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KiiodeBrle cJIoBa: BPOKJAEHHblE UMMYyHOAeULMTLI, araMmarnobynuHeMus, feTu

MayyeHue n0au NEPBUYHBIX MMMYHoAedu-
LMTHBIX COCTOSAHMI1 B CTPYKType OHTOreHe3a
3aJI0’KMJI0 OCHOBBI HOBOTO TIpeJICTaBJEHMA O
3Ha4YeHUM CUCTEMbl MMMYHMTETa B Pa3BUTUM
naTosnorMyeckmx npoueccos u GosesHeir. Ocoboe
3HayeHue MMeJIM ITU OTKPLITUA IJIA NeaMaTpuH,
Tak kak GnarofapA MM yAaJock BCKPBIThE CYLIHOCTD
MHOTMX reHo- u deHoTunMyeckux ocobeHHocTen
peakTuBHOCTM pebeHKa. ViMeeTcs onpeseseHHbIA
npocuab OoseaHeit, KOTopsrIMyu OONEIOT M OT KOTO-
pbix norubaloT AeTHM C NEePBUMYHON MMMYHHONI
"HenocraToyHocteio ([IMH) {2, 3, 6, 9, 10].

Pannsaa marsoctuka [IMH apnsercs rapaHThen
CBOEBPEMEHHOTO0 NMpOBEeJEHUA MMMYHOKOppU-
rMpyoLleit TepanuMu U NpouIaKTHMKM Haubosee
TAMEJIBIX OCJIOMKHEHVI UMMYHHOM HEeIOCTaTOYHOCTU.
Bposxaennsle pedekTsl aHTHMTEN006pa3oBaHMA
ABAATcA Haubonee pacmpocTpaHeHHBIMM
tdopmamu IIVH. Onucanue Bruton maumeHTa ¢
aramMmaryiobynMHeMMeit NATL AECATUIETHI Has3an
JIErJI0 B OCHOBY TOABJIEHUA HOBOI'O KJIMHUYECKOTO
MOHATUA UMMYHOLedULMTHOrO COCTOAHMA. B
OTe4yeCTBEHHON JauTepaType onucaHua I[IMH
OCHOBBIBAJIMCh Ha €IMHUYHBIX HabaogeHUax.

IIpencraBnsem cay4ait araMmaryaobynMHeMun
y pebenka 12 gner. Manbuux Cawa, 12 sert, uc-
Topuna Goneann Nel5041, pommyca or nmeppoit Ge-
peMeHHOCTH, NMpPOoTeKaBlleit y mMaTepu Ha ¢oHe
XPOHMYECKO! BHYTPUYTPOGHOA TMMOKCHMM MJoAa,
CPOYHBLIX POJIOB, Macca TeJsla npu posxxneruu 3900
r., U3 poaaoMa BbIMCaH AoMOil Ha 5 cyTku. Ha
€CTECTBEHHOM BCKapMJMBaHMM HAXOAUJICA TPU Me-
cAlla, HePBHO-NCUXUYECKOEe pPa3BUTHUE TIO
BO3pacTy.

Masudecraums KJIMHUUYECKUX MPOABIEHUN
HavaJack ¢ 3,5 Mec., pPa3BMJICA IMOAYEJIOCTHOI
JuMaIeHUT, OCJIOKHUBIIMIACA aleHO(IerMOHOI,
B KOMILJIEKC XMPYPTU4YECKOTo JiedeHusa Obuia

Xo0vxo Oxcana Korcmanmunosna - xano.
med. Hayx, epav demcxo20 unPeXYUOHHOZO
omdeaenun KB Ne40

BKJIIOYEHA MMMYHO3aMeCTUTEJbHadA Tepanus:
BHYTPUBEHHbII1 MMMyHorsao6yanH Ne3, ceexesa-
Mopo)KeHHas niasma B V=140,0 ma. B 5 mecaues
OTMEYEHO MOABJIEHME MEJIKOMATHMUCTON ChIMM Ha
¢done debpunsHon Temnepatypsl Tesa. C 7 mec. y
pebenka ctanu HabmoaaTecs nosTopHele OPBU ¢
NMepUMOAUYHOCTBIO ONMH pa3 B 2 MecsAlla, KOTOphIe
nporekanu obbIYHO B TsAXeJNoi ¢opme MPOAOJ-
sKurtesabHocTbio A0 10-14 pgHelt, AJMUTENBHOCTL M
TaxecTb Teuedna OPBY TpeGosanu npumeHeHns
aHTubakTepuanbHOit Tepanuu. B 3-x nerHem
Bo3pacTe y pefeHKa 3aperMcTpUMpOBaH 3MMCUHAPOM,
¢ 3 JeT MM3HM Yy MaJbuMKa OTMEYaJUCh
peuMaMBUpPYIOLIME OTUTLI HO 2 pa3 B rox, B 4,5
roga pebeHOK mnepeHec JIEBOCTOPOHHMI THOMHBIN
OTUT C Pa3BUTHEM MacCTOMAMTA U MEePUOCTAILHOTO
abcuecca, Mo NMOBOAY Yero MOBTOPHO MOJYYMJ
KYPC BHYTPUBEHHOTO MMMYHOTJIOGyJIMHa.

