeA0CTaTOYHOCTH:
yCUnMBanach oaplwka. YyTb No3xe No pesynsbrataM ovepes-
Horo o6cnenoBaHmMs Obin BbISIBNIEH BbICOKMIA YPOBEHb ayTO-
aHTUTen (nonoxwutenbHas peakuns Kym6ca, MOBbIWEHHbIN
YpOBEHb AHTUTPOMOOLMUTAPHBIX U AHTUHENTPODUNBHbBIX
aHTWTeN), HapyLleHne TONEePaHTHOCTU K TIHOKO3€e, MHCYANH-
pe3nCTeHTHOCTb. [lpuMeyaTenbHO, YTO Ha BCex 3Tanax
o6cnefoBaHUs HKU pa3y He yaanochb 3aPUKCMPOBATL MOHM-
YKEHHbI YPOBEHb UMMYHOrN0OYMHOB.

Takum 06pasoM, B TeYeHUe AIUTENbHOMO BPEMEHU Ana-
FHOCTMYeCKas KOHLenuus y MaumMeHTKM OoCTaBanacb Heo-
npeneneHHon. BolABUranucb NpefnonoOXeHUsS O HaAUYUK y
Hee ayTOMMMYHHOro 3aboneBaHuns (MamMonaTmyeckas, TPoM-
6ouunToneHunyeckas nypnypa, FOPA), reHeTuyecku aetepmu-
HMPOBaHHbIX 3aboneBaHui (cuHapom Llepwesckoro -
TepHepa, 6onesHb lowe, cnHapom LWeapua - Dxamnena,
MYKOMONIMCAaXapuao3, MWOTOHWYeCcKas AUCTpodUs, CHH-
npom HyHaH, 6onesHb HumaHHa - luka). B 10 xe Bpems
OTCYTCTBME AMArHOCTUYECKM 3HAYMMbIX WM3MEHEHUN Npwu
MCCNeLoBaHUM UMMYHOMOMMYECKOro CTaTyca He N03BOAAN0
3anofo3putb auarHos [MAL. A CKNOHHOCTb K TSHXKENbIM
MHOEKUMOHHBIM MpOLLeCCaM C PeKYPPEHTHLIM TEYEHUEM U
TOPNWUAHLIM peLUAVBUPYIOLLMM TeyeHueM Morna HbITb pac-
CMOTpEHa Kak CneacTBue AUTENBbHOMO NpUeMa MMMYHOCY-
NPeccuMBHOM Tepanuu.

CyllecTBeHHOE yXyAlleHre CaMOYyBCTBMS C KOHLLA aBry-
cta 2013 r, Korga K NOCTOSHHOMY Kalat NpUCOeanHUACS
BbIPaXXEHHbIV AMAPENHbIN CUHAPOM, KOTOPbIA COXPAHANCS B
TeYEeHMEe MHOrMX MecsileB, NauuMeHTKa noTepsna B Bece
okono 10 kr. B cBS3M C HeapdeKTMBHOCTbIO MPOBOAMMOW
Tepanuu 1 NporpeccMBHbIM yXyALIEHUEM COCTOSHUS NOCTY-
nuna B M3pauibCKyl KAWHUKY. [1pM MMMYHONOMMYECKOM
obcnenoBaHUM BbISIBNEHO pe3koe CHMXeHWe abConTHOro
ymucna ammoumtos - 300 B Mk, B-kn-1% (npaktuuecku
MOMHOCTbIO OTCYTCTBYHOT), CD4+ 24% (cHuxeHbl), CD8+ 48%,
CHWXeHWe YpOBHEN BCex KNAacCOB WMMYHOMNOOYIMHOB.
YpoBeHb 3kcnpeccun HLA-DR Ha B-kneTkax oueHWTb He
yAanocb M3-3a oTcyTcTBMsa B-knetok, skcnpeccus HLA-DR
Ha MONMMOPGHO-AAEPHbIX NENKOLMTaX MOMHOCTbIO OTCYT-
cTBOBanNa.

[aHHble 06CNefoBaHMS MOCAYKMAM MPUYUHON Ana
reHeTMYeCcKoro uccnegoBaHns anga uckntodenns MWAO, no
pe3ynbTaTaM KOTOPOro BbisiBNieHa MyTaums 19-i1 xpomoco-
Mbl B reHe RFXANK. IuarHoctmpoBaH cMHApPOM Aeduunta
monekyn MHC Il Tuna. Mpu ob6cnenoBaHum Bbina KOHCTaTH-
poBaHa nepcucteHumns Adenovirus, Cytomegalovirus, Virus
Herpes Simplex, Pseudomonas. B knuHuke HayaTa pery-
napHag 3amectutenbHas tepanus BBUI, napeHTepanbHoe
nuTaHue, aHTMbakTepuanbHas (CynbdaMeToKCason/Tpu-
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MeTOMpUM M a3UTPOMULIMH MO MHTEPMUTTUPYIOLLEN CXeMe),
NPOTMBOBMPYCHas (BanauMKNOBKMP), MpOTMBOTrpUMOKOBAS
(dnykoHazon) Tepanua. Ha doHe npoBefeHHOro neveHus
COCTOSIHWE MAUMEHTKM CTabUNM3NpOBaHO, PEKOMEHL0BAHO
nposegeHue TIK.

B cBs3mM € oTCyTCTBMEM BO3MOXHOCTM NpoBeneHus TTK B
Poccuu rocnutanmManpoBaHa B MHCTUTYT UMMYHONOTUKU AN
YCTaHOBMEHUS NMPOrHO3a AAHHOrO BMAA NeyeHus 3a pybe-
oM. MNpu ocMoTpe: obpallaeT Ha cebs BHMMaHMe OTCTaBa-
Hue B (QWM3MYECKOM Pa3BUTUW, MHOXKECTBEHHbIE CTUTMbI
AMcaMbpuoreHesa: KOpoTKas LWwes, 3k30hTanbM, rMnepTpum-
X03, nunognctpodums. KoxHble MOKPOBbI Cyxue, 3n1acTuy-
HOCTb CHWXEHa, CTpUM Ha CnuHe. Tuneptpodus MbiwL,
BbIPAXKEHHbIW MbllLEYHbIN penbed. [NoayentocTHole, nepea-
He-LWeWHble, NoAMbILIeYHble MMMbATUYECKKUE Y3/bl Nanbna-
TOPHO YBENWYEHbl, MAOTHO-31ACTUYECKOM KOHCUCTEHLMM,
He CrmasHbl C KOXeWl. B nerkux BbICAYLUMBAETCS XecTkoe
[ibIXaHWe, eIMHNYHblE Cyxune Xpunbl. [paHMLbl cepala nep-
KYTOPHO pacliMpeHbl, TOHbl CepALUa SICHblE, PUTM MPaBUIb-
HblW. [TeyeHb + 2 cM OT Kpag pebepHon ayru. [pu UMMyHO-
JIOrMyeckoM o00cnenoBaHUM BbISBNEHO: CHWKeHue CD4+
18% (Hopma 31-51), CD8+ 44% (19-40), CD19+ 23%
(5-19), IgG vepes Hepento Nocne NpoBeAEHMS Kypca 3ame-
CTUTeNbHOM Tepanuu MMMyHornobynnHom B gose 15 r -
2 340 mr/n (900-1 800), IgA 92,2 mr/on (100-350), IgM
89,4 mr/on (80-250). Kpome Toro, no pesyneratam MPT
cepiua y MauMeHTKM BbISBNEH CMHAPOM HEKOMMAKTHOro
Muokappaa.

o TTK, a makxe npu omcymcmeuu
803MoxcHocmu nposederus TTK,

JleyeHue 00/KHO 8KIOYAMb 8 ce65 NOCMOSHHYI0
npoguaaKmuYeckyto aHmu6akmepuanbHyo
mepanuro, napeHmepasbHoe NUMaHue, KOppPeKyuio
conymcmeyrouwieil namono2uu. BaxcHyro pons
uzpaem u pe2ynspHas 3amecmumenbHas mepanus
BBUI (ummyHO027106y1UHbI 0111 BHYMPUBEHHO20
eeedeHus)

[laHHble npoBegeHHOro 06CNefoBaHUs MOKasanu, YTo
Ha (OHe MOCTOSHHOW perynspHOi 3aMeCcTUTeNbHOM Tepa-
nun BBUI, npuema aHTMbakTepuanbHbiX, MPOTMBOBMPYC-
HbIX, NPOTUBOrPUOKOBBLIX NMPEnapaToB yAAN0oCh AOCTUTHYTh
CcTabunmsaumm COoCTOSIHMSA NALMEHTKU: HOPMAnM30BaNOCh
obllee CaMOYyBCTBME, B MEHbLUEN CTENEHW MPOSBASIOTCS
CUMMTOMbI COMYTCTBYIOLWEN NATONOTMKM, NOAABNEHA AKTMB-
HOCTb MHMEKLMOHHbBIX MpoLeccoB. [03ToMy, HeCMOTPS Ha
TO 4TO MALMEHTKA MUMEET BbICOKMI PUCK Pa3BUTUS nocTone-
PaLMOHHbIX OCNOXHEHWI, el Bbl10 PeKOMEHA0BAHO MpO-
BeaeHue TIK, T. K. 3TO €AMHCTBEHHbI METOA, NeYeHns naum-
eHToB ¢ gedumumtom MHC Il Tna, AatoWmii LWAHC HA NoNHoe
Bbi3gopoBneHune. [lo nposefeHus onepaumu nauueHTKe
peKOMeHA0BaHA perynsgpHas 3aMecTuTeNbHas Tepanus
BBWI B KOMMNneKkce C NOCTOSIHHbIM NPUEMOM aHTubakTepu-
anbHbIX (Cynb()aMeTOKCa30//TPUMETONPUM U a3UTPOMMULLMH
N0 MHTEPMUTTUPYIOLLEN CXEME), MPOTUBOBMPYCHbIX (Bana-
LMKNOBMP), NPOTUBOrpMOKOBbLIX (hyKOHA30/) NpenapaTos,

