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Leap myOMKaNMN: 03HAKOMHUTD Bpayeii ¢ OHUM U3 PEIKMX BAPUAHTOB NMEPBHYHOTO MMMYHOAE(UIINTA — XPOHUYECKOIi TPAHY/IeMATO3HOI
0oJie3nbio. [IpeacTasiieH ciiyyaii o3aHeii IMarHOCTMKU XPOHUYECKOI rpaHyIeMaTo3Hoii 0oJie3nn y pedenka 10 aet. [TpomymeHo pazsurtue
ocsioxkHenns Ha BakuuHanuio BII2K B Buie nonmbimeunoro umdanennrta ciaesa (B12Kura), npuBe/inero B K pa3sBUuTHIO AUCCEMHUHUPO-
panHoii BII2K-undekimu, pacueHeHHoi Kak MH(EKIMOHHbIN TY0OepKy.ie3Hbli nponecc. Manudectamust XpOHHYECKOii TPaHy/IeMaTO3HOM
©0oJie3un mpou3onLia B Bodpacte 10 Mec (MApanpoKTUT, 0C/I0KHEHHBI aHAIBHBIM cBuIIeM). IIpeanonoxkenue o HaIMYMu UMMyHoehu-
LMTA BO3HUKJIO B CBSI3M C PELMIMBUPYIOIMM TeYeHHeM ITHEBMOHUMM B Bo3pacte 4—5 JieT, HO ObLIO PacLeHeHO KaK NMposiBieHue TyOepKy-
Jie3noro nHgeKmMoHHoro mnpouecca. B Bo3pacre 8 jer B nepuox 3aTsmKHOr0 TeueHns HecrienuuuecKoil MomMcerMeHTapHOi THEBMOHUM
pe3yabTATAMU KOMILIEKCHOTO HFMMYHOJIOTHYECKOTO 00CIeJ0BAHNS TMATHOCTUPOBAH NePBUYHbII HMMYHOeUIUT Ge3 YCTAHOBJIEHHSI KOH-
KPeTHOIi KIMHU4ecKoii (hopmbl. B Bozpacrte 10 jiet ¢ NOMOLIBIO HCCIIEIOBAHUS CIOHTAHHON M CTUMY/IMPOBAHHOI XeMUTIOMUHECIIEHIMH
HeTPO(IIOB U PE3Y/IBTATOB FeHETHYECKOTO HCCJIeI0BAHNS BepH(HIMPOBAHA XPOHUIECKAS TPