Mpo6nemHbie cTaTby N 0630pbI

J1.P. Buixpucrerko, B.B. fAinuenko, [1.K. Houkos

KnnHunyeckoe 3HavyeHue gepvuntoB
MMMYHOTIOOYNIIHOB Y B3POCAbIX

Butebckuii rocyfapCTBEHHbIN MEQULIMHCKUI YHUBEPCUTET

asnuyatot nepsuuHbie (MAQ) u

BTOpuyHble (BUA) aeduumthl

uvMmyHorno6ynuHos. MAL o6-
YCOBINEHb! AedheKTaMI FeHOB KMETOK
CUCTEMbI UIMMYHUTETA U KIUHUYECKU
NPOSBNAIOTCA, KaK NPaBunio, B NepBble
MecALbl 1 roAbl XU3HW. B HeKoTopbix
cnyyasx KnuHUYeckue nNposBMeHus
ML moryT oTcyTCTBOBATH B TEYEHUE
MPOAIOMKIUTESBHOMO Mepiofia BPeMeH!U
N pa3BUBAIOTCA TOMbKO Y B3POCIIbIX
rnocne KOHTakTa ¢ onpefeneHHbIMU
UHGbEKTaMU, yallle BUPYCami KPacHY-
Xu, Kopu, Jnwreitna—bapp. Hanpu-
Mep, NPy AUCUMMYHOTNIOBYIMHEMMN
(medpuumr cybknaccos 1gG2 u lgG4),
obuiem BapuabenbHOM UMMYHOAE-
duuute (OBWI) nepsbie cUMNTOMBI
6onesHn HabnoaaloTCA BO BTOPOI NN
TpeTbeil Aekane xusHu [1, 4]. B Takux
Cnyyasx AOCTaTo4HO CNOXHO YCTaHO-
BUTb, SBNAETCA N UMMyHOAEPULAT
MePBUYHBIM UK NPUOBPETEHHBIM, T.
€. BTOPUYHbIM, MOCKOSbKY BaXHEMLLne
KNIOYEBbIE NPU3HAKW U CUMMTOMbI B
06oux cnyyasx cxoaHsl. [o HacTosLLEro
BPEMEHN IMeeT MeCTO runofNarHocTy-
Ka UMMYHOLeDULUUTOB KaK B paHHEeM
BO3pacTe (4eT-CKOM, MofpPOCTKOBOM,
IOHOLLIECKOM), TaK 11 y B3poChbiX. He-

PeOKO NauyeHThbl C oKa30BaHHbIMU
XPOHUYECKUMU, PELMANBUPYIOLLUAMY,
NNOX0 MOAZAIOLUMUCA NEYEHMO UH-
chekLmamun B TeueHne 5—10 n bonee net
HabMI0JAI0TCA TOMBKO «Y3KUMU»> CRIELA-
anuctamm — OTOPUHONAPUHIONOramu,
[epMartosioramu, racTpO3HTEPOSIoramu,
WHCDEKLIMOHMCTaMIN NN TepanesTamu.
W TonbKo peTpoCneKTIBHbINA aHa3 Me-
AULMHCKON AOKYMEHTaLuI, TLLATENbHO
COOpaHHbIii IMMYHONATONOrNYECKNIA
aHamHe3 3ab0neBaHuA, aHaMHe3 XIU3HM
1 CeMeiHblil aHaMHe3, a TaKkXxe UMMYHO-
noruyeckoe obcnefoBaHme No3BoNAIOT
BbIABITb MMMYHOZEPULAT.

lMaroreHeTuyeckme 0CHOBHI
UMMyHoaeduLUTOB
¢ npeobnapanuem fecdekToB
UMMyHorno6ynuHos
[epBuyHas HeJoCTaTOYHOCTb
B-numdpoumtos coctaBnsaet 50—60%
cpean 120 ussectHbix ML [1-4].
OcHoBHaa tyHkuua B-numdouuntos
— CUHTE3 UMMyHornobynuHos (IgG,
IgA, IgM, IgD, IgE) n o6pasosaHue
cneumnduyeckux aHturen. MmmyHo-
rno6ynuHbl (Ig) pasnuuHbIX Knaccos
ABNAIOTCA aHTUTENnamu u obecneun-
BaIOT PasfiyHbIE MeXaHU3Mbl UMMY-
HuTeTA.
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Pasnuualotr  TAXENble, XxapakTe-
pU3YIOLLMECA MOMHBIM  OTCYTCTBUEM
B-numdpouuto 1 Ig n bonee nerkue,
CENEKTUBHbIE AEOULNTLI aHTUTEN UMK
CHUKeHMe nx ypoBHA. CTeneHb Bbipa-
XEHHOCTW B-KneTouHol HepocTartou-
HOCTM 3aBUCUT OT BIZA FEHETUYECKOrO
fedhekTa 1 BapuaHTa MyTauum reHa B
numdoLuTax.

dedouuutsl g nopgpasgensior Ha
[1B€ OCHOBHblE Kateropuu [17]:

1. unorammarnobynuHemmi: paH-
HUiA aebtoT: X-cuennexHas araMmmarsno-
6ynuHemus (AIT), apyrue ArT; nosaHui
LebioT: obLmii BapuabenbHblii uMmy-
HogeuLNT.

2. JucrammarnobynuHemmn: runo-
ravmarnobynuHeMns ¢ BbICOKUM CO-
nepxatuem IgM (runep- IgM), aecpu-
uuT IgA, gecouumt cybknaccos IgG.

Okono 85% cny4aeB Hanuuusa y
MasbuiKOB  runorammarniobynuHemmn
unn arammarnobynuHeMun 1 geduug-
T2 B-numdpoLToB CBA3AHO C pasnny-
HbIMU pedpekTamn reHa B-kneTouHoid
TpoauHKiHaskl (Btk). Yactota gaHHo-
ro cuHgpoma coctasnset 1:50000.