=
o
=
o
T
o
>
ia)
>




P
(@]
=
o
T
o
=
ira)
>
_
<C
=
(@]
~
= |

N MeaULMHCKUIN
COBET 2015 | Net6

a TaKkXxe MpenapaTos MO NMOBOAY XPOHWYECKON CepAeyHOW
Hef0CTaTOYHOCTU. YUMTbIBAs XOpownin 3dhdeKT, KOTopbIn
YAANOCb AOCTUTHYTb HA QOHE perynspHoOn 3aMecTUuTenbHON
MMMYyHoTepanuun OKTaramoMm, 1 OTCYTCTBME OC/IOXKHEHUM OT
ero npuUMeHeHUs, LenecoobpasHo MpPOAOKUTL MpUeM
MMEHHO 3TOro npenapara.

Hau6onee moyHbIM cnoco6om OuazHoCMUKu
fengemcsa 2eHemuyecKoe Ucc1ed08aHue,
Hanpas/ieHHoe Ha 8bifiB/IeHUe cneyupuyecKux
Mymauuii, XapakmepHbIX 015 CUHOPOMA «20/1bIX»
numgpoyumos. Memod umeem Haubonbuiee
3HayeHue 0ns cemeii u nonynsyut, 20e
NpaKmuKyrmcs poocmeeHHble 6paku

OBCY>XXOEHUE

[penctaBneHHbIN KAMHUYECKUI CyYyald MHTEpPECeH He
TO/IbKO TEM, 4TO B Halle Mone 3peHus nonana naluneHTka co
ctonb pepkon dopmon MU, HO U TeMm, YTO KAMHMYeCKas
KapTMHa B [O3aHHOM C/lyyae HeTUnuyHa (No3gHuin AebioT,
OTCYTCTBME TSKENbIX MHPEKLMOHHbBIX MPOSBNEHMI, Xapak-
TepHbix ang TKWH). bonee Ttoro, nokasatenn WMMYHHOrO
cTaTyca (HopManbHble YPOBHM MMMYHOMNOBYIMHOB) B Teye-

HWe [AUTENbHOTO BPEMEHM He TMO03BONSAM 3aMN0[03pUTh
M. B oTnmMumne oT ApYyrMx ONMCaHHbIX NALMEHTOB C CUHAPO-
MOM «TOfbIX» NMMM®MOLMTOB, B KNMHMYECKOM KapTUHe npeBa-
NMPOBaNU He WMHGOEKUMOHHbIE, @ AayTOUMMYHHbIe MNposiB/e-
Hug. Kpome TOro, Hannuue 60AbLWIOrNO0 KOAMYECTBA CTUMM
oncambpuoreHesa noTpeboBano MpPOBEAEHMS LLUMPOKOTO
reHeTMYyeckoro obcienoBaHMa Mo 3a00NEBAHUSAM, HE UMEID-
Wwum oTHoweHus Kk M. MNo3gHee nossneHne MHMEKLMOH-
HbIX MPOSIBNEHWIA NpUBENO K no3aHen auarHoctuke MAL, ¢
pasBUTMEM Y MaLMEHTKM OONbLIOro KOAMYeCcTBa OCIOXHE-
Hui. K cyacTblo, HECMOTPS Ha OTCYTCTBME CBOEBPEMEHHOM
MOCTAHOBKM [AMArHo3a u afekBaTHOM Tepanuu, naumeHTka
[OXuna Ao nybepraTHOro Mepuofa, UYTO TaKXkKe SBNSeTcs
HETUMWUYHBIM 4SS CUHAPOMA «rONbIX» MMMPOLMTOB. N HeCcMo-
TP Ha TO 4To puck npoBeneHuns TIK y Hawen 6onbHOM
[LOCTAaTOYHO BbICOK, HAMK OblI0 PeKOMEHL0BAHO MpoBepe-
Hue TKI kak eLMHCTBEHHO BO3MOXHOMO MeTofa Kypaumu
[aHHol Gopmbl MAL.

MN3yyeHune 3ton popmbl TKNH BaKHO He TONbKO C Kau-
HMYECKOM TOYKM 3peHMs Ang noadbopa HOBbIX METOA0B
NeYeHUs U OUArHOCTUKM, HO U C HAYYHOW TOYKM 3peHMs, T. K.
CUHAPOM «rOMbIX» MMMMOLNTOB — 3TO KMOJE/b», MO3BOSS-
loWas OLEHMTb BCIO BAaXXHOCTb POSU, KOTOPYH MONEKYNbl
MHC Il Tuna wurpatoT B GOpPMMPOBaHWM aLANTUBHOIO

MMMYHHOTO OTBETA. ‘m
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