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B cmambe npedcmasrneHbl pe3yrnbmamel MHo20nemHel pabombi no duazHocmuke nepeuyHbix ummyHooegpuyumos (ML) e Pe-
criybnuke TamapcmaH. YcmaHoeneHbl cmpykmypa [N/ u yacmoma omoernbHbix ¢hopm. [NokazaHbl cO8peMeHHbIe 803MOXHOCMU
UMMYHOI102U4EeCK020 CKPUHUH2a, OUagHOCMUKU U IeYeHUs1 MsXerbiX UMMYHOOeuUUMHbIX cocmosiHul y demedl.
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Primar

immunodeficiencies

at children in Republic Tatarstan

In article results of long-term work on diagnostics of primary immunodeficiencies (PID) in Republic Tatarstan are presented. Structure
PID and frequency of separate forms is established. Modern opportunities immunological screening, diagnostics and treatment heavy

immunodeficient conditions at children are shown.
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B nocnegHve rogbl ctano o4eBUAHbLIM, YTO NEPBUYHbIE UM-
myHopedunuuTtel (MNO) — Gonee yacTtble 3aboneeaHus, YeM 3TO
npeanonaranock paHee. Yacrtota Bctpevaemoctu ML B mupe
coctaensieT B cpegHem 1:10 000 (cymmapHo no Bcem chopmam)
1 CpaBHMMa C YacToTon mykosucuuaosa. B PT umetot MNAA 860 000
neten oo 18 ner.

Pervnctpauns knuHmyecknx cnydaes N[ B koHcynbTaTue-
How nonuknuHuke OPKB Begetca ¢ 1996 r. Pernctp nepBuYHbIX
nMmmyHogeduuuTtoB B PT npepcraensetr coboli COBpEMEHHYHO
6a3y gaHHbIX 0 BOMbHLIX OeTAX, coaepXuT nHdopmauuo ob
OCHOBHbIX KIIMHUYECKUX NPOSIBIEHNSAX, OCIIOKHEHUSIX, UMMYHHbIX
N MOIEKYNsipHO-TeHeTUYeCKMX AedeKkTax, CBeAeHUs1 0 Tepanuu
n ee apdekTMBHOCTU. [JaHHble 0 OONbHBLIX C UMMYHOZedULNTa-
mu B Pecnybnuke TatapctaH nepegatotca B Poccuiickuin pernctp
nepsuyHbix MOC, KOTOpbI co3faH Ha 6ase oTaeneHus KnuHuye-
ckon nmmyHonormn POKB, otaena ummyHonatonorun HAW pet-
ckon remartonorun. Ha koHey 2008 r. B Pecnybnuke TatapcTaH
BbIsiBNeHo 56 gerten, ctpagatowmx MU, noeHtnduumposaHo 16
¢opm. YactoTa Bctpevaemoctn 1:15 000 (ans cpaBHeHus: B PT
MyKOBMCLMAO030M cTpagatoT 51 pebeHok). U3 56 peteit, 6omnbHbIX
nepBuYHbBIM UMMYyHoAedmumTOoM, 28 AeTel npowwnn obcnegoBaHne
B OoTAeneHun knuHudeckon nmmyHonorun POKB r. Mocksbl. [laHHble
no pacnpegeneHnto 60MbHbIX N0 Pa3nUyHLIM hopMam 1 neTanb-
HOCTW NpeAcTaBneHbl B Tabnuvue 1.

B cootBetcTBMM ¢ knaccudpumkaumen ML, ncnonb3oBaHHOM
B Poccuiickom pervcTpe, HaMmu BblAeneHo 4 OCHOBHbIE TPYNMbI.
BonblmnHcTBO AeTen nmetoT gedekTbl aHTUTENnonpoayKunm — 37%,
KOMBUHMPOBaHHbIE UMMYHOAeULNTLI AnarHocTupoBaHsl y 30%
neten, pedektbl parountosa —y 14%, Apyrne MUMMyHoAeULUTBI
coctasunu 19%. Ecnv cpaBHUTL NonyyeHHble AaHHble ¢ Poccuin-
CKMM perucTpom, To, kKak BUAHO M3 Tabnuubl 2, pacnpegeneHve
60MbHbIX MO OCHOBHbIM Fpyrnnam COOTBETCTBYET AaHHbIM PO.

CooTHoLeHre BonbHbIX MYXCKOro U >xeHckoro nona — 5:1,
4YTo 06YCNoOBMEHO NpeuMyLLecTBEHHO X-CLenneHHbIM TUMNOM
HacrnegoBaHWsA LEenoro psaa nepBUYHbIX UMMYHOAEMULNTOB:
X-cuenneHHon arammarnobynmHemmnn, X-cuensieHHoON XpoHude-
CKOW rpaHynemaTo3Hon bonesnu, cuHgpomom Buckotta—Ongpuya
(CBO), X-cuenneHHom TsKenon KOMOMHNPOBAHHON UMMYHHOM He-
poctatoyHocTn (TKUNH), X-cuenneHHbiM numdonponudepatus-
HbIM CUHAPOMOM.

Cpeau Hawmx 6onbHbIX BCTPeYalTCs ceMelHble cryyau 3a-
6oneBaHus. Y OByX [ABOKPOAHbIX CECTEP POAMIINCH CbIHOBbS
¢ cuHapomoM BuckoTT-Ongpuya, y XeHLWMHbI OT NepBoro 1 BTO-
poro mMyxa pogunuch 2 cbiHa ¢ cuHapoMoM BuckoTT-Ongpuya,
Y OBYX EHLLMH OT NEPBOro 1 BTOPOro My>a Mo 2 CbiHa C TsXKeromn
KOMBWHMPOBaHHOW UMMYHHOW HEAOCTATOYHOCTbIO.

M3 56 geten, BkNtoYeHHbIX B pernctp PT, wectepo ymepno ot
NHdEeKUMIN (cuHapom Buckotta-Ongpuya, Tspkenbin KoMOMHMpoBaH-

ANNEPTronoruna, UMMYHoOJNOrrugd, nyabMoHOJI0TUA
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HbI UMMYHOAEMULNT, aTaKCUS - TeNeaHrnakTasus, X-cLenneHHbIn
numdonponudepaTMBHbIA CUHAPOM, XpPOHUYECKas FpaHynemaTos-
Hasi bonesHb, runeplgE- cuHapom), ABOE yMepno OT KpOBOTEYEHUIA
(cHgpom Buckotta-Ongpuya), 0gMH — OT OHKOSOrM4eckoro 3a-
©oneBaHusi (ayTOMMMYHHbIN NMMconponmMdepaTUBHbIN CUHAPOM).
OpHomy 60nbHOMY C TSPKENOW KOMOMHUPOBAHHOM UMMYHHOWN HeOo-
CTaTOYHOCTbIO NPOBeAeHa TpaHCnnaHTaums CTBOMNOBbIX KIIETOK OT
otua B 2005 r., y HEro Npom3oLUsio NpuxuBIEeHWe TpaHcnnaHTaTa
1 BOCCTa@HOBIIEHWE MMMYHOINOMMYECKMX NokasaTenei.

[ns negnaTpoB BaXHO YETKO NpeacTaBnsiTb, YTO AMArHo3
MWL nogpasymeBaeT TUNUYHbIE KIMTMHWYECKWE CUMMTOMbI U CO-
OTBETCTBYIOLLME UMMYHOSIOTMYECKUE HapyLLEHNs, OTBeYaLme
KpUTEpUsIM AMarHOCTUKN KaXXOoro KOHKpeTHoro 3aboneBaHus.
Y Hawwmx 6onbHbIX KNMHUYeckue npossnexns NI cooteseTcTBOBA-
11 onucaHHbIM cuMnToMam B MexayHapogHou knaccudukauum
nepBuYHbIX MMyHoaeduumToB. Bonee 50 geten ¢ nogo3peHnem
Ha ML npownu 3a04Hy0 1 OYHYH KOHCYNbTaLMo B OTAENeHUN
KnNuHnyeckon nmmyHonorum POKB r. Mocksbl (3aBegyowuin oT-
nenennem Kongpatenko U.B.).

B cerogHsiluHemM coobLieHMn Mbl OCTaHOBUMCS! Ha Hanbonee
pacnpocTpaHeHHon popme NN — pedekte NnpoayKLMmn aHTUTEN.
CnepnyeT 06paTuTb BHUMaHWe Ha NPUHLMNbI PaHHEN ANarHOCTUKN
rny6OoKNX aHTUTENbHBLIX AEe(EKTOB B CBSA3N C BO3MOXHOCTLIO CO-
XpaHEeHUs1 BbICOKOro, Bnn3koro K HopManbHOMY KaqyecTBa XXU3HU
6GOMbHbIX B TEYEHUE MHOTMMX NET NPU YCNOBMU paHHEro Havana
1 perynsipHoro NpoBeAeHWsi 3aMecTUTENbHOW Tepanum Nnpenapara-
MU UMMYHOTMOOYNUHOB ANs BHYTpUBEHHOTO BBeaeHus (BBUIN).

OBLUASA BAPUABEJIbHAA

MMMYHHAA HEOQOCTATOYHOCTbL (OBUH).

OBWIH aBnseTca ogHUM 13 Hamboree YacTbiX NEPBUYHBIX M-
MyHogeduuntoB. Ero pacnpoctpaHeHHoCTb konebnetcs ot 1:50
000 o 1:200 000. Mans4nkm n AeBo4ku 6oMnelT 0ANHAKOBO YacTo.
Y petew 3aboneBaHue pa3BuBaeTcs B Bo3pacTe 2-7 net. CyliecTsy-
€T ellle OBa BO3pacTHbIX Nuka anarHoctuposaHus OBUH: 25-30
n 50-60 net.

KPUTEPUN OWATHO3A UMMYHOIOIM'MYECKME:

3HAYUTENbHOE CHUXEHNE OCHOBHbIX KIAacCOB CbIBOPOTOYHbIX
nmmyHornobynuHos — IgA, IgM, IgG, cymmapHo meHee 300 mr/an
(< 3r/n ). Y 6onbwmHcTBa 6OMBHBIX KOMMYECTBO LIMPKYNPYHOLLNX
B-kneTok coxpaHsieTcsi B npeaenax HopMarsbHbIX 3HaYeHWIA.

KIMWHUYECKUE NMPOABIEHUA:

NOBTOPHblE WHMEKLUN PEecnupaTopHOro U Xenygo4yHo-
KMLLEYHOrO TPaKTOB, BbiCOKAs YacTtoTa JNIMMOPETUKYNSIPHbIX
1 XKerya0YHO-KMLLIEYHBIX 3MOKaYECTBEHHbIX OMyXOSEN, a TakkKe Xpo-
HUYeckne BocnanuTernbHble 3a00neBaHns KULLIEYHUKa — Hecne-
Lumndpmyecknii s3BeHHbIV KoNuUT 1 6onesHb KpoHa. Y TpeTn 60mnbHbIX
OoTMevaeTcs CrnneHoMeranust U /unu reHepanuaoBaHHas nnMMda-
AeHonatus. NliumdounaHas runepnnasms B XXenyao4HO-KULLEYHOM
TpakTe KMMHUYECKU NPOSIBASIETCS CUHAPOMOM Manbabcopbunm
(anapes, noteps maccol). M3 ayToMMMYHHbIX nposiBneHnii y 50%
BGonbHbIX BCTpeYalTcs apTpuUTbl, aHEMUU, TPOMBOLUTOMNEHMMN,
HelTponeHuu. MNpoTMBoNoKasaHa BakLMHaLUSi oparibHOM nonuno-
MUWENUTHOM BaKLMHOWM M3-3a ONACHOCTU pasBUTUS BaKLMHOACCO-
LIMMPOBAHHOIO NMOMMOMMUENUTA, BaKUMHALMS APYTMMU BaKLMHaMM
HeapeKTNBHA B CBSI3UN C HECMIOCOBHOCTBLIO K BbIpaboTke aHTUTEnN,
Ho Ges3onacHa.

Mel Habntoganu 4 maneyimnkos ¢ OBUH. CpegHuii BospacTt no-
cTaHoBku anarHoda OBWH coctaenset 10 net (ot 7 go 17neT). Y 3
ManbymkoB ¢ OBMH nepBble cumnToMbl 3ab0oneBaHUsi NOSABUIUCH
B Bo3pacTe 1,5 nert, y ogHoro — B 9 NneT, B BUAE YacTbIX, TsxKe-
TbIX UHCEKLIMIA yXa, HoCa, NErKMX, NoX0 NOAAAILLMXCS NEYEHMIO.
K5, 12 1 14 rogam cOOTBETCTBEHHO Y BOMNbHbIX ChOPMMpPOBaNMNChH
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cneqyroLme KnMHUYeckme NposiBNneHnst UMMyHogeduumTa. Y 6onb-
Horo C. Unbwara, 12 net (poto 1) — xpoHuyeckass NHEBMOHUSA
¢ 6POHX006CTPYKTUBHBIM CUHAPOMOM, MPOBEAEHA CPEAHSIS U HUX-
HsIs1 NOB3KTOMUS cnpasa no NoBoay GPOHX03KTa30B, XPOHUYECKMIA
FHOMHbIA MAHCUHYCUT N Me30TMMNaHuT. Y 6onbHoro W. BoBbl, 14
neT — OBYXCTOPOHHUE BPOHX03KTa3bl, XPOHUYECKNA THOMHbIN Me-
30TMMNaHuT. Y 6onbHoro L. AHaTtonus, 7 net — XpoHu4yeckas
NMHEBMOHMS, XPOHNYECKUIA THOMHBIA CUHYCUT M Me30TUMNaHuT. [aH-
Hble nabopaTopHbIX MeToaoB uccnegoBaHusa 6onbHeix ¢ OBUH
npeactaeneHbl B Tabnuvue 3. OCOOeHHOCTbI0 TEYEeHUsT UMMYHOAe-
duumTa y npeacTtaBneHHblx 3 60MbHbIX Oblfa O4eHb CxoXas Knu-
HMKa. Y Mans4mKoB He Oblfo ayTOMMMYHHBIX PpacCTPONCTB, MHGEK-
Unm GbInn npeacTaBneHbl TONbKO GakTepuanbHbIM NOPaXKeHUEM
JIOP-opraHoB n nerkux. [o3gHas guarHocTuka u HeagekBaTHasi
Tepanus UMMyHogeduumMTa yKe K LIKONbHOMY BO3pacTy npvBenu
K Pa3BUTMIO TAKWUX TSHKEMNbIX OCIIOKHEHWUI, Kak BpOHX03KTaTN4ecKas
60re3Hb, XPOHUYECKUIA OTUT U CUHYCUT.

Y 6onbHoro I. inbHasa, 13 net, 3abonesaHne aeboTnposano
B 9 NneT B BUZAE OCTPOro rrnomepynoHedputa ¢ HepoTUHECKUM
cMHApPoMoM. C 3TOro XKe BpeMEHU MaribvuK cTan NOCTOSIHHO Kalu-
NsiTb, NEPEHEC HECKOMbKO BPOHXUTOB U CMHYCUTOB, CTana peuu-
OVBUPOBaTL NpocTas reprnetudeckasn uHdekums. ObcnenosaHue
y NyNbMOHOMOra BbISIBUNO XPOHNYECKUA AehopMUpYOLLNA BPOH-
XUT, hopMmpoBaHne BpoHx03KkTa30B. TonbKko nocne UMMyHoOorm-
yeckoro obcrnenosaHus 6bin BbicTaBneH amnarHo3 OBUH. Y Bcex
4 6onbHbIX AMarHo3 obuiern BapmabenbHOW MMMYHOMOrMYecKomn
HEeQOCTaTOYHOCTM MOATBEPXKAEH B OTAENEHUN KIIMHUYECKON M-
myHonoruv POKB r. MockBbl.

B HacTosiwee Bpemsa 6onbHbiM 15, 16, 21 1 24 net cooTBeT-
cTBeHHO. OHM coumanbHO afanTMpoBaHbl, yvaTcs, paboTatoT.
[MocTosiHHO Mony4atoT 3amecTuTenbHyto Tepanuio BBUIM u3 pac-
yeta 0,4 r/kr 1 pa3 B MecsL, 1 NOXU3HEHHYIO NPOMUNAKTUYECKYHO
aHTnbaKTepuanbHyo Tepanuto (bucenTon B BO3pacTHOM A403NPOB-
ke). ObocTpeHu Taxenbix 6akTepmnanbHbiX UHEKUMI He Bbino
ylL N c2007r,yW A —c2000r,yW B.—c 1999 r,
yC.N.—c2002r.

AFAMMAIMOBYNUHEMUA (AIT)

C OE®PULIMTOM B-KINETOK

AlT ¢ peduuuTom B-knetok — BTOpasd No yactoTe copma
TOoTanbHOro geduuuta nmmyHornodynuHos nocne OBUH. 3a6o-
neBaHue pa3BuBaeTcs BCreacTBue gedekta reHa B-knetoyHow
TMpO3nHKMHa3sbl (btk), nponcxoanT 3agepxka cospeBaHus B-knetok
Ha ypoBHe npe-B-numdoumnToB. Hacnegyertcs X-cuenneHHo, 60-
netoT ManeymkK. XapakTepHo paHHee Havano 3aboneBaHns — Ha
NepBOM FOAy XWU3HU.

KPUTEPUN OWATHO3A UMMYHOIOIMNMYECKME:

CHWXeHWe KOHUeHTpauum cbiBopoTodHoro IgG, mexee 200 Mr%
(<2r/n), otcytctBue IgA n IgM. KonnyectBo B-kneTok pesko CcHu-
XeHo (MeHee 2% unu oTCyTCTBYIOT).

KNUHUKA:

noBTOpHble BakTepuanbHble MHMEKLMN pPecnupaTopHOro,
XKenyaoYHO-KULLEYHOrO TPaKTOB, KOXMW. Bbicokas yyBCTBUTENb-
HOCTb K 3HTepOBMpYCaM, KOTOpble MOTYT BbI3bIBaTb TSHKENblEe Me-
HUHrO3HUedanUTbl. XapaktepHa rmnonnasus numdoysnos (npu
nanbnaumm nepudepuyeckne nUmdoysnbl He NanbIMpyTCs)
1 MUHAANUH. Bo3aMOXHbI arpaHyrnoumnTos U ayToMMMYHHbIE pac-
CTpOIACTBa B BMAE PeBMATOUAHOIO apTpuTa, CKIepogepmmu.

IleyeHue Bcex hopm arammarnobynMHeMmnm oCHOBbIBaeTCS Ha
3aMecTUTENbHOM Tepanuu npenaparamv UMMyHOrNo6ynMHOB A1s
BHYTPWBEHHOTO BBEAEHUSI B COYETAHWUU C MMMYyHOTepanuei. 3a-
MecTUTENbHasa Tepanusi npenapaTtamu BHYTPUBEHHOTO UMMYHO-
rnobynuHa (MHTparnobuH, NHTpaTtekT, Oktaram, MamMumyH u ap.)
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Tabnuua 1.

Pacnpe,qeneHMe OOnbHbIX C nepBUYHbIMA VIMMyHOﬂ,erI/ILI,MTaMI/I

no Hosonornyeckum copmam (OPKBE M3 PT - 1996-2008 rr.)

Has aHTMbakTepuanbHas Tepanus
aHTMOMOTUKaMK LUMPOKOrO CriekTpa
OEeNCTBUA: Kak NpaBumno, 3To 2 Unu

HegocTaTo4HocTb (OBUH)

Mon 3 aHTMbBaKkTepuanbHbIX Npenapara.

[narHos Konuyectso eranoes Mpu gnuTensHoln aHTUGaKTepuanb-

601bHbIX M | X HOW Tepanuu 0BbIYHO PEeAKO BO3HU-

KatoT No6oYHble achdeKTbI, KOTOpblE

AedekTbl aHTUTENONPOAYKLMM npoXoaaT Npu cMeHe nmpenapata.

1. CenekTuBHbIN aedunumt IgA 12 6 | 6 MpoTnEOBMPYCHbIE 1 NPOTMBOrPUG-
KOBble Mpenaparbl MPUMEHSIOT Npu

2. ArammarnobynuHemus 6e3 B-knetok 4 4| - OBWH nocTOsAHHO U1 MHTEPMUTTU-
(AI'T — 6e3 B- knetok) pyHOLWMMN KypCaMu B 3aBUCUMOCTU

OT TSDKECTU TEYEHUSI COOTBETCTBYHO-

3. O6wasn BapunabenbHast UMMYHHasi 4 4 ) Wnx uHdekumMi. Takoe nedenme

no3BONAEeT 3HA4YNTENbHO YyNy4ylUTb

Kom6uHnpoBaHHble UMMyHOAEe(ULUTDLI

COCTOsIHME BOMbHbIX, N3bexaTtb op-

1. Tsxkenasi KOMOMHMPOBAHHAA UMMYHHas

MUPOBaHUS TSHKEMbIX OCMOXHEHUN
OakTepuanbHbIX MHGEKUMIA, B Nep-
BYlO ouyepefb AedopMupyloLlero

OpOoHXMUTa N TSAXKENON OblXaTerbHON
HEeJOCTaTOMHOCTU, NPefoTBPaTUTL
pasBuTME aMmunonaosa.

HepocTaTouHocTb (TKUH) 4 1(2005+) 40 -

4 (1996, 1998,
2. Cungpom Buckotta-Ongpuda (CBO) 7 2001, 2008 1) 4 | -
3. Atakcusa-Teneanruaktasus (A-T) 5 1(20057r) 312

Mbl Habnopgaem 4 geten ¢ AT

4. XpOHNYECKNIA KOXHO-CNN3NUCTLIV KaHAWA03
(XKCK)

©6e3 B-knetok. Arammarnobynu-
Hemns 6e3 B-knetok y 6onbHOro
M. UnbHasza, 13 net (Bo3pacTt no-

DedekTbl ¢haroumntosa

CTaHOBKM amarHosa AlT), nebiotu-

1. XpoHun4yeckas rpaHynemarosHas 6onesHb

posana B 1,5 roga B Buae peemaro-
naHoro aptputa (oto 2). Hdekumm
rmas, yxa u nerkmx 6binm «Msirkoro»

TEYEHUS, MOSTOMY Ha HWUX He Bbino
obpaleHo ocoboe BHMMaHue, Kak

(XTB) 2 1(2005r) 2| -
2. N'mneplgE-cnHaopom 2 1(2005r.) 111
3. BpoxaeHHble HenTponeHuu 4 1 3

N Ha oTcyTcTBMe NUMONaHON TKa-

Opyrvue ummyHoaedbunumnTbl

HW y pebeHka (MMHOanvHel, nepude-
pudeckue numdartmyeckme yanbl).

1. AyTOMMMYHHBIN numdonponudepaTnBHbIN
cuHapom (AUIMC)

Tonbko B MHCTVITyTe pesmaTonormm
B BO3pacTe 4 net BnepBble ObInu nc-
cneaoBaHbl CbIBOPOTOYHbIE UMMYHO-

1 (2006 r.)

2. X-cuenneHHbl numdonponudepaTuBHbIN

rno6ynuHel. Bbino obHapyXeHo nor-
HOe OTCYTCTBME MMMYHOMOGYNMHOB

(IgA=0,IgM =0, IgG =0 ) n B-knetok
(CD19 = 1%, CD20 = 2%).

B ato Bpemsa (1991 r.) 3amectu-

TenbHas Tepanus B Poccuun npe-
1 napatamy BHyTPUBEHHOIO UMMYHO-
rnobynvHa He npoBogunack. bonb-

HOW nonyyan HaTUBHYK nnasmy
no 500 mn exemecsyHo go 2000

1 1(2007r.) 1 -
CUHOPOM
3. BHTeponaTuyeckuii akpogepmaTuT 6 5 1
4. Cvngpom briyma 1 1 -
5. OKkTogepmManbHasa gucnnasus 1 )
aHrurmpgpoTtudeckas ¢ N
6. HegudpdepeHumpoBaHHbii N[, 1 - 1
Bcero: 56 10

Ha4yMHaeTCsl C MOMEHTa YCTaHOBMEHWs1 AnarHosa v npoBoanTCs
oavH pa3 B 3-4 Hefenu nNoxusHeHHo. B Havane neyeHus wunu
npu 060CTpeHnn MHPEKLMN NPOBOANTCS Tepanusi HacblLLEeHNs —
1-1,5 r/kr maccol Tena 6onbHOro B MecsL, NogaepXmBatoLlasi 4o3a
coctaensiet 0,4 r/kr 1 pa3 B 4 Hegenu. [lo3a ummyHornobynuHa
0,4 r/kr BBOAUTCA OO4HOMOMEHTHO CO cKopocTbto 20 kanenb B Mu-
HyTy. Llenb 3amecTutensHon Tepanum — [OCTUXEHUE NpeTpaHC-
dy3noHHoro ypoBHs IgG B cbiBOpoTke KpoBu 60mbHOro donblue
500 mr/gn. 3TOT ypoBeHb B 0ObIYHbIX YCIOBUSIX MpeaoxpaHsieT
naumeHTa oT TsKenbiX 6akTepuanbHbIX nHekuMn. Ons npodu-
nakTuku 6akTepuanbHbIX MHPEKLMI Ha3HavaeTcs NOCTOsIHHAs Te-
panusi aHTMbaKkTepuanbHbLIMU NpenapaTtammy B BO3PacTHON [03€.
MpW HanNMuUM XPOHUYECKNX UHPEKLMIA NPOBOAUTCS ANMTENbHas
B TeYEHWe MHOrMx MecsiueB Tepanus uunpodpnokcauuHom. Mpu
o6ocTpeHun BakTepuanbHOWM MHpEKLMM NPOBOANTCS NapeHTeparb-

r. MonuapTpuT nporpeccuposan,
npucoeauHUICs 4epMaToMUO3NTO-
nogo6HbIN CUHAPOM, CKNepoaepmMa, UHAEKUMOHHbIE OCMOXHe-
HUA (0TUT, cuHycuT, 6poHxuT). Tonbko ¢ 2000 r. nocne Havana
ncnonb3oBaHusa B Tepanum BBUI yaoanock pobutbeca ctabunu-
3aUuM COCTOSIHUS, YMeHbLUMnach Yactota 060CTPEHUIA THOMHBIX
WHMEKUMA pecnupaTopHOro TpakTa, HO CkriepogepmMa CoXpaHsi-
nacb. OgHaKko Mo MecCTy XUTenbCTBa BBeAeHWE MMMYHOrnoby-
fIMHa NPOBOAUTCA He PerynsipHo U B HeJoCTaTouHOM obbeme,
B CBA3N ¢ YeM B MapTe 2004 r. 6onbHOM NnepeHec MEHUHrosHueda-
11T, B TeveHne 9 AHel HaxoamIcsl B KOMaTo3HOM COCTosiHUM. B Ha-
crosilee BpeMs 6onbHOMY 22 roga. 3-3a BblpaXKeHHbIX KOHTpaK-
TYP B LUEVAHO-TPYOHOM OTAENe NO3BOHOYHMKA, NIEeYEBbIX, TOKTEBbIX,
1yye3ansiCTHbIX, NSCTHO-PanaHroBblX, MexdanaHroBblx, Ta3o-
6eapeHHbIX, KONEHHbIX, FONEHOCTOMHbIX, NIOCTHE-hanaHroBbIX
cycTaBax U ABYCTOPOHHEW TYroyxocTu couuanbHas agantauus
pe3Kko CHWKeHa, 6ornbHol TpebyeT NOCTOSIHHOTO yxoaa.
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Ta6bnuua 2
PacnpepgeneHue 4acToTbl pasnu4HbIX chopm
nmMmyHogeduumtToB B TaTapctaHe u B Lenom no Poccuun

®opmbl UO PT P®

[edeKTbl aHTUTENONpPOAYKLMN 37 50,0
KombuHmpoBaHHble MIMMYyHOAEDULNTEI 30 27,0
HedekTbl haroumnTosa 14 13,3
HedekTbl komnnemeHTa - 1,0
Opyrve 19 8,7

BonbHomy L. Oanune, 2 roga 10 mec., Ha gnarHo3 AlT 6e3
B-knetok BbIWnM «cnyyanHo». AHamHe3 3abonesaHusa: 6oneH
C 2 nert, nocne nepeHeceHHon 6pOHXONHEBMOHMM B 2 roga 3 Mec.,
cTan exemMecsiyHo 6oneTb ¢ BLICOKOW TemMnepaTypoil, Bce 3T0 Co-
NpPOBOXAanoCh Kalunem, rHOMHbIM PUHUTOM, THOMHBLIM KOHbHOH-
kTUBMUTOM. Jlxopadka KynMpoBanach TONMbKO NOCRe Ha3Ha4YeHust
aHTMbroTmkoB. Mocne nocnegHUx 2 anM3o[0B PecrnmMpaTopHbIX
UHEKUMI 0TMeYanicb OTEYHOCTb IEBOTO KONEHHOro CycTaBa,
orpaHu4eHve OBWXEHUS B NTEBOM KOMEHHOM 1 TazobedpeHHOM
cycTtaBax, nNo noeogy 4vero pebeHok nonyyan HIMNBC ¢ nonoxu-
TenbHOM ANHAMUKON.

Mo vHuumaTuBe poauTenel NpoBeAeHO MMMYHOMorm4yeckoe
obcnenoBaHue, Npy 3TOM BbINIO BLISIBIEHO MOMHOE OTCYTCTBUE
nmmyHornobynuHos (ot 22.08.08: IgA — 0,06 r/n, IgM — 0,6 r/n,
IgG — 0,7 r/n). PoguTenu obpatunuck Ans KOHCynsTaumm B nonu-
knuHuky PKB, roe 6bina 3anogo3peHa 6onesHb bpytoHa (AN —
6e3 B-knetok). Npu noBTopHOM obcnepoBanunm anarHos AT 6e3
B-knetok 6611 nogTBepxaeH (ot 11.09.08: IgA—0,2 r/n; IgM — 0,4
r/n; IgG — 2,05 r/n; CD20 — 0,1% ). lnarHo3 nonHocTbo NoaTeep-
aunncs B otaeneHum knuHnyeckon nmmyHonorum POKB (r. Mockea)
B oKkTs10pe 2008 r.

CENEKTUBHbIW OE®PULMT IGA

3HauynTeENbHOE CHUXEHME CbIBOPOTOYHOrO IgA oTMevaeTcs
B cpegHeM c yactoTor 1 Ha 500-700 yenoBek. MNpeanonoxurens-
HO oedekT ABNsieTCs pesynstaToM OTCYTCTBUS co3peBaHus IgA-
NpoayLUMpYOLLMX TMMEOLIMTOB.

KPUTEPUN OWATHO3A UMMYHOIOIMNMYECKME:
CHIDKEHME YPOBHSI CbIBOPOTOYHOTO MMMYHOT06ynuHa IgA Hinke
5-7 mr/gn (< 0,05 - 0,07 r/n) y peten crapLue 4 ner.