B 15% cnyyaes npu runoramMmarsio-
6ynuHemun unin AT obHapyxmBatoTcs
pechexTbl opyrux reHoB. Cpegu Takux
nauueHtos 5-10% — pesouku [11].
Y HuX BbIABNAIOTCA fedeKTbl reHOB,
MPOAYKTbl KOTOPbIX UrpaioT 60sbLLyto
pOJib B MPOLIECCax CO3peBaHINA U gudp-
tbepeHumpoBku B-numcpouuntos. Tak,
onmMcaHbl fedyeKTbl FEHOB, aKTUBMPYIO-
Lmx pekombuHaumio (Rag-1 u Rag-2),

MyTaLu WM geneuin reHa, Kogupy-
IOLLLEro CTPYKTYpY 3N1eMeHTOB npe-B-
KNETOYHOro peLentopa, B YaCTHOCTY
MyTauun reHa A5/14.1, kogupytoLLero
CTPYKTYpPY CypporatHbix mnerkux Le-
neit, MyTaLn reHoB TAXENbIX H-Lieneil,
peuentopa Ig o [18]. AHomanm pe-
LLenTOpHOro  komnnekca  B-knetok
CBA3aHbl C pasnMyHbiMM LedheKTamu
B-knetouHoro fimHkepHoro (agantop-
Horo) 6enka — BLNK, otcytcTaue umm
HepocTaTouHas  (OYHKUMA  KOTOPOro
MPUBOZUT K HapyLUEHWO aKTUBaLuK
thepmeHToB (chocdronunassl C-ramma,
Btk 1 gp.) U, COOTBETCTBEHHO, 3aflepX-
ke passutua B-numdountoB Ha cta-
[ npo-B-knetok [11, 13].

Y yacTtu 60nbHbIX BbISBNAIOTCA aHO-
Manum nosgHeil asbl audpchepeH-
LMpOBKIU B-KneTok, korga u3 HuX He
obpa3syloTca nnasmatuieckne Knetku,
CEKPETUPYIOLLE  UMMYHOTNOBYHYI,
YTO COCTaB/AET OCHOBY naToreHesa
cenekTueHoro fecpuuuta IgA n OBUL.
CenexTuBHbii gecpuunt IgA — Hau-
bonee yacTto BCTpevarowwanca gopma
ummyHogeduuuta. Ee uactota co-
cTasnseT B nonynsuwm 1: (400-3000)
[4]. Mpu atom peduumTe copepxaHite
IgA B cbiBOpOTKe Hike 0,7 r/n, Torga
kak ypoBHu 1gG n IgM HopmanbHble.
MpumepHo B 15—20% cny4yaes He-
poctatouHocTb IgA couetaetca ¢ fge-
OULMTOM OFHOrO WM  HECKOJbKIX
cybknaccos 1gG, Hanpumep 1gG2 u
lgG4 [14]. OnucaHo couetaHne Hepno-
crarouHocTu IgA u cybknaccos IgG ¢

| KNMHNYECKanA NPaKTIKa 11 30poBbe 5 2013



Mpo6nemHbie cTaTby N 0630pbI

atakcueil-reneaHruakrasuein [19], co
CHkeHnem yposHsa IgM. decouuut IgA
HepesoKo COMPOBOXAAETCA MOSABMEHN-
eM ayToaHTuTenN.

Obwwuii  BapuabenbHblii - UMMYHO-
pecouunt 0bbeSMHAET reTeporeHHyio
rpynny 6onesHei, XxapakTepuayoLLX-
ca runorammarnobynuHemmeli (MeHee
250 mr/an Beex Ig B kposu), AedpuLn-
TOM @HTUTEN U PEeLUSUBUAPYIOLLMMA
bakrepuanbHbIM - UHADeKLMAMA.  ITU
HacnefCcTBeHHble  UMMYHOAEULMTHI
BCTpevalotca ¢ yactoton 1:25000. 3a-
boneBaHne MOXET MaHUGeCTMPOBaTL
B ETCKOM, NOLPOCTKOBOM WA IOHO-
LUeCKOM BO3pacTe, Hepemko nocne
20 nert, npu 3TOM CTEMNEeHb BbIPAXEH-
HOCTM W TuUn runorammarnobynuHe-
MU UHAMBULYaSNbHb.  BOMbLUMHCTBO
6onbHbx OBW umelot HopmanbHoe
KOMMYECTBO  LIMPKYSMPYIOLLMX B KpPO-
BU T-numdpouyntoB 1 1g-MO3UTUBHBIX
B-numdpountos, HO 3T B-numcpounTbl
He cnocobHbl AuddepeHLMpoBaTLCS
B lg-cekpetupytowme nnasmartiye-
CKIEe KNeTKN. bonbHble UMeIoT HU3KMiA
CbIBOPOTOUHbIIA YPOBEHb |g B OTBET Ha
UMMYHM3aLMio BenKoBbIMIA 1 MofnCa-
xapugHeiMu aHTutenamu. Mpu OBUL
BbIABNAIOT MOMUreHHble fedekTbl: no-
paxeHue B-nuMdgoumnToB, MNOBbILLEH-
Hyt0 T-CynpeccopHylo akTUBHOCTb, He-
[0CTaTOYHOCTb (PYHKLIMN T-Xennepos,
AeULMT LIUTOKHOB, HapyLueHie T-B-
KNETOYHOro B3auMOZeNCTBuns, aedhext
reHoB knacca HLA Il, myTtaumo reHa
TNFRSF13B B nokyce 17p11.2, kogu-

pyloLlero TpaHcMeMbpaHHblii akTuBa-
T0p [5, 9].

