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Increased susceptibility to Mycobacterium tuberculosis
in patients with X-linked chronic granulomatous disease

Summary

The article has presented comprehensive data on pathogenesis and clinical features of complications of BCG vaccination and of tuberculosis course
in 9 patients with confirmed X-linked chronic granulomatous disease. We observed a high incidence of complications of BCG vaccination in this
cohort. After vaccination, all the patients developed regional lymphadenitis and a high risk of occurrence of pulmonary tuberculosis in case of
M. tuberculosis infection. To prevent complication of BCG vaccination, genealogical analyze of the patient's mother is necessary (early childrhood
mortality, family cases of tuberculosis or / and BCG complications, etc.)
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Pe3rome

B craThe mpejicTaBiieHbl TaHHBIE OCOOEHHOCTEW PA3BUTUSI U KIIMHUYECKOTO TeueHust ocioxHennit BLI2K-BakuumHaimm, a takxke TybepKyiesa
y 9 MaMeHTOB ¢ TOYHBIM OUArHOo30M X-CLEIUIEHHass XpOHMUYecKasl rpaHyJeMaTo3Hasi 00Jie3Hb. YCTAaHOBJIEHO, UYTO y BCEX JIeTell ¢ TaHHBIM
VMMYHOIIe(UTIUTOM Pa3BUBAIOTCSI perMoHapHbIe JTMMdaneHUThl Ha BBeneHHyIo BLIK-BakimHy, B ciiyyae MHGUIIMPOBAHUS €CTh BBICOKAsT BEPO-
SITHOCTh Pa3BUTHsI TyOepKyJie3a. [Jist mpeaynpexaeHus: OCI0KHEHHOTO TeYEHHUsT IPOTUBOTYOEPKYJIE3HOM BaKIIMHALIMK CJIEIyeT MPOBOAMTH TIla-
TEJIBHBIN aHAIN3 TeHEATOTUYECKMX NAHHBIX MaTepu (paHHsIsl IeTCKas CMEPTHOCTh B ceMbe, Hammuue Tybepkynesa wian BII2K-ocmoxHeHust
Y POICTBEHHUKOB pebeHKa 110 MATEPUHCKOW JIMHUH).

KimoueBbie ciioBa: X-clLerieHHass XpOHUYECKasi rpaHyjieMaro3Hasi 60s1e3Hb, ocioxHeHus: BL2K-BakuuHaimu, TyGepkysies, reHeaJoruyeckuii

aHaMHE3.

K mepBUYHBIM MMMyHOAE(hUIIUTAM OTHOCHUTCS TpyIIna
FeHeTUYeCKUX 3a00JieBaHUM, B pe3yabTaTe KOTOPBIX
HapyliaeTcss pas3BuUTHe W / WM (PYHKIIMOHUPOBAaHUE
MMMYHHOI cucteMbl [1]. OHM BKIIIOYAIOT B cebsI OKOJIO
150 3a6oneBanmii, 142 U3 KOTOPBHIX — C TOYHOM TeHETUYEC-
KOl OCHOBOIA, OOJIBILIMHCTBO aCCOLIMUPOBAHO C BUPYC-
HBIMU, OaKTepUaTbHBIMK, TPUOKOBBIMU U ITPOTO30MHBI-
mu uHdpexkuuamu [2]. I[laToreHHble MUKOOAKTEpUU
Tyoepkynesa — MBT (Mycobacterium tuberculosis,
Mpycobacterium bovis), MeHee BUPYJIEHTHAsi MUKOOAKTE-
pust M. bovis B coctaBe bLIZK-BakiinHbI, a TAKKE KUCI0-
TOYCTOMYMBBEIE MHKOOAKTEPUM OKPYXKAIOIIeH Cpeabl
MOTYT OBITh TIPUYMHON TSKEbIX OCJIOXHEHUI (6ose3-
Hell) y MallMeHTOB ¢ MePBUYHBIM UMMYyHoOaeduLUTOM |[3].
CorracHO COBpPEMEHHBIM JIMTEPATYPHBIM JTaHHBIM,
MOJIEKYJISIpPHBIE MEXaHU3Mbl IMMYHHOTO OTBETa Ha MHU-
KoOakTepHaabHYyl0 MH(MEKINIO Y YeJIOBEKa COCTOST U3
cleayouxX JUHU 3aiuThl [4, 5]. [lepBast nuHuUS B aH-
TUMUKOOAKTepHaIbHOM UMMYHHOM OTBETE — 3TO BPOXK-
IEeHHBI IMMYHUTET, OCYIIECTBIISICMBIN IO KOHTPOJIEM
NF-«B curnansHoro mytu. edekT 3Toro CUrHajibHOToO
MyTU HaOJomaeTcsl MpU 3KTOIEPMaJIbHON AMCIUIA3UU
C UMMYHOAE(DUIIUTOM, CLEIUIEHHOI ¢ X-XpOMOCOMOM
(EDA-ID — Anhidrotic (Hypohidrotic) Ectodermal Dys-

plasia with Immune Deficiency). IlepBasg nuHUS TIpea-
CTaBJieHa TaKKe (harouTapHbIM PECIIUPATOPHBIM B3Pbl-
BOM, T€HETMYECKUil Ne(eKT KOTOPOTro HabJIogaeTcs
y IMMallMeHTOB C XPOHMYECKOU TpaHyJIeMaTO3HOU 00-
ne3npto (XI'B). IlpencraBieHne MHUKOOAKTEPHUATbHBIX
AHTUT€HOB AHTUTEH-TIPE3CHTUPYIOIIMMU KJIETKaAMU
T-mumdonutaM yepe3 KOCTUMYJISITOPHBIE MOJIEKYJIbI
(CD154/CD40) HeobxommMo 15T 00ecTieueHUSI MMMYH-
HOTO OTBeTa Ha MUKOOaKkTepuu. [1oBbIIIIEHHAST YyBCTBU-
TEJbHOCTb K MUKOOAKTEepHaJIbHBIM MHMEKIIMSIM Hab 10~
JAIOTCSl Y HEKOTOPBIX IMAIlMEHTOB C X-CIETMJIEHHBIM
rurep-IgM-cuHIpOMOM, YIMTHIBas OTCYTCTBHUE Y HUX
CD154 (CD40L). I1poTeKTUBHBIIT UMMYHUTET K MUKO-
OakTepusiM U IPYTUM WHMEKIUSM OYEHb 3aBUCUT OT
T-muMbOoLNTOB, TTOATOMY CaMble OINacHbIe KIMHUYEC-
KHe OCJOXHEHUS MHWKOOAKTepPUATbHBIX WHQEKINI
BCTPEYAIOTCS Y MAIlMEHTOB C TSIKEIBIM KOMOMHUPOBAH-
HbIM UMMyHozaeduuutom [3]. T-muMbouuTe U HaTy-
paJIbHbIe KUJUIEPHI SIBJISTIOTCS TIIaBHBIMU TTPOIYLIEHTAMU
y-1FN B oTBeT Ha UHTEPAEUKUH-12, KOTOPBIIl CUHTE3U-
pyeTcsl ISHAPUTHBIMUM KJIETKaMU UM Makpodaramu Ipu
MMKOOaKTepraabHON MHBa3uu. HapyllleHue curHajib-
HOTO MYTHU OT 3TUX LIMTOKWHOB TTPUBOAMUT K KOMILIEKC-
HOMY CHUHIpPOMY — MeHaeneBcKas 4YyBCTBUTEIBHOCTD
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K MUKOOaKTepHraIbHBIM 00J1e3HIM (MSMD — Mendelian
susceptibility to mycobacterial disease) 6, 3].

XI'b — BpOXAEHHBII MMMYyHOAS(PUIIUT, TPUUMHON
KOTOPOTO SIBJISICTCSI TEHETUYECKUU Ne(eKT C IOJHBIM
OTCYTCTBUEM "KMCIOPOIHOTO B3phIBa" MPU HOPMAILHOM
(harormTo3e Bo BceX MUEIOMIHBIX KIeTKaxX (HeUTpodu-
Jlax, 203MHO(MUIaX, MOHOLUTaX U Makpodarax). Oxa-
PaKTEepU30BaHO HECKOJIbKO TeHETHMYECKUX Ie(hEeKTOB,
npuBoagiux K passutuio XI'b. Bce oHu BeayT K Ha-
pymieHuio cuHte3a cyobennHul, NADPH-oxkcunassr
(HAO®-H-okcupa3a — HUKOTUH-aIeHUH-IWMHYKIIEO-
tun-docdar-okcunaza). HaHHbIA (GepMeHT sBseTCH
KaTaJan3aTOpOM OMOXMMHUIECKON peaKiinu, B pe3yIbraTe
KOTOPOI 00pa3yloTcsl paauKalbl CBOOOTHOIO KHUCI0PO-
Ja, MpUHUMAIOIIIMe yJacTue B OaKTepULUIHBIX PEeaKIIM-
ax npu ¢arouutoze. Oxkono 60 % Bcex ciayuyaeB XI'b
cBs13aHo ¢ MyTauussmu B reHe CYBB, mokann3oBaHHOTO
Ha X-xpomocome (Xp2l.1) u oTBevaloliero 3a CHMHTE3
cyobenuHuLbl gp91-phox, mpu Takoi MmaTtojoruu ooJie-
FOT TOJIBKO MaJIbBYMKI. MyTally T€HOB OCTaJIBHBIX CYOh-
SIMHULI HOCSIT ayTOCOMHO-PELIECCUBHBIN XapaKTep 1 Kap-
TUPOBAaHBI Ha CleAyIOIMX xpoMocomax: 7q11.23 (okomo
30 % cayuaeB XI'b), 16q24 u 1925, ipu 3TOM OOJICIOT
KaK MaJIbUMKH, TAK ¥ ICBOUYKH, BCTpEUYACTCS TaKast IIaTo-
JIOTHS B CEMBSIX C OJIM3KOPOACTBEHHBIM OpakoM [7, 8].

W3 Bcex X-ClLEMIEHHBIX EPBUYHBIX UMMYHOAEDU-
UTOB X-CLEIUIEHHAasl XpOHUYecKasl TpaHyJieMaTo3Has
6ose3Hb (X-XI'b) HaxoauTcs Ha 2-M MecTe 10 YacToTe
BcTpedyaemoctu (1 cayyaii Ha 250 Teic. HaceneHus) [7, 8].
ToyHBIX MUPOBBIX JaHHBIX 10 BcTpeyaeMocTu XI'b HeT.
Hanpumep, B Hunepiaannax pacnpoctpaHeHHocTh XI'b
BbICOKast (62 ciydast Tpu HaceJleHuu B 16 MiH), a B [la-
HUHM — ele Boimie (22 ciydas Ha 5,5 mutH) [8]. B Pecrry0-
nuke benapych ¢ HaceiaeHueMm 9,47 MJIH 4eJIOBEK Jauar-
Ho3 XI'b moctaBneH 11 manpuukaM. BoJbLIMHCTBO
MalMeHTOB ¢ TAKMM IWAarHO30M OITMCHIBAIOTCS B CTpa-
HaX C BBICOKOI OCBEIOMJICHHOCTBIO 00 MMMYyHOIE(hU-
1IMTaX, a TakKe UMEIOIIIMX COBPEMEHHBIE JTaDOpaTOpHbIe
CpeaCcTBa UX AUATHOCTUKM [8].

Knunnuecku XI'b nposiBisieTcsl ¢ paHHEro 1eTCTBa,
00BIYHO 3a00JIcBaHME HAUYMHACTCS C Pa3BUTHS THOM-
Horo nuMdaneHuTa, OCTCOMUEINTA WU TSKEJIOM THEB-
MOHUM. B manbHeitlieM perucTpupyloTcs TSLKEble pe-
HUAVBUpPYIOIINE OaKTepUallbHBIC W / WIM TPUOKOBEIE
WHQEKINN PECITUPATOPHOTO U XKEJIYIOTHO-KUIIICTHOTO
tpakTa. Ilpaktnuecku Bcerma npu XI'b ¢opmupyrorcs
TsDKeJIble KOXKHbIE adCclecchl ¢ 00pa3oBaHEeM BOCIaIU-
TEJIBHBIX TPaHyJIeM, KOTOPbIe CO BPeMEHEM TOopaxaroT
MPaKTUYECKM BCE OPTaHbl, BKIIOYAsl JIETKWE, ITCYCHbD,
KOCTU U ToyioBHOI MO3r. [locie BakiMHALIMU KUBBIMU
BaKLMHAMU (hOPMUPYIOTCS BaKIIMHOACCOLIMMPOBAHHbIE
WHQEKIINHU, CYIIeCTBYeT OOJIBIIAsl OITACHOCTh Pa3BUTHS
ocioxHeHus 1ociie BakunHbl BII2K B Bume bBLK-mmm-
¢angenuros [7].

BII2K-BakiinHa — 3TO XKvBasl aTTeHyMpPOBaHHas1 OaK-
TepuasibHasl BaKIIMHA, KOTOPasi TIPeayIpexaaeT reHepa-
JIN3aIUI0 TyOSPKYIe3HON MH(MEKIUNA U TeM CaMBIM 3a-
MIMIIAET AeTeil OT MUIMAPHOTO (AUCCEMUHUPOBAHHOTIO)
TyOepKyie3a u TyOepKyae3HOro MeHuHruta [9]. Drto
JIOCTaTOYHO Oe3ornacHas BaKIMHA C HU3KUM YHCIIOM
OCJIOXHEeHMH. JIomycTUMOe 3HaUeHUE OCIIOKHEHUMA TSI

OpurnHanbHble MccnepsoBaHms

POCCHUIICKO1 BaKIIMHBI, KOTOPYIO UCITOIB3YIOT U B bena-
pycu, coctaBisier 0,06 % OT ynciaa BaKIIMHUPOBAHHBIX
nereir [10]. OcnoxuHenuss nocie BIIXK-BakuuHamuu
O0OBIYHO Pa3BUBAIOTCS OT 5 MeC. 10 5 JIeT Mocje BaKLu-
HallMM, HO B OOJIBIIMHCTBE pabOT IMOKa3aHO, YTO Yallle
BCEro OCJOXHEHMS MOSIBISIOTCS Y IeTel M0 2-JIeTHEro
Bo3pacta [11]. Onpenensioliyo poab B obecriedeHUn
MOJIHOLIEHHOTO 3amuTHoro addekra BLK wurpaer
MMMYHOJIOTUYECKAsd PEeaKTUBHOCTh peOeHKa, ITO3TOMY
MPOTUBOTYOEPKYJIe3Hass BaKIMHALIUMS HE IPOBOIUTCS
MPpU YCTAaHOBJEHHOM IMarHo3e UMMyHomebuuur. Om-
Hako Ha 3—4-e CyT. mocje pPoXIeHUs pedeHKa, Koraa
npoBoauTcd BakuuHauusl BL2K, ycraHOBUTH Hanuuue
UMMYHOIE(UIIMTa OUYEHb CJI0XHO, YUMTHIBASI BO3MOX-
HOCTb OTCYTCTBMSI KIMHUYECKUX MPOSIBICHUIN O0IE3HU.
Llenpio MccnenoBaHusl SIBUIOCH M3ydeHUE OCOOEH-
HOCTEIl pa3BUTHUS M KIMHUYECKOTO TEUCHUS OCJIOKHE-
Huit BI2K-BakuuHauuu, a Takxke TyOepKyiesa y maiy-
eHToB ¢ XI'B, reHetnueckuii gedeKT MpuU KOTOPOit
HapylraeT MMMYHHBIM OTBET Ha MUKOOAKTEepHH.

Marepuansi u MeTogbl

B pabote aHanu3MpoBaMCh aHAMHECTUYECKUE, KIMHU-
YeCKHe 1 JIAbOpaTOpHbBIC JaHHBIC 9 TAlIMEeHTOB B BO3pac-
Te oT | roma mo 18 neT, HaXOSIIMXCSI Ha OMCITaHCep-
Howm HabmoaeHuu B I'Y PHITHOI (MuHck, benapych),
¢ TouHbIM auarHo3oMm X-XI'b. Bo3pacTt mauueHToB mpu
MOCTaHOBKE AMarHo3a Koyebascst ot 1 roga go 15 net. st
MPOBEACHUS UCCIACIOBAaHMS ObLIO IOJIy4YeHO MHMOPMU-
POBaHHOE COIJIACUE OT POAUTENIE BCEX MALMEHTOB.

HuarHo3 X-XI'b Obu1 ycTaHOBJAEH Ha OCHOBAaHUU
KIIMHUYECKUX CHUMIITOMOB M MMMYHOJIOTMUECKMX HaH-
HBIX, 8 UMEHHO OIIpefie/ieHre "KMCIOPOIHOIO B3phiBa”
B HEHTpoduIaX METOAOM MPOTOYHOU LIUTOMIYOPOMET-
puu [12]. JlaHHBIA TECT MO3BOJSET KOJIUYECTBEHHO
OIPEJEINTD "KUCIIOPOIAHBIN B3PHIB" JIEHKOLIMTOB B 11EJTb-
HOI KPOBHU, MPOLIEHT (harolUTUPYIOIINX KJIETOK, KOTO-
pbIe MPOAYLUPYIOT aKTUBHBIE (POPMBI KHCIOpoa (repe-
xon muruapopogamuHa 123 B pomamuH 123) u ux
(bepMEeHTaTUBHYIO aKTUBHOCTH (KOJMYECTBO pOIaMUHA
123 B kaxmoit kieTke). TecT Mo3BOJISIET ONPEASIUTh HO-
cutenbcTBO MyTupoBaHHoro reHa CYBB y marepeit na-
LIMEHTOB, TTO3TOMY UISI MCCJICIOBAaHUS MCITOJIb30BaIach
rermapruHU3NPOBaHHAs Tepudeprdeckass KpOBb Marte-
peii. JIJ1s1 ycTaHOBJICHMSI TOUHOTO IUarHo3a ObLT BBIOI-
HeH MyTalMoHHbI aHanu3 reHa CYBB.

B ananm3 ObIIN B3SITHI KIMHWYECKME JaHHBIC 9 TTalm-
eHToB ¢ X-XI'b. AHanmu3upoBanachk MHGOPMAIKI O BO3-
pacTte mauMeHTOB TIpU nocTaHoBKe nuarHo3za X-XI'b,
cpok pasputus BIIZXK-ocnoxHeHus ¢ MOMeHTa BaKIU-
HaIlUM, KIMHUIEeCKIEe CUMITTOMEI 3a00J1eBaHusI. Bee Mu-
KobakTepuanbHble nHbeKunu (M. tuberculosis u M. bo-
vis BLI2K) Obiin umcciaemoBaHbl JdeTajibHO. JlmMarHos
Tyoepkyne3 u BIIZK-ocnoxHeHus ObLT BBICTaBJAEH Ha
OCHOBAHMU KIIMHUYECKUX, PEHTTEHOTOMOTpapUIECKHUX,
TUCTOJIOTUICCKUX M OAKTEPHUOJIOTUUSCKUX TAHHBIX, Xa-
paKkTepHBIX 1151 naHHoU nHbeKkimu. bII2K-ocnoxHeHus
Ki1accuUIMPOBAIMCh B COOTBETCTBUU C YCTAaHOBJIECH-
Hoit BO3 knaccudukanueit. JJokaabHOe OCIOKHEHUE —
WHOWIBTpAT, adcliecc WX TTOBEPXHOCTHOE M3bs3BIICHIE
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Illapanosa C.O. u dp. I1oBbllIeHHAs! YYBCTBUTEILHOCTb K M. tuberculosis y marireHToB ¢ X-CLEIUIEHHOM IPpaHyIeMaTO3HO 00JIe3HbIO

B MeCTe BBEICHMSI BaKIIMHBI Ha JICBOM IUIEUC TIPH pas-
mepe > 10 mm X 10 MmM. Pernonapnsbrii BLIK-nmumpane-
HUT — yBeJIMUeHue, HarHoeHue (abcueaupoBaHue) WU
obpazoBaHue HUCTY/bI (CBUIIIA) B PETUOHAPHBIX JIUMba-
TUYECKUX y3/1ax (TOAMBIIICYHBIX CJICBA), a TAKIKE TTOpake-
HUe TuM@aTUYECKUX Y3JI0B 3a TpeaeiaMu MecTa BaKIIM-
HallMU, OJHAKO HaXOSIIEeCs] Ha TOM XKe CTOpoHe (cJieBa),
rae npoBoawiack bLIK-BakimHanums. JlucceMuHupoBaH-
Heii BIL2K-nmumdanenur muarHocTupyeTcsi, Korma OH
BILI2K-nmoaTBepkaeH u3 6osiee yeMm 1 OTIajJeHHOTO MecTa
WU 1 KyJbTypbl KPOBU WJIM KOCTHOTO Mo3ra. st moartse-
pXIOEHUS AMarHo3a MpoBOAMIOCHh JokyMmeHTarms BLIZK
M. bovis 6aKTepHOIOTTICCKIM METOIOM I METOIOM
noiaumepasHoit nenHoit peakiuu (ITLLP). duarHos "Bo3-
MoxkHOTo" BLIZK-0coKHEeHMST BHICTABIISIJICS IIPH JIOKAJTh-
HOI1 60JIe3HHU TOC/Ie MPeAIECTBYIONIe BakHauuu [13].

Pesynbratbl u 06CyxaeHue

C 2001 mo 2009 r. B Pecniyonrike benapyce nuarno3 XI'b
ObU1 TIOocTaBieH 11 ManpuMKaM, M3 HUX 9 ITallMeHTOB
uMenn TouHblii nuarHo3d X-XI'b (B mepudepuyeckoi
KPOBU ObLIO 1€TEKTUPOBAHO MOJHOE OTCYTCTBUE KUCIIO-

pomo6pasyroreit pyakiun NADPH"-okcunassr HEWT-
poduIoB, y Marepeil maluMeHTOB HaOJomanach paH-
NIOMHasi MHaKTUBalUsl X-XPOMOCOMBI, BBIACISIUCH
2 monyasiuMu KJETOK: OJHA — C HOpMaJibHOI paboToit
NADPH*-okcunasel, apyrast — ¢ HapyleHHOI), oOHa-
pyxeHo 9 myrauuii B rene CYBB. VY | manuenTa 3adoe-
BaHME AUWArHOCTMPOBAHO Ha OCHOBAHUM OTCYTCTBUS
BOCCTAHOBJICHUSI HUTPOCHHETO TETPO30JUyMa. IDTOT
MMalMeHT TepeHeC TPaHCINIAHTAIIWIO, MYyTallMOHHBIN
aHaAJIM3 Y HeTO He MPOBOAMICS (KIMHUYECKHE TaHHBIE
JNAHHOTO cjiyyasl He BOLUIM B cTaThlo). Y 1 maiueHTa
¢ ocratouHoii ¢yHkuueit NADPH'-okcumasbl, BBISIB-
JIEHHOI METOIOM IPOTOYHOM LuTodiyopumerpuu (23 %
HENUTPO(GUIOB ¢ HOPMAJIbHO padoTaOIINM (DEPMEHTOM,
75 % HelTpoUI0B He paboTain), TeHeTUYECKash 3THO-
JIOTWSI He BBISICHEHA, KIIMHWNYECKNE JaHHBbIC HE BOILIN
B CTaThIO.

BoJBIIMHCTBO HAlIUX TALKMEHTOB WMEU TepBble
KJIMHUYECKUE CUMIITOMBI 3a00J1€BaHUs B MEPUOI MJia-
JIEHYeCTBa; CpeaHss MeAraHa Bo3pacTa MaHU(beCTaluu
X-XI'b — 5,2 mec. (mnamazon — ot 3 Hen. a0 1 roga).
Y OOJBIIMHCTBA M3 HUX CaMbIM YacTbIM HMH(MEKIIMOH-
HbIM MPOSIBJICHUEM SIBJISUIMCH JuMdaneHuT (7 mauueH-

Tabauua
Anamuecmuveckue u Kaunu1eckue oannsvle nauuenmoe c X-cuenaennoii XI'b
Ne Bo3pact Ha Bo3pact PyGunk Kareropus Metopn auarsocTuk Manudecrauma Xrb JIETTTY
nauu- | 2010, (Bo3pacT |  MOCTaHOBKY smecte | BLDK-ocnoxHenms BLDK-ocnoxuenus 3a Tybepkynes
eHTa NOCTaHOBKH nAnarHosa BLK- | BBepenns
anartosa XI'b) OC/IOXHEHMe BLPX
1 2ropa 12 mec. 3 MM MoaMblLueYHbIi Buoncus numdoyana / J1eBOCTOPOHHSS NHEBMOHHS,
(1 rop) nuMGbafeHuT NUP — AHK MBT NUENoHeppHT, NaxoBblii NMMbaZEHHT,
cnesa, dasa CBULL, NepUaHanbHoii 06nacTu, -
abcuenvpoBarms adTo3Hbiit cromatut, OPBH, aHemus
2 2ropa 6 mec. HA TMoAMblLLeYHbIi Buoncus numdoyana / KonyukoBbll CBHLL, XPOHMYECKMii
(1 rog 2 mec.) nUMGbaReHUT PEHTreHonornyeck NapanpoKTUT, NMMQAREHUT,
cnesa, (asa CHanoaieHuT OKONOYLLIHOM Xenesbl, -
00bI3BECTBNEHNS OPBMU, aHemus
3 3roga 6 mec. 3 MM ToAmblweYHbIi Buoncus numdoyana / 2-CTOPOHHSAS MHEBMOHMS, MNEBPUT,
(1 rop 6 mec.) numbagenuT, Gasa PEHTreHonornyecku noAvadparmanbHblil abeuecc, oTuT,
00bI3BECTBEHNS CTOMATHT, PeLANBAPYIOLLNIA THOMHBIA -
weiiHbii numagenut, OPBH, aHemms
4 3ropa 3 mec. MM [lByCTOOHHMI WeilHblil,  Buoncus numdoyana THeBMOHuS, nermoHbl, NepuKapauT,
(2 ropa 5 mec.) HaAKII0YNYHbIM M NOA- CHaN0AHUT OKOMOYLLHO Xenesbl,
MbiLLIEYHbIA CrieBa CTOMATHT, FHOMHBIN NaxoBbI -
numbagenuT, dasa NUMGALEHNT, CanbMOHENe3,
MHUALTPALMH nuofepmus nuua, OPBH, anemus
0 4ropa 6 mec. 4mm [lBycTOpOHHMI WweitHblit  Buoncus numdoyana / THeBMOHYS, reHepanu30BaHHas
(2 roga 7 mec.) numdapenuT, Gasa PEHTTeHoNornYeck BUPYCHO-OakTepuanbhas MHgekuws,
MHUALTPALMH 1 KOMNblOTEpHas MHOKapAMOAUCTPODKS, NOPAKEHNS -
ToMorpadus GpOHXONYNLMOHAPHBIX IMMAaTUYECKIX
yanoB, numdapnexut, OPBU, anemus
6 18 ner 1 mec. HA MoAmblLeYHbIi Buoncus numdoysna / 2-CTOPOHHSS NHEBMOLWCTHAS NHEBMOHMS,  MIHQWNLTPaTMBHBIN
(6 ner) nUMGAZEHHT criesa, PEHTreHoNornyecku XONELMCTOXONAHTHT, OCTPbIA TOH3MANNT, TyGepkynes npagoro
(hasa MHpUNLTPaLMKM OPBMU, aHemus nerkoro B (pase pacnaga
7 18 ner 2 mec. HO MoamblweyHbIi Knunnseckw / Guoncuss  AGCLecchl, NaxoBblii FHOMHBI
(9 ner) numdaperuT cnesa, numdoyzna NMMDapEHNT, rpaHynema neyeHu, -
(hasa MHGuNLTPaLUK napanpoktut, OPBU, anemus
8 11 ner 3 mec. 3mMm TMoAMbILLEYHDI Knunmnyeckm / TTHEBMOHMS YacTasi ¢ POXAEHHS, NTK neBoro nerxoro
(9 ner 2 mec.) nUMGAZEHHT criesa, PEHTTEHONOTHYECKM | NUMGAZEHNT, MONIOCK Ha NMLie, (ovar 'oa)
(asa aGeueaupoanus Ouoncus numdoyana cromatut, OPBU, aHemus
9 17 ner 12 mec. HA MoAmblweyHbIi Knunnyecku / XOBJ1, rHoifHblit nUMAapeHuT,
(15 ner 6 mec.) numdaperuT cnesa, PEHTreHonornyecky / CanbMOHEIe3Hblif cencuc, Aucouos
(ha3a 06bi3ecTBnEHMS 6Guoncus numdoysna KMLLEYHMK, PEaKTUBHbIA MePUKapAUANbHbIM -

Bbinot, OPBU, anemus

Mpumeyatne: HL, - HeT panHbix; XOBJT - xpoHndeckas o6cTpykTveHas GoneaHs nerkux; MTK - nepeuyHblit TyBepkyneaHblit Kommaekc.

52

MynbmoHonorus 1°2011



ToB — 77,8 %) 1 nHeBMOHMS (6 manmeHToB — 66,7 %).
Bce netu 6onenu OPBU, B 4 ciiygasix perucTpupoBacst
a(TO3HBIN CTOMATUT (TepreTUdYecKast BUpycHasi MH(beK-
1), THOTIA TPYIHO MOIIAIOIINIACS Tepary (TTalMeHT
Ne 8). V bonpImmHCTBA OeTeit B aHaMHe3¢ ObUT OTMEUeH
THOMHBIN TUMGaIeHUT, UMEJIM MECTO IMUOASPMMUST, KOXK~-
Hble abcliecchl U (hJErMOHBI, Yalle KakK MpOsIBICHUE CO-
YeTaHHOW BUPYCHO-OakTepuanibHOU MHMexkuuu. Y na-
nueHTa Ne 1 HaOmomaaach BpOXKIEHHAsT 0COOCHHOCTH
pa3BUTHSI — MeTaypeTep cripaBa. KiimHUueckue TaHHbIe
npeacTapiaeHbl B Tadbauue. [1pu poxaeHuu neTu ¢ ycra-
HOBJIEHHO# B mocienytouemM XI'b ObuiM KIMHUYECKU
3I0POBHI, TIPX BEHITIMCKE W3 POIIOMa BCeM IMalleHTaM
ObLTa TIpOBeleHa MPOTUBOTYOEPKY/Ie3Hasl BaKLIMHALIMUS
BakuuHoi BII2K. MecTHBI OTBEeT Ha JIEBOM IUIeYe Ha
BBEICHHYIO BaKIIMHY COIIPOBOXIAICS Pa3BUTHEM ITOCT-
BaKIIMHAJIBHOTO pyOUMKAa HEZOCTaTOYHOTO pa3Mepa
(< 4 MmM) y 4 neTeil, MOTHOLIEHHBII OTBET ¢ (hOpMUPOBa-
HHeM MOCTBAaKLIMHAIbLHOIO PyOUrKa pa3MepoM 7 MM ObLT
OTMEUEH TOJIEKO Y 1 peOeHKa, Y OCTaTbHBIX — HET JaHHBIX.
Ocnoxuennoe tedenue BIIXK-BakumHauum ObLIO
OTMEUEHO Yy BceX JieTell ¢ MPOTUBOTYOEpPKYJIEe3HOI BaK-
LIMHauMei. B Haliem ucciaenoBaHUM y Beex AeTeil naH-
HbIi 1MarHo3 ObLI YCTaHOBJIEH Ha 1-M roay xusHu. ITo
JAHHBIM JINTePaTyphl, camas 9acTast MaHU(eCTaIsI My -
KobakTepuaabHOi nHdeKMn y nauueHToB ¢ XI'b — 3To
BIIK-nmumdaneHuT, HO reHepaau3oBaHHas MHMEKLIUS
(muccemunupoBaHHoe BLI2K-ocioxHeHue) TakxKe onu-
cana apropamu |11, 14—17]. ¥ 9 u3 o6GcenoBaHHbIX Ha-
mu nauueHToB (100 % 13 BaKUMHMPOBAHHBIX) OCIOX-
HeHusi Ha BIIK-BakuuHalu© Takxke MPOSBISIUCH
PETMOHAPHBIM ITOAMBIIICYHBIM JTUMGbaIeHUTOM, Y 1 ma-
IMEHTa OH COUYETAJICS C ICBOCTOPOHHUM IIEHHBIM JTUM-
¢ageHuTOM M 1 MaUMEHT MMeN LIeHHBIA TUMbaITeHUT
C 2-CTOpOHHE! Jokanuzauueil. B mepuon BbIsIBICHUS
BII2K-ocnoxHeHUsT MaTOIOTUYECKUM MPOLIECC B PETMO-
HapHBIX TUM(aTUICCKUX Y3JIaX HaXOOWJICS Ha pa3HBIX
cTagusx pa3BuTvs. Ha HavyanbHON cTaguu pa3BUTHUS
(baza nHpuabTpauumn) 3adogeBaHue BBHISIBICHO y 4 Ma-
LIMEeHTOB (44,5 %), ¢ HeaKTUBHBIMU U3MeHeHusIMU (a-
3a 00bI3BECTBIICHUST) B TuMpaTruueckux yznax bIIXK-oc-
JIOXKHEHUE OUAarHOCTUpOBaHO y 3 maiueHToB (33,3 %)
u 2 mauvieHTa (22,2 %) UMeIu TsKeloe TeUeHUe JTUM-
¢aneHuta c abcuenuposanHuem. Bee ciydan BLIK-nmum-
(ameHnTa C OOBI3BECTBICHNEM OBUIM BBISIBICHBI TIPU
00BEKTUBHOM OCMOTpe (METOAOM TMaJiblallui) U TIpU
PEHTIEeHOJIOTMYEeCKOM 00C/IeI0BaHUM OPraHOB I'PYIHOM
KJeTKM Mo TMoBoay MmHeBMoHuu win OP3. BboabHbie
¢ abcrienupoBaHreM TUMGATUIECKUX y3JI0B U ¢ (ha3oit
VHOUIBTPAIIMU BBISIBISJIMCH I10 00paIaeMOCTH C XKaao-
0aMU Ha yBeJIMYEeHUE C pa3MsryeHueM. BceM manueH-
TaM ObUIO Ha3HAYEHO OIEpaTMBHOE JIeYeHWe — yrajie-
HUE TATOJOTUYEeCKH WM3MEHEHHBIX JIUM@aTHICCKUX
y3JI0B C MPOBEIEHUEM TUCTOJOTUYECKOIO M OaKTepHro-
JIOTMYECKOTO UCCAEAOBAaHMS, UYTO MOMOIJIO YCTAaHOBUTH
BIIK-sTtronoruio auMmdpaneHuTa (pUCyHOK).
JAuraraocTHpoBaHHBIX HAMY TTAIIMEHTOB MOXHO YCIOB-
HO pa3IeauTh Ha 2 BO3paCcTHbBIE TPYIINLL: 1-5 rpymmna (1ma-
LUEeHTHI 1—5), BO3pacT Ha CeroAHSIIIHUMI AeHb — 2—4 T0O-
Ja; BTopas rpymmna (mamueHThl 6—9) — 11-18 jer
(maHHBIC TIpeaCTaBlICHBI B TaOMMIle). B oTHOIMEeHUM T10-

OpurnHanbHble MccnepsoBaHms

BBIIICHHOI YYBCTBUTEIHLHOCTH K MMKOOAKTEePUATILHOMI
uHdexkunu (M. tuberculosis n M. bovis BLI2K) atu 2 rpym-
Tbl Pa3IMYaIuch. Y MalUeHTOB 1-ii rpymIbl B BO3pacTe 10
1 rona pazsuiioch BII2K-ocnoxxHeHre Ha BBEAEHHYIO MPO-
TUBOTYOEPKYJIC3HYIO BaKIIMHY, B CIJIy PaHHErO BO3pacTa
(mo 4 net) onu He ObUM MHGbULIMPoBaHBl MBT 1 He 3a60-
Jnenu Tyoepkyae3om. IlammeHTbl 2-# Tpymmbl, Oyaydu
cTapiie, K MOMEHTY 00C/Ie0BaHus1 ObUTA MHMUIIUPOBAHBI
MBT, u'y 2 u3 Hux pazBuics Tyoepkynes. [1o nnpuimpo-
Banuio MBT npodunakruyeckoe MpoTUBOTYOEPKYJIE3HOE
JieueHHe ToJTydall ToJIbKO 1 pebeHok (marueHT Ne 9), T. K.
OH MIMeEJT POICTBEHHUKOB, OOJIbHBIX TYOEPKYJIE30M, U TY-
OepKYJMHOBYIO peakiinio Ha mpoby MaHty 16 mm. 3a60-
JIeBaHUE TyOEPKYJIe30M y HETO He 3aperuCcTprUpOBaHO.

Tybepkynes nuarHoctupoBajcs y 60abHbIX ¢ X-XI'b
10 KJIMHUKO-PEHTTEHOJIOTMUECKUM JTaHHBIM. YUUTHIBAsT
oTCyTcTBUE 3(pdeKTa HA IINTEIHHYIO aHTHOAKTEePHAIb-
HYIO Teparnuio, peHTreHoToMorpaduueckoe oocaeaoBa-
HUE B 2 cydasix MO3BOJIMJIO BBISIBUTH CIlelU(pUIECKU
TPOIIECC MO XapaKTEPHBIM ST TYOepKYJIe3HOTO IIO-
paxxeHus cuHapoMaMm (y mamueHTa Ne 6 B 12 et quar-
HOCTUpPOBaH MHQWIBTPATUBHBIN TyOepKyne3 B dase
pacnana, y mamueHTa Ne 8 B 5 j1eT — repBUYHBIN TyOep-
kyne3Hbiit komruieke (ITTK) cneBa B hase oObI3BeCTBIIC-
Hus — ouar [oHa).

Pucynok. Ocnoxnenust BLI2K: pernoHapHbIii IeBOCTOPOHHUIT TUMba-
JIEHUT: @ — MHOXECTBEHHbIE TyOepKYJIE3HbIE I'PaHYJIEMbl C Ka3e030M
M TUTAHTCKUMU MHOTOSIIEPHBIMU KJieTKaMu [TuporoBa—JlaHrxaHca
(maupeHT Ne 1); 6 — TyOepKyJe3HbIii oyar ¢ Ka3eo3HbIM HEKPO30M
¢ OYyrOpKOBBIMM OTCEBAMM B OKPYXKAIOIIYI0 TKaHb JMM(MATUIECKOTO
y3ia (maumeHt Ne 5)

http://www.pulmonology.ru
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Ilapanosa C.O. u dp. I1oBbllLIcHHAsI YyBCTBUTEIBHOCTH K M. tuberculosis y marnueHToB ¢ X-CLEIIeHHO IPaHy/JIeMaTO3HOi 00Ie3HbI0

V maumenTta Ne 5 B 2 roga 8 Mec. ObUIM OTMEUEHBI
MNpU3HAKU HHGWIBTPATUBHOTO MOpaxkKeHUs OpOHXO-
MyJIbMOHAJIbHBIX JUMGATUUYECKUX Y3J0B C OYaroBbIM
MOpaXeHUEM JIETOUHOW TKaHu 0e3 addexra Ha mau-
TeJIbHYIO aHTUOAKTePHUATbHYIO Tepalmio. BeipaxkeHHas
MOJIOXKUTEIbHAS TMHAMUKa Ha0Iogan1ach Ha (poHe KOM-
OMHUPOBAHHOI MTPOTUBOTYOEPKY/IEe3HOM Tepanuu (3 npe-
napara) B TeueHue 3 Mec., 4TO MPeArnoaraio TyoepKy-
JIE3HYIO STUOJIOTUIO 3a00JIeBaHMSI.

X-XI'b — HacnencTBeHHOE 3a00JieBaHUE UMMYHHO
CHUCTEMBbI; BCE MaTepH HAllIMX MAllMEHTOB ObUIM HOCUTE-
JISMA MYTAaHTHOTO Te€Ha, HO caMU He UMEJIM UMMYHOJE-
(ummTa. Y HIX 10 MaTepUHCKOM TMHUM ObLIa OTMEUeHA
CMEepTh POACTBEHHUKOB MYXCKOTO I10J1a B MJIaJICHUECT-
Be WM MJIQJIIEM BO3pacTe OT MH(EKIMOHHBIX 00Je3-
Heit. Y mammenTa Ne 9 pogHoii 6paT ymep oT TyOepKyIie-
3a B 5 JIET, As1as U IeayliKa OoIean TyOepKyae30M.

3aknoyeHue

Kak mokazaHo B Haleii padore ocinoxHeHue bLI2K-Bak-
MHaUMM ObLI0 oTMedeHo y Beex neteii ¢ X-XI'b; B 2 ciry-
yasix pa3BUJICS MOATBEPXKICHHBIN TyOepKyie3, UTO yKa-
3bIBACT Ha TTOBHIIIICHHYIO BOCIIPUMMUYHNBOCTD MAIIIEHTOB
C JaHHBIM UMMYHOIE(PUIIMTOM K MHKOOAKTePUATbHOMN
MH(PEKINH.

Ha MOMeHT BakLMHALIMK CJOXHO OLIEHUTh COCTOSI-
HUe UMMYHHOI CHCTEMBbI, HO BaXKHBIM IIPU3HAKOM Ha-
JIMYUST UMMYHOAC(UIINTA B CEMbE SBISICTCS PaHHSIS
JIieTcKasi CMEpTHOCTh, a B ciydae X-XI'b — Hanuuue Ty-
oepkyne3a unu BLXK-ocnoxHeHUs1 y pOACTBEHHUKOB
pebeHKa IT0 MATePUHCKOM JTUHUKM. DTU aHaMHECTHIeC-
KWe TaHHbBIC CIIEAYeT YIUTHIBATh IIPH IIPOBEACHUHN TIPO-
TUBOTYOEPKYJIC3HOM BaKIIMHALIMU [JIs1 TIPeAyIpexkae-
HUS OcJIOXKHEeHMsT Ha MpuBUBKY BII2K.
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