KIMMWHUKA:
nHekummn JIOP-opraHoB 1 NErkux ¢ HeTSHKEmNbIM TeYEHNEM.
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Manbuuk ¢ XH3J1 ¢ 6pOHX006CTPYKTUBHBLIM CUHOPOMOM.
CpenHAA U HUXKHAA NOG3IKTOMUA cnpaBa No noBoAy 6poHxo-
3KTa30B (7 net). XpoHU4YeCKui rHoMHbIN NAHCUHYCUT. XPOHU-
YeCKUM rHOWHbIN Me30TMMNaHUT. PeunanBupytowas npocras
repneTuyeckas UHdeKLus.

NMUA : Obwas BapnabenbHas MMMyHHasi He4OCTaTOYHOCTb
IgA =0, IgM =0, IgG =< 1r/n, CA20 = 2,4% (7-27%)

Penko nepexofmnT B XpoHU4Yeckue hopMbl, anepruyeckme u ayto-
MMMYHHble 3aboneBaHus. B uenom 3abonesaHne nmeeT XxopoLumi
nporHo3. Mp1BMBKM NPOBOAATCS NO Kanenaapt. PekomeHaoBa-
Ha OOMOoNHUTENbHas BakuWHaLMs NPOTUB MHEBMOKOKka, XWb-
WHdekuun 1 rpunna. MpoTuBonokasaHo BBeAEHME NpenapaToB

Tabnuua 3
Pe3ynbrathbl nabopaTopHbIx MeToAoB o6cnenoBaHusa 6onbHbIX OBUH
C. Unuwar, 12 net . BoBa, 14 net L. Tonga, 7 ner . UnbHas, 15 net Hopma
Ig A (r/n) He onpegensetcsa 0,59 He onpegensetca Cneabl 0,9-3,5
Ig M (r/n) He onpepgensetcsa 1,5 He onpegensetcsa 0,06 0,8-2,5
Ig G (r/n) MeHee 1r/n 2,25 2,58 4,2 5,6-17,0
CD 20 2,9-4% 6,8% 7,5% 6,0 74 —-27%
CD 3 68 —47% 52% 51% 84% 58 — 88%
A6c.kon-so (10/n) 1,89 0,84 3,84 6,4 0,8-2,5
CD 4 13-20% 16,8% 12,8% 46% 30 - 60 %
Abc.kon-so (10/n) 0,3-0,5 0,27 0,96 0,91*10 0,6 -2,5
CD 8 13 — 55% 35% 23% 54% 13 —40%
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kpoBw. Mpyn HEOBXOAMMOCTM NO XU3HEHHBIM NOKa3aHUSIM
pa3peluaeTcsl BBEAEHUE OTMbITbIX 9PUTPOLIUTOB.

Mop Hawmm HabnogeHnem HaxoguTesa 12 aeten ¢ ce-
nekTuBHbIM geduumtom IgA. KnmHnyeckme n naboparop-
Hble JaHHble NpeacTaBneHbl B Tabnuue 4.

TpaHauTopHasa runorammarnobynmHemust y geten (no
knaccudumkauum BO3: TpaH3uTopHas MnageH4yeckas rv-
norammarnofynmHemums).

Bospact nposiBneHusi: 6 mec.-5 net. HeT nocrtosiH-
HbIX 1 XapaKTepHbIX 3HAYMMbIX CUMMNTOMOB. BO3MOXHbI
cnepytolime KNUHUYecKMe BapuaHTbl: 6€CCUMNTOMHBIN,
NOBTOPHbIE UHEKLUUW OblXaTenbHbIX MNyTEeN, OCNOXHEH-
Hble MHEeKUUN abixaTenbHblX NyTen (GPOHXUT, NHEBMO-
HUS), THOMHbIE OTUTbI, PYPYHKYNe3. 3Hauyumble nabopa-
TOpPHbIE MPU3HAKK: YPOBEHb CbIBOPOTOYHOrO IgG < 3 r/n
y pebeHka > 1 roga, HopManuayLunes kK 5 rogam.

TpaH3uTopHas MnageH4yeckas runorammarnobynuHe-
Mus exxerogHo peructpupyetca y 10-15 getein. B knuHuke
npeBanupyoT xanobbl Ha cybdebpunuTeT, YacTble pecnu-
paTopHble 3a6oneBaHuWsl, XPOHUYECKUI SHTEPOKOSUT.

3AKIIOYEHUE

Kak crneayert 13 BbILLEN3NOXEHHOro, COBpEMEHHas mMe-
AMLMHa NpeaocTaBnsaeT BO3MOXHOCTY AN Tepanuu 601b-
HbIX C BPOX/AEHHbIMU AedeKTaMn UMMYHHOW CUCTEMBI.

BonbHOW ¢ peBmatouaHbiM aptTputom, H® Il cT.
CknepoaepmMa, AepMaTOMMO3UTONOAOGHbLIN CMHAPOM.
XpoHu4yeckuim 6poHXUT. XpOHUYECKMIA THOMHbLIN OTUT,
ABYCTOPOHHSAAl TYroyxocTb. XpPOHMYECKUA BUPYCHbIN
renatut C.

NnA: Arammarno6ynuHemus 6e3 B knetok

IgA —0,IgM — 0, IgG — 0, B-np — 0

Ta6bnuua 4.

KnuHuyeckne n nabopatopHble AaHHble aeTen

C cenekTUBHbIM aeduumntom IgA.

XH3N. BycTOpOHHME

IgA=0-0
K. K., neBouyka, OpOHXO3KTa3bI. _
11 net (2003 1.) PeumanBmpyoLmin rHONHBIN IgM =1,0-0,6
: HIAMBMPYIOUL IgG=4,2 11,3
otut
XH3J1. OBycTOpOHHME
OpOHX03KTa3bl. YaaneHsbl
M. 1., Manbuy, cpeaHsis Aons npaBoro Ig_;A =0-0
16 ne (2001 1) TIErkoro 1 HWXHASA IgM=2,0-1,28
’ 00N NeBOro Nnerkoro. 1gG =29,0-15,6
XPOHNYECKMIN BUPYCHbIN
renatut B
XpoHun4eckui
0edopMUPYHOLLNIA BPOHXHUT. IgA =0-0
C. M., neBouka, Pesekunsa HxHen gonm IgM = 2,3-2,75
12 net (2003 1.) cnesa. XpOHUYECKUIA IgG = 13,32
cuHycuT. OTCTaBaHue B -15,96
PU3NYECKOM pasBUTUU
T. P, 17 net XpoHuueckuin IgIA,\; 23 g))
(2005 1) nedopmupytownii OpoHXUT I§G - 11’ 0
ATonunyeckasi GpoHxmanbHas
actma (bbIT+nbinb+anua), IgA=0
C. ., 10 net nerkoe MHTEpMUTTUpYIOLLIee IgM = 1,64
(2004 r.) TeyeHve. Annepruyeckuni IgG = 20,32
PVHOCUHYCUT. XPOHUYECKMNIA IgE = 504 eq.
0eOpMUPYHOLLNIA BPOHXHUT.
ATonunueckas 6poHxuanbHas IgA < 0.2
H. A., 5,5 net actma (bbIT+nbinb+anug), | ?\/I i 1(’) 6
(2007 r.) TSDKENoe Te4eHune. 9 R
Anne N IgG =1,78
pruyeckuin puHuT
AyTOMMMYHHbIA TUpEonanuT
C TUPEOTOKCUKO30M. laA = 0
P. M., maneiuk, CaxapHbli gnabet | Tuna, | f\]/l -07
17 net (2003 r.) TSDKENOW cTeneHn. ApTpuT g —An
1gG =222
KOINEHHbIX cycTaBoB. YacTble
pecnupaTopHble MHPEKLMU
PacnpoctpaHeHHas 19A = 0-0
T. A., npeBouka, cknepogepmus. JlenkoneHus. g _
IgM = 1,35
13 net (1996 1) tOBeHunbLHoe maToyHoe _
IgG =13,4
KpoBOTEYEHUE
5 net 8 mec. 4 rna:; e n:HHo IgM=1,9
(2006 1) - MeA IgG=11,8
nporpeccupytoLlee TeyeHne
W. P, 10 net ) I9A = 0,14
(1999 1) Banorekywui ysent IgM = 0,5
' 1gG =7,96
I ®.,4rona . IgA < 0,2 (0)
(2004 1) AYTOVMMYHHBI YBEUT G = 4,5
C.10. 5 ner AYTOVMMYHHbIA yBENT IgA < O,_2 (otc.)
06oux rnas, HenpepbIBHOIO IgM =1,2
(2005 ) -
peunamBmupyoLLIEro Te4eHus 1gG=9,2
[ ®. 5 ner Cyb6debpunurer. IgA < 9,2 0)
(2007 1) Peungusupytowime IgM =2,2
’ pecnupaTtopHble HeKunm IgG =17,17
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CKOpPOCTb BHEAPEHUSI HOBbLIX TEXHOMOMMIA HE MO3BONSAET CUUATATL
6e3HafaexHbIMK Aaxe GorbHbIX ¢ Hanbonee TsXKenbIMU BapuaH-
TaMn UMMYHOAE(ULUTHOIO COCTOSIHUS. Mcnonb3oBaHne coBpe-
MEHHbIX CPEACTB CBA3W AenaeT AOCTYMHbIMU 3a04Hble KOHCYMb-
Taumm n obmeH Guonornyeckum martepmanom, Hanpumep, OHK.
Y MHorux 6onbHbix MWL 3aboneBaHne He guarHoctupyercs,
M OHW YMUPAKT OT CENTUYECKUX, OHKONOFMYEeCKUX, HEBpPO-
NOrNYECKUX, ayTOMMMYHHbIX WNuU Jpyrux 3aboneBaHUi.
Mcnonb3oBaHNe pekoMeHAO0BaHHbLIX KITMHUYECKUX KpuUTepues
N UMMYHOJOTMYECKUIA CKPUHWHT, LOCTYMHbIN Ha YpOBHe pecnybnu-
KaHCKMX U KPYMHbIX FOPOACKUX BOMbHMWL, C NOCNeayoLWnM yTOUHe-
HVeM JuarHosa B creumanusaMpoBaHHOM LieHTpe, obecneymBaeT
npoBefeHNe paLmoHanbHoOM KOHCEPBATVBHON Tepanun no MecTy
XutenbcTBa 6onbHOro U Gonee akTUBHOW Tepanuu, Hanpumep,
TpaHcnnaHTauum KOCTHOro Mo3ra, B CneLmanu3npoBaHHbIX LiEH-
Tpax.
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