MpumepHo 75% 6onbHbIX OBW[
umetoT pedpekt T-numdountos. Hau-
bonee YacTo y HUX BbIABNAIOT AedekT
reHa B Jiokyce Xq26, kogupyloLiero
nuraHg, CD40 (CD40L, wnm CD154;
TNFSF5; GP39). CD40L — Mem-
OpaHHblii 6enoK, cocToAwmiA s 261
aMUHOKUCIOThI, MPUCYTCTBYIOLMA Ha
nosepxHoctt  CD4"T-numcpoLiuTos,
ceAsbiBaeTcA ¢ CD40 monekynoii Ha
B-numcboumTax, anutenmanbHblx, LeH-
ApUTHbIX KneTkax, CD8* T-numdpouutax
W CTUMYNUPYET OTBET Ha aHTUreH. Ha-
pyLLeHNe B3aUMOAEICTBUA  MeXIy
CD40L 1 CD40 npuBoauT K aHOManam
nepekmioyYeHns cuHTesa Ig u dpopmu-
poBaHuA LuTokHOB — OHO, WJ1-12 1
ramma-uHTepdepoHa. Yposerb CD40L
MPHK nosbiwaer W1-4 — wHaykTop
npogykuum IgE, B 10 Bpems kak AOH-y
ABNAETCA MHrM6UTOPOM NpogykLn IgE
1 cHuxaet ypoeHb CD40L MPHK.

B pesynbrate HapylieHus B3a-
umopencteua T- n B-kneTok, T. e.
ecnm B-knetku He nonydaiotr COOT-
BETCTBYIOLLE CUTHASNbI aKTUBALM OT
T-knetok, BO3HMKaeT, kpome OBW[,
UMMYHOZEULUT C runepnpogyKumuei
IgM (runep-lgM-curgpom). unep-lgM-
CUHOPOM Ha MONEKYNAPHOM YPOBHE
npeacTasnsetr  coboii  HepocTaroy-
HOCTb T-MCPOLIUTOB, B YACTHOCTM MY-
Tayuo reHa CD154 T-knetok, uto npu-
BOAUT K HapyLeHusm B reHe CD4OL.
HacneposaHue 3abonesanua cuenne-
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HO ¢ X-XpOoMocoMoii (1-11 Tun) 1 BcTpe-
vaetca B 70% cnyyaes. B ocHose na-
TOreHesa  ayTOCOMHO-PELECCUBHOMO
runep-lgM-cuHgpoma (2-it Tun) nexut
AedheKT reHa UUTMAMHAE3aMUHA3bI 1
akcnpeccun CD40 Ha B-knetkax. B
KpoBu npu runep-IgM-cuHgpome onpe-
nensetcs aecouumt IgG, IgA n IgE (nm
MNOMHOe WX OTCYTCTBUE) B COYETaHUM
C MoBbILLEHHbIM ypoBHeM IgM. B Ha-
crosiee Bpema runep-lgM-cuHgpom
UCKIIOYEH 13 rpynmbl LedheKTOB aHTK-
T€1006pa30BaHNA 1 OTHECEH K KOMOU-
HIPOBaHHbIM edbekTam [15].

Takum obpasom, npu ummyHogedu-
LuTax ¢ MpeuMyLLeCTBEHHbIM HapyLLe-
HIeM CuHTE3a Ig UMEIoT MeCTo reHeTw-
YeCKIN LLeTePMUHIPOBaHHbIE HapyLUEHISA
CUHTE3a MOJIEKYN aKTuBaLim, Heobxo-
A/MbIX A8 HOPMasbHOrO CO3peBaHusA
N oudpcpepeHUmMpoBki B-knetok. Bug
N CTeneHb BbIPXEHHOCTI MEPBUYHOIA
B-KneTouHO HEmOoCTaTouHOCTU UHAK-
BUZYasbHbI 1A KKLOrO nauueHTa.

[puobpetenHbie, win BTOpU4HBIE,
uMmyHogeguumTHbIe 6onesHu (BUB) —
3ab0oneBaHus, B OCHOBE KOTOPbIX NeXar
HeLOCTaTO4HOCTb, AeddeKThl B CUCTEME
UMMYHUTETA, WHEOYLMPOBAHHbIE  3KC-
TpeMasibHbIMI BO3AEACTBUAMU Ha Hee,
BUpYCaMU WU APYTrUMIA UHAPEKTaMn 1
KIMHNYECKIN MPOSBNSIOLLMECA peLuan-
BaMU  HEPEKLIMOHHO-BOCNANUTESbHBIX
3abonesaHuii ool nokanuaadm [3).

BaxHeiiume npusHaku BUB:

* HanMume KMHUYECKoro CUHAPO-
Ma, aCCOLIMPOBAHHOIO C UHAeKLell;

* OTCYTCTBUE HACNEeLCTBEHHON 1 re-
HETU4ECKOI 00YCNOBNEHHOCTY;

* BO3HUKHOBEHWEe Ha (POHe Hop-
MasIbHON PeakTUBHOCTY;

* COXpaHeHue UMMyHogeduyuTa
(Mpu  XpoHUYeckoM TeueHUn) nocne
YCMELHOro JlieYeHWss OCHOBHOTO 3a-
boneBaHs 1 yCTpaHeHus haKTopos,
WHOYLMPOBABLUNX — €ro;  OTCYTCTBUE
CMOHTaHHOI HOpMan3aLmM UMMYHHO-
ro craryca;

* peL1anBUpOBaHME Ha (hoHe 00bIY-
HOrO JIeYeHNS.

BMB moryT BOo3HIKaTb B pasfinuHbiX
3BEHbAX CUCTEMbI UMMyHUTETA: T 1
B-numchoumtapHom,  Makpodparasib-
HOM, rpaHynoLUTapHOM, KOMMNEMEHT-
HoM. BblgensioT cnegyioLLue OCHOBHbIE
thopMbl B-kneTourbix BUB (0.K. Hosu-
koB, B.W. Hosukosa, 1994, 1996, 1998):

1. CuHOpOM BTOPUYHOTO MMMYHO-
pecouipta npu B-KNeTouHbIX onyxonsx
(nnasmovwToma, 6oneaHs BarnbaeHcTpe-
Ma, B-nimmabonelikoabl 1 SMchoMbi).

2. MaHrunorammarnobynuHemms.

3. QucummyHornobynuHemmn: gAM,
GaM, GAm, Gam, gaM, GAM, gAm (G,
A, M — HopMmarbHas uni NoBblLLEHHAS
KOHLeHTpawus |g CbIBOPOTKI KPOBY; g,
a, m — OTCYTCTBUE UM CUSIbHOE MOHU-
XeHe KoHLieHTpaLum Ig).

4. Necbuuutel cybknaccos IgG (G,
G2, G3, G4).

5. BTopuuHbii gecuumnt cekpetop-
Horo IgA.

6. dedpuuut IgM.

7. CuHgpom pedpuumta aHTuTen.
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Ocobasa camoctoATenbHas chopma
BVMb — obwas BapuabenbHasa ummy-
HomecbuumTHas 6onesHb (OBMOB) v
B3POCNbIX — MPUOBPETEHHbIN BapuaHT
UMMYHOZedULMTa,  KOTOPLIN  MOXET
nposBuTbCA B Mtobom Bo3pacte. Oc-
HOBHbIM  KNMHUMYECKUM  MPU3HAKOM
OBWBL senaoTcA peunanBupyioLLne
UH(DEKLMN, BbI3bIBAEMBIE YCIIOBHO-MA-
TOreHHbIM1 Mukpobamu. OH BO3HIKaET
Mog BO3LENCTBUEM 3KOJOTMYECKU He-
bnaronpuaTHblX (hakTopoB, CPEacTs W
METOLOB J1eYeHus, NPOPeCCMOHabHbIX
BpeaHocTen. OBUIB — oaunH 13 cambix
PaCcrpOCTPaHEHHbIX CUHLPOMOB HEfo-
CTATOYHOCTI UMMYHUTETA. HapyLueHus
UMMYHHOTO CcTaTyca npu HeM BKJoualoT
KOMOVHMPOBAHHYIO  KOMN4YECTBEHHYIO
N (OYHKLMOHANBHYIO HEJOCTATOYHOCTb
T 1 B-numdpountos, ux cybnonynaui,
lg, cuctembl rpaHynoLuToB 1 KoMMe-
MeHTa. [onHble fedbeKTbl kakoro-nbo
3BEHa CUCTEMbl UMMYHUTETA He Xapak-
TepHbl 4118 AaHHoi matonorum. [onon-
HUTENbHBIM oTNYmem OBWB ot Bpox-
penHoro, nepauuHoro OBWL  moxert
CNYXWTb BOCCTAHOBJIEHNE CEKpeLun
Ig nmM ypoBHA PYrX CHIDKEHHBIX MO-
Kasartenell UIMMYHHOro crartyca nocne
UMMYHOKOPPEKLIUN.

Knuhuka n pnardoctuka pecduumros
UMMyHOr106yNnuHoB

HabniogaeTtca MOBbILLEHHAA YyB-
CTBUTENBHOCTL OpraHmaMa 60sbHOro
K MUOTeHHbIM OaKTepusam, 4To Mpo-
ABNAETCA pPEeLUaMBAMUA THOMHBIX UH-
cbekuuin HapbepHbIX TKaHEA — KOXU

N CIM3UCTBIX 000NOYEK  PasfNYHOIA
nokanusauu.  Bosbygutenm -
cbekuuit — Haemophilus influenzae,
Streptococcus pneumoniae,
Staphylococcus aureus. Tlockonbky
CYLLECTBEHHbIX HapyLLUEHWA B pabote
T-KNeTouHOro UMMyHUTETa Y HOMBHBIX
C HeLoCTaToOuHOCTbIO Ig He Habnioga-
eTcA, BUPYCHbIE MHAbeKLMM (3a UCKto-
YeHIeM SHTEPOBUPYCOB 1 Manuoma-
BUPYCOB) U TyBEpKyne3 BCTpevaloTcs
C TaKoW Xe 4acTOTOW, Kak B 0bLel
nonynauuu.  WHdeKLmoHHble  ovaru
vyawe nokanuaosanbl B JIOP-opranax,
BEPXHUX 1 HUDKHUX AbIXaTeNbHbIX My-
TAX, KENyLOYHO-KULLEYHOM TpaKTe,
cycrasax, LUHC; moxet Habniogatbcs
centuuemus [12, 16].

Mpu BCEX WUMMyHOZehULMTaX UH-
(PEKLMOHHOMY MPOLIECCY CBONCTBEHHDI
3aTAKHON XapakTep, PE3UCTEHTHOCTb K
afleKBaTHOIA aHTUbaKTepuanbHoI Tepa-
MK, TAXENOE TEYEHNE, OCTIOKHEHIA |
nepexog, XpoHU4YeCKyto chopmy. ckio-
YeHue COCTaBAET CENEKTUBHLIA Aedu-
uuT IgA, Hepeako 6eCCUMNTOMHBIN.

Ana takoro MNL y peteil, kak
aravmarnobynuHemMns,  XapakTepHo
paHHee pasBUTUE PELMAMBMPYIOLLMX
bakTepuanbHblX MHGEKLMIA — B KOHLE
MNepBOro rofa Xm3Hu, NOCKOSIbKY B Cbl-
BOPOTKe KpoBU pebeHka 6—12 mecsLes
umetotca lgG-aHTUTENa, NOMyYeHHble
Npu TpaHcnnaLeHTapHOM nepeHoce
OT MaTtepu. Yalle Bcero otMevaroTcs
NHCDEKLMA CIIN3UCTBIX 060S104EK OKO-
JIOHOCOBBIX MasyX U NErovyHon TKaHu
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(8 60% cnyuaes), nuoaepmum (25%),
KOHbIOHKTUBUTBI (8%), racTpoaHTepu-
Tbl (35%), apTputhl (20%), MeEHUHru-
Tbl U 3HUedammThl (16%), HECKOMbKO
pexe — centuuemus (10%) u octeomu-
enut (3%) [10]. Mpu AT, cennexHoii
¢ X-XpOMOCOMOIA, 60MbHbIE YYBCTBU-
TenbHbl K 3HTEpoBupycam ECHO wnn
Kokcaku, Bupycam renartita 1 nonmo-
MUenuTa, a Takke K UHeKLnUAM, Bbl-
3BaHHbIM Pneumocystis carinil.

Mpu runep-IgM-cuHgpome
1-ro Tuna n OBW[ Habniopaiotcs
T-KNeTouHble  HapylleHus  pasHoMm
CTEMEHN TAXECTW, 4TO COMPOBOXAA-
eTCA  TAXENbIMU  OMMOPTYHUCTUYE-
CKUMI  MHGDEKLMAMI,  BbI3BAHHBIMU
Pneumocystis carinii, Mycobacterium,
Candida albicans, Toxoplasma gondii.
Mpu OBWUL vacto passuBatoTca pe-
Luavempylowas  repnec-3octepHas
WHpEKLMA, TAXenaa Auapes, Hamo-
MUHaloWas auapeo npu Lennakuu,
HO peakuua Ha 6esrmioTeHoByI0 -
€Ty Mpu 3TOM OTCYTCTBYET; OMUCaHbI
TaKXe apTpuTbl U ayTOUMMYHHbIE Ha-
pyLeHns. [eTeporeHHoCTb KNuHuYe-
CKOWN WH(PEKLMOHHON CUMMTOMATUKIA
XapakTepHa 1 A NpUOBPETEHHOIA
copmbl — OBUB y B3poCHbIX.

Mpu MHOTMX (hopmax HepocTa-
TOYHOCTU  pyHKLMIA  B-numcpountos
BCTpeYaeTcA ayToMMMYyHHaA natono-
ma (peBMaToOWaHbIA apTPUT, ayTouM-
MYHHbIE SHAOKPUHONATUM, BONYAHOY-
HONOZO6HbIA CUHAPOM, XPOHUYECKMIA
BUPYCHbIA renatut, A3BEHHbIA KOJUT,

6onesHb KpoHa, ayToMMMyHHas re-
MONMTUYECKaa aHemms, TpomboLuTo-
NeHWs, HeATpOneHus), MoBbILLEHa Ya-
cToTa onyxonemn UMAGOPETUKYNAPHOIA
CUCTEMBI 11 XENYJOUHO-KULLEYHOro
TpakTa.

[ns noctaHoBku AuarHosa W[ c
HapyLUeHneM cuHTesa Ig Heobxoanmo
U3y4nTb CeMelHbli aHaMHes (cryuan
paHHell MNageHYeckoil cMmepTn, na-
TONOTYECKOE HEBbHALLMBaHME bepe-
MEHHOCTM Y POACTBEHHMKOB 6ONIbHOrO,
3aperncTpupoBaHHble hakTbl UIMMYHO-
feduuuta B ceMbe). M3 aHamHesa 3a-
boneBaHuA crieyeT BblIACHUTb BO3PACT,
B KOTOPOM pasBUBASIACL WHCDEKLN,
NX NoKanusaupio, 4acToTy 1 npogon-
XUTENbHOCTb 3NM30A0B 0BOCTPEHUS,
ONMpeaeniTb, KakuMn MUKPOOPraHi3-
Mamu 6bifl Bbl3BaH UHCEKLIMOHHbIIA
npouecc, kakoBa 6bina adchekTus-
HOCTb Jle4eHIs, BO3HIKana i Heobxo-
AVMOCTb BO BBEAEHUM BHYTPUBEHHbIX
aHTUMUKPOOHBIX Npenaparos.

BaxHoe 3HauyeHMe B MOCTaHOBKE
QvarHosa 1 Bbibope aHTUMUKPOBHOrO
npenapara s NeYeHna UMeeT uaeH-
TUhUKaLMA MKpooprasuama. pu Ha-
pyweHusx B cucteme B-numcpoumTos
BO30YAUTENAMU UHAPEKLMA ABNAIOTCA
Haemophilus influenzae, Streptococcus
pneumoniae, Streptococcus pyogenes,
Staphylococcus aureus, Giardia lamblia,
Ureaplasma urealyticum, wHorga aHTe-
POBUPYCbI 1 NanuNOMaBUpyChI.

JlabopatopHas AuarHocTka fae-
tbekToB B-KneTok BkJIoOYaeT 06LLuiA
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aHanm3 KpoBM C NOACYETOM NIeNKOLM-
TapHoli hopMynbl (OLieHKa NPoBOAMTCS
C Y4YeTOM BO3pacCTHbX OCOBEHHOCTEN
remMo-rpammbl), onpedeneHue nonyns-
LAY KNETOK cucTeMbl UMMyHuTeTa (T 1
B-numdpoLuToB, ux cy6ronynauui), um-
MyHornobynuHoB IgG, IgA, IgM, cogep-
XaHus cybknaccos IgG (G1, G2, G3,
G4) v nHorga IgA1, IgA2. Moateepxaa-
I0T OMarHo3 XapakTepHble 3MEHEHMA
UMMYHHOTO cTaTyca 60/1bHOrO.

Konunuectso B-numdpouutos 0bLmx
(CD19*, CD20*, CD72*) B nepuchepu-
YeCKOI KpPOBM B3POCIbIX B HOPME CO-
crasnsetr 190—660 knetok B 1 MM,
OfiHaKo npu pedpuumtax Ig oHo Moxet
CYLLECTBEHHO HE MEHATBLCA.

Hedouuut IgG (<0,02 r/n) B coveta-
HAW C HU3KM UM HeornpegensembiM
ypoBHeM B-numdpountoB  ykasbiBaet
Ha arammarnobynuHemmo. [uarHo-
CTYeckn 3HavumbiM ansa AT sens-
etca orcytcTeue Btk Ha nosepxHocTy
JMMCDOLIMTOB, YTO MOXHO OMpesenuTs
METOAOM MPOTOYHON LIUTOMETPUN.

[MOBbILLEHHbIA  UAN  HOPMaSTbHbIN
ypoBeHb IgM B coyeTaHun ¢ HU3KMU
ypoBHaMu IgA 1 IgG HabniogaeTca npu
runep-lgM-cungpome.

YBenuueHue yposHs Ig UMeeT me-
CTO MPU XPOHUYECKOUN UHAEKLIN, ay-
TOUMMYHHBIX CUCTEMHbIX H0NE3HAX NI
3110KQY€CTBEHHBIX HOBOOOPA30BaHUAX.

MMoCKOMbKY MpU HOPMasbHbIX YPOB-
HAX |g uHorga MoXeT Habmoparbes
[eeKTHbI  creunduyeckun  oT-
BET, B NabOpaTOpHyl0 LUaArHOCTUKY

B-knetounbix ML BKnioveHa Komu-
YeCTBEHHAA OLEHKA YPOBHA aHTUTEN
(M30remarrmioTUHIHbI, TUTPbI aHTUTEN
K aHTUreHam BakUUH CTONOHAKa, gud-
Tepu, THEBMOKOKKa).

[ns guarHocTuKM 4acto BcTpeya-
loLerocs KOMOUHMPOBaHHOro aedu-
uuta T- n B-numcbouutos tpebyeTcs
N3y4eHne OTBETa 3TUX KNETOK Ha Mi-
TOT€Hbl.

C NOMOLLbIO MONEKYNAPHO-TEHETU-
YeCKOro aHanu3a BO3MOXHa [uarHo-
CTUKa fedpekTa reHa, OAHaKko Takoe
NCCNELoBaHNE BbINOSHAETCA B CreLy-
anuaupoBaxHbIx naboparopusix.

Jleuenue pecpuumtos
UMMyHOr06yNnHoB

OCHOBHbIM METOLOM fleyeHus na-
LINEHTOB C TAXENbIMU (hopMamm aram-
MarnobynuHeMuii 1 runorammaro-
OYNMHEMUIA ABNAETCA BHYTPUBEHHOE
BBELEHME CbIBOPOTOYHBIX UMMYHOTIO-
bynuHoB. 3amecTuTenbHaa Tepanus
npenapatamit BHYTPUBEHHbIX UMMYHO-
rno6ynuHos (BBUT) nokasaHa npu ArT;
OBWA v runep-IgM-cuHgpome 1 gomx-
Ha NPOBOAUTLCA Ha MPOTAXKEHAN BCEN
XW3HW BonbHoro [1, 4, 6].

B Pecnybnuke benapycb 3apeructpu-
poBaHbl CregyioLLve npenapatbl BHYTpU-
BEHHbIX UMMYyHOrNobynuHoB: [ammva B.B.
(MHaus), Bo donakoHe 50 M coaepXuT-
ca 2,5 1 IgG; BeHoummyH (YkpauHa), Bo
chnakoHe 50 mn cogepxutes 2,5 T IgG,
BO dpnakoHe 25 mn— 1,25t IgG.

WcnonbayioT cnegyioLlyio  cxemy
3amecTuTenbHoi Tepanuu BBAT
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1. B pexume HacblLeHus:

« BBUI: 2 pasa B Hegenio B fo3e
100-200 Mr/Kr, B MecsiyHOI [03e [0
1,2 r/Kr Beca 60mbHOr0.

* HatueHaa nnasma: 2 pasa B He-
pento B fo3se 15—-20 MN/Kr, B Meca4vHol
po3e Ao 120 mn/kr.

2. MNoppepxusaroLLas Tepanis:

« BBUI: 400—600 mr/kr kaxaple 3—4
Heaenu.

» HatveHas nnasma: 1 pa3 B mecL
B Ao3e B Ao3e 15—20 mn/kr Beca 6onb-
HOrO.

Pexum gosuposanus 1 fo3el BBAT
MOryT ObiTb U3MEHEHDI B 3aBICUMOCTU
OT MPU3HAKOB HaNMMuna UHGEKLMA U
ypoBHs Ig. C Lenbio onpegenenns He-
obxogumoro Konuuectea BBUI ans
KOHKPETHOro naLeHTa Mbl Npeana-
raem WUCNoNb30BaThb CheaytoLe npo-
CTblE pacyeThbl:

X =m.0,132-(G,—G,), rae X — He-
obxogumoe konuyectso IgG; m — sec
nauneHta; G; —xenaembiil YpPOBEHb
lgG; G, —ypoBeHb IgG Ha MOMeHT 06-
cneposaHua. Hanpumep, ecnn m=70
K, Gi=7 r/n, G,=3,7 r/n, 70 X=30 I, unu
12 onakoHoB MO 2,5T.

MepBble  HECKONMbKO — BBELEHWIA
BBUI™ nposogaT B cTauuoHape. MNpena-
paT peKOMEHyeTCA BBOLUTb Mea/eH-
HO — €O ckopocTbio oT 0,6 8o 4,8 mr/
Kr/v. [InA CHWKEeHMA pucka passBuTuA
annepriivecknx peakuuini  BO3MOXHa
npemMegukauusa  KopTukoctepougamu
N aHTUrUCTAMUHHBIMI Mpenapatami.
Mpun BBEAEHMN NpenapaToB MOryT Ha-

bniogatbca ronoeHas 6onb, nuMxopaa-
Ka, 03H00, 60N B X1BOTE, TOLLHOTA; B
PEmKMX Cryvanx BO3MOXHO pa3BuTie
TAXKENbIX OCNOXHEHWA — acenTiye-
CKOTO MEHUHIUTa, TeMONMTIYECKOIA
aHemun, NOYEYHON HELOCTATOYHOCTA.
Kpome BHyTpUBEHHOrO 3a py6exom
UCMoMb3yeTcA  MOAKOXHbIA  CNocob
BBeaeHus Ig [8].

KoHTpornb adhdpekTBHOCTU feve-
HUA PEKOMEHZYeTCA MpPOBOAUTL Ye-
pe3 4 Hepenu, ypoBeHb IgG momxeH
COCTaBMATb He MeHee 5 /N (HUKHAS
rpaHuua HopMbl IgG y 3gopoBoro ye-
nioBeka — 8 r/n). Pexum [o3upoBaHus
1 po3bl BBUI moryT 6biTb U3MEHEHDI B
3aBMCUMOCTM OT MPU3HAKOB HaNYNA
UHCpEKLM 11 YPOBHS 1g.

Pacuet MnporHo3mpyemoro YpoBHS
lgG Ha onpepeneHHyto aaty NpoBoauT-
cA no cpopmyne:

roe Y — nporHo3upyeMsiit yposeHs IgG;
G — ypoBeHb IgG Ha MoMeHT obcnepo-
BaHUS; t; — KOMMYECTBO CYTOK Mocne
BBeaeHusa 1gG; t, — nepuog nonypac-
naga IgG (21 cytku). Hanpumep, ecnu
G=8r/nt,=14,70Y =5,04 r/n.
lpoBefdeHNe 3amecTUTeNbHON Te-
panuu He MokasaHo Mpu MOSHOM Ce-
neKTuBHOM aedpuyute IgA, NocKonbKy
BeefeHne BBWI copepxawmx He-
KOTOpOe Konuyectso IgA, comnposo-
XAAEeTCA CUHTE30M aHTU-IgA-aHTUTEN
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(IgE) K [OHOPCKMM KOMMOHEHTaM
KPOBW W pasBuUTUEM aHadpunakcuu.
Mpu HenonHom gedpuuute IgA (cHu-
XeHue ypoBHs 6onee uem Ha 2 SD
MO CPaBHEHWIO C HOPMOW A1 JaHHO-
ro Bo3pacra, Ho He meHee 0,7 r/n) ¢
uenbio 3amelleHus peduuuta IgG
BO3MOXHO BBefeHue BBWUI cogep-
Xallux HekoTopoe Konmm4yecTtso IgA,
TaK KaK puUCK pasBuUTUA OCNOXHEHUI
HesHauuTenbHbIA.  [nA  npegynpex-
[eHUA aHaunakTUYECKX peaxuui
NPy NPOBEAEHUN 3aMECTUTENbHON
TEpanuu cnegyet UCnonb3oBath npe-
napatsl BBUI' Bbicokoro kayectsa ¢
MUHUMAITbHBIM CopepxaHuem IgA.

Mpn  NOABNEHUM  MUHUMASbHBIX
NPU3HAKOB WH(PEKLUM HasHavaetcs
aHTnbakTepuanbHas, NPOTUBOBUPYC-
Haf, MpoTMBOrpuUbKOBasA Tepanua C
YYETOM UHAMBUAYANbHOA YyBCTBU-
TeNbHOCTN natoreHa (kak B Buae Mo-
HOTepanuu, Tak 1 B BUAE PasinyHbIX
KOMGUHaLWiA).

B nepuog oboctpeHus, Hapsagy ¢
3aMeCTUTENBHON U MPOTMBOMUKPO6-
HOIl Tepaniei, NoKasaHbl B-MumeTKK
(Muenonug), B nepuop pemuccun —
azanToreHs, UMMYHOMOZYNATOPbI
PaCTUTENBHOrO MPOUCXOXAEHWSA, UM-
MYHOMOAY/MPYIOLLIME BaKLWHbI (MKo-
nua, pubomyHun, Brl-4, nHesmo-23),
chusnotepanms.

Heotbemnemoil 4acTbio NieueHus
BTOPUYHbIX AecpuumnToB Ig ABnserca
BbIACHEHIE 1 YCTPAHEHIE MPUUMHLI 60-
nesHn, 6e3 4ero HEBO3MOXHO yCneLw-

HOe BOCCTaHOBMEHUe PyHKLMIA cucTe-
Mbl UIMMYHUTET.

Mpn CBOEBPEMEHHO Ha3HAYEHHOIA
afleKBaTHoO Tepanu MPOZOSIKUTENb-
HOCTb XM3HM NALUEHTOB C NEPBUYHON
B-KneTouHoll HeJoCTaTOMHOCTbIO OT-
HOCUTENIbHO BEMKA B CPaBHEHUM C
T-KNETOUHbIMU WA KOMBUHUPOBAHHI-
My cpopmamm MIAL. Tak, nokasatens
CMEPTHOCTU Yepes 25 fieT nocne no-
cTaHoBku anarHo3a OBW[ cocTtasnset
24%, nokasartenb 20-NeTHeN BbhXMBa-
emocTi — 64% cpeau L, MyXCKOro
nosna u 67% cpegm nuL, XeHCKoro rnona
(no cpasHeHuio ¢ 92% 1 94% B ocTarnb-
Holt nonynauum) [7]. B HacTosiLLee Bpe-
MA 6narofapa KapTMpOBaHWIO FEHOB,
AedeKTbl KOTOPbIX MPUBOZAT K MOSB-
neHumio X-AT u runep-IgM-cuHgpoma
2 TUNa, CTAHOBUTCA BO3MOXHbIM NpO-
BELEHIe reHoTepanim.

Hamu guarHocTupoBaHbl ABa Chy-
Yasa gecdouumta lg, CUMNTOMBI KOTOPbIX
NPOABUANCL HE B PaHHEM [LETCKOM,
a B nogpocTkoBom Bospacte. Oba
nauueHTa npeabssnann xanobbl Ha
yacTble aMnU3oAbl UHdeKLwi (6onee
10 pa3 B rog, — OPBW, aHruHbl, raitmo-
PUTbI, OTUTbI, KOHBIOHKTUBUTBI, (PYPYH-
Kynes, MHeBMOHUI), N0 MOBOAY KOTO-
PbIX HAa3HA4aNCh 4JINTENMbHbIE KYPCh
aHTnbaktepuancHoi Tepanun. C ue-
NbI0 YTOYHEHUA [uarHo3a 60/bHbIM
HEOQHOKPaTHO MPOBOAMUNCE PEHTre-
Honoruveckue, bakrepuonoruyeckime
N BUpYyconoruyeckne obcnenoBaHus,
OPOHXOCKOMNIA, KOHCYMbTaLuM rema-
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TONOra, OHKONOra, WHgEKLUOHUCTA,
Tusnatpa, fepmatoBeHeponora.

Bnepsble UMMYHONOrYECKOe
obcnenoBaHiie BbLINONHEHO B 18- W
20-neTHeM Bo3pacTe. BbisBneHsl Ae-
o 19G (0,3 1 0,5 r/n) u otcyTCTBUE
IgA n IgM B cbiBOPOTKE KpPOBU; ApY-
X OTKMOHEHWIA OT HOPMbI MoKasare-
neit ummyHorpammbl  (T-numdoLuTbI,
T-xennepsl, T-cynpeccopsl, UIMMYyHOpe-
YNATOPHbIA  UHOEKC, B-numdouutsl,
LMPKYMPYIOLLIME UMMYHHBIE KOMMIEK-
Chl, dparoumTapHbiil UHAEKC, dharoum-
TapHoe YICTO) He 0BHapPYXeHO.

MaumeHTaMm HasHaueHa 3aMecTu-
TenbHaa Tepanua BBUIT B pose 400
Mr/kr/mec, nnasama 500 mn, Ha choHe
KOTOPOI OTMeYanach MONoXuTeNbHas
KNMHNYECKas 11 IMMYHOSOTYeCKasn au-
HamuKa. Tak, yepe3 mecaL yposeHb IgG
cocTasun 4,98 r/n B NepeoM cryyae
6,92 r/n BO BTOPOM, YTO YAOBNETBOPAET
KpUTepuaM 3dpcheKTUBHOCTU Tepanin.
KonuuectBo ann30g08 060CTPEHNS UH-
cbekuum cHuaunock B 9,5 n 12 pas co-
OTBETCTBEHHO, A/MTENIbHOCTb MPOTUBO-
MUKPOBHOIA Tepann yMeHbLUACh Ha
160 1 175 pHein. B panbHeiiwem nauu-
€HTaM 6blIo PEKOMEH0BaHO perynsp-
Hoe BBegeHue BBUI ¢ uenbio nogaep-
XaHua yposHs IgG 4—6 r/n.

TpygHOCTU aumarHocTukn aeduum-
TOB UMMYHOTNIOBYNIMHOB CBA3aHbl C
HEAO0CTATOYHON HACTOPOXEHHOCTBIO I
OCBELOMIIEHHOCTbIO  MPaKTUKYIOLLNX
Bpayeil B OTHOLLEHUM UX MaToreHesa
N KIMHUYECKUX CUMMTOMOB. BonbHbIX

C YacTbiMM bakTepuanbHbIMU UHGEK-
LMAMA 11 HE3POEKTUBHOCTBIO MPOTU-
BOMUKPOOHOI Tepanim HeobXxoanmo
obcnemoBatb  UMMYHOMOMMYECKUMIA
MeTofamm, MoCKOMbKY Y HIX BEpPOAT-
Hbl B-KneTouHble UMMyHoZedULUTHI.
PaHHee BbiABNEHIE MMYHONATOMNOT UK
no3BONsAeT MpefynpeanTs pasBuThe
TAXENbIX [ECTPYKTUBHBIX 3MEHEHUI
OpraHoB 11 TKaHeil BCNeACTBIE NOBTOp-
HbIX WHCPEKLMA WM reHepanmn3aLmm
npouecca. BHeapeHue B neyeHne na-
LIMEHTOB C aramMmarnobynmHemueil, ru-
norammarnobynuHemneii, gecuiuTom
aHTUTeN  3aMecTUTENbHON  Tepaniu
BHYTPUBEHHLIMU  IMMYHOTNO6YMHA-
MW Hapsagy C afekBaTHOW aHTubakTe-
puanbHOM 1 APYyruMiA BUZAMU CUM-
MTOMaTMYECKOl Tepanuu No3BONAeT
CYLLECTBEHHO W3MEHUTb MPOrHO3 3a-
boneBaHus, MOBLICUTL KA4eCTBO U YyBe-
NI4T NPOLOSMKUTENBHOCTb XUSHN.
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