C 5 ner »xuanm y pebeHka Hauvaam Ha-
OGnromaThCA MOBTOPHBIE NMHEBMOHUM €XKETOJHO, C
TpaHcdopmMalMeit K 9 rogaMm B XPOHMYeCKOe
Hecneunduyeckoe 3aboseBaHue Jerkux, GpoH-
Xo3KTaTuyeckyio 6osesnn. Ilo noesony 6pon-
XO03KTaTH4eckot 6osesHy Oblya NPOBeieHA HUXKHAA
npaBOCTOPOHHAA O6uaobakTomMusa. B 10 net y
pebeHka oTMeueHa NMaTOJIOTUA JIOP-OPraHoOB B BUIE
peuMaAMBUPYIOLIETO MAaCTOMANTA, rajiMopuTa, B 11
JeT - o6ocTpeHne JBYCTOPOHHEr0 XPOHMYECKOro
THOMHOTO CMHYCHUTa C MPOBEIEHMEM PaJiMKaJIbHOM
o611IemoNIoCTHON CaHMPYIOLIe onepaLuu.

Brniepsnle MMMyHoJlorMyeckoe obcsefoBaHue
npoBejieHO B Bo3pacTe 12 jieT, rae oTMevaJsoch
pe3koe cuuskeHune xoauyectsa CD20-aumdboumTos,
ypoBHeit ummyHoraobyamuos: 1gG - 1,0 r/a; IgM -
0 r/n; IgA - 0 r/5. Brniepsble B 12 JeT Manb4MKy
Obl1 ycTaHOBJIEH AMarHo3 MepBUYHOrO MMMY-
HopeduuuTHOro cocroanua. C aToro BoapacTa
nonyuas 3aMeCTMTEJIbHOE JIeYeHMEe CBeXKe3aMo-
poxkeHHOM nuasamoit. VI3 o6beKkTHMBHOro craTyca
oTMeuasnach 6JeJHOCTb KOXHBIX MOKPOBOB,
OoTcTaBaHMe (PU3UUECKOrO pa3BUTUA, Aeduuur
Maccel Teja cocTaBus 15%, oTMmewajach Tuno-
TIasuA MUMHAAJIUH U nepudepuydecknx aumdo-
yaxnos. [Ipyu ocMoTpe obpaitany Ha ce6a BHMMaHue
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Tabmmua 1. Iloka3aTenu remoummyHorpammel peberka Caum, ucropua 6onezan Nel5041

Boapact/aer

Ioka3zaTens 12 | 13 14 15 16 17 18
JleitkounTsl, 11,0 8,0 7,3 10,1 13,0 16,2 6,7
10 9/n
J03uHODUNLL, 0,22 0 0,07 0 0,13 0,48 0
10 %/n
Hetitpoduansi, 6,8 4,9 2,7 6,6 7.8 9,0 3,6
10 9/n
JIumdoumTsl, 3,3 2,7 4,0 2,6 4.6 5,8 2,4
10 9/n
MOHOUMTEI, 0,66 0,32 0,43 0,8 0,39 0,81 0,6
10 9/n
CD3, 10 9/x 1,9 1,2 1,8 2,2 4,3 3,1 2,4
CD20, 10 %/n 0,03 0,1 0,03 0,02 0 0 0,004
CD4, 10 %/n 1,3 0,8 1,0 1,1 1,6 1,1 1,1
CD8, 10 %/n 0,6 0,4 0,8 0,75 2,4 1,5 1,1
HCT, % 1 1 2 4 1 8 2
Ad 88,6 90,4 85,4 72,6 80,1 84,1 76,5
P4 4,8 4,6 4,3 42 4,3 5,1 4,1
DdU 5,3 4,8 4,6 5,2 51 47 3,9
3P 0,35 04 0,35 0,39 0,45 0,32 0,37
e ] 162 115 120 150 89 90 97
1gG, r/n 0 1,7 1,8 0,6 1,8 0,6 1,9
IgM, r/n 0 0 0 0 0,2 0 0
IgA, r/n 0 0 0 0 0,1 0 0
IgE, ME/n 0,1 0 0 0 0 0 0
IIMK, eo.n. 6 18 5 13 31 2 14
CHsyg, en. 67,0 60,1 40,0 45,7 26,7 64,4 59,0

mecdopMalMa TPYRHOM KJIETKH, CMeleHue cpefo-
CTEeHMA BNpPaBO, Ha 0B30pDHOM CHUMKE OpraHOB
TPYAHOM KJETKM ONMUCBHIBAJIMCh MHOMECTBEHHbIe
UMAMHApHUYEeCKMe OPOHXOIKTa3bl HMIXKHeN doau
JIEBOTO JIETKOTO.

Takum o6pa3oM, Ha OCHOBAHMM XapaKTEPHbIX
LaHHBIX AJA NEPBMYHOr0 MMMYHoAeUUUTHOTO
cocroauua (MJC): Haauuue peuMAMBUPYIOILNX
BOCMAJIMTENbHBEIX 3abosieBaHuUiT HAa MEPBOM TOLY
Ku3Hyu, nosropHbix OP3, nautenbHo npoTte-
KaoIUX ¥ TpebyHOIMX NPUMEHEeHUs NpOoTU-
BOBOCMAJIMTENbHON Tepanuy, Hajauuue peuugu-
Bupylowux 3aboseBaHuit Jop-opraHoB u cgop-
MMPOBAaBILIENCA NATOJNIOTUM JIETOYHOM CUCTEMBI B
BUIEe XpPOHMUHecKoro Hecrneumduueckoro 3abo-
JNeBaHUA JIeTKUX, Npu JgabopaTopHOM uccie-
LDOBaHUM mNpakTudyecku orcyrcrsue CD20-
AMMGOUMTOB, 3HAYUTENILHO CHUIKEHHBII YPOBEHb
BCEX MMMYHOrJOOYJIMHOB, a TaKXe OTCTaBaHue B
cduanueckom pa3BuTuy, AedULMUT Macchl TeJa U
runonnaaug aMMQGOMAHON TKAHM NO3BOJMUJIM
ycTaHoBuTb y pebeHka AuarHo3a: nepeuytoe MIC,
arammarnobyamuemusa, Gonesns BpyTtoxa,
XpoHuueckas Hecreuuduyieckas 60Ne3Hb Jerkux,
OpoHxo3akTaTHM4eckaA 6oJse3Hb, XpOHMHECKMM
ra’iMopo3TMOUIMT.

B umMMmyHHOM cTaTyce y pebeHka IOCTOAHHO

Habnwopanca JeikouuTos, HeliTpodunes, npu
HOpMaJIbHbIX nokasaTtenasax CD3-knetok (Tabn. 1).

B seyeruy mosy4as Kypchl 3aMeCTUTEJbHOM
Tepanuu cBexe3aMOpOXKEeHHOM nua3moit. Ha done
peryJsipHoOro JedeHusA 0oGOCTPEHMA O4YaroB Xpo-
HUYeCKoM MHQpeKuMmM oTMeudeHo He Owio. B 3H-
LOKPUMHHOM CTaTyCe BbIABJIEHB! CJEAYIOLIME NIOKa-
sarean: TTT - 1,0 MME/n, CT3 - 7,7 IImMonb/a,
CT4 - 11,4 IImMonb/n, kopTH3on - 458 Hmons /.

HomonHUTeNbHbIE MUCCIENOBAHUA TOPMOHOB
MO3BOJIMAN BbIABUTDb BLICOKMIT YPOBEHb KOPTU30Ja
n Huakue yposHu TTI u CT4, uTo He UCKIOYaeT
CTPECCOPHBIN KOMIIEHCHPOBAHHbIM TUIT aAANTHBHOM
peaxkumu.

JnHaMuyeckoe HabmogeHue U JOMOJHUTENb-
Hoe uccjgenoBaHue (FOPMOHBI U TreMOCTa3)
MO3BOJMAYM YCTAHOBUTb TUIT peakuMM ajanTaluu.
BbicokMe noka3aTesm KOPTH30Ja M HU3KME YPOBHM
TTT u CT4 MoxKHO pacLEeHUTb Kak CTPECCOPHYIO
aganTuBHyi peakumio. IlocToaHHas aHTUreHHas
Harpysaka, BO3MOXXHO, MOBJNMAJNA Ha (DYHKLM-
OHaJIbHOE COCTOAHME LMPKYJIMPYIOLIUX HEHTPo-
¢unos (umskue nokasateayn HCT-tecra, Huakan
3¢ deKTUBHOCTL (haroLMTo3a).

Takum 06pa3oM, HECMOTPA Ha KJMHMYECKue
[aHHble, YKa3blBaKOILMe HA HAJM4ME MEPBUYHOTO
UIC: peuuaueupylomme 3aboseBanua Ha epBOM
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TrMox

JaMeTku U3 NPaKTUKK

rony »KusHu, moBTopHele OP3, peuuausupylomme
3aosieBaHMA JIOp-OPraHOB, naTtosorus BGpoHXo-
JIETOMHOM CUCTEMBI, KOTOpPaA npuBeja K dopmMu-
poBaHMIO GPOHXO3KTaTHM4eCKOt Bose3nu, AMarHos
nepeuyHoro MIC 6bln mocTaBJe€H MO3RHO, B 12-
JIETHEM BO3pacTe, Ha OCHOBaHMUM JlaGopaTOPHBIX
RaHHblx: oTcyTtcTBue CD20 M 4deTblpex KJaccoB
MMMYHOTJIO6yJIMHOB.

JdunaMuyeckoe KauHudeckoe 1 gabopaTopHoe
Habnlogedue 3a 6onbHBIM B TedeHue 8 ner
MO3BOJNIMMIM YCTaHOBUTb, 4YTO y boabHOro mne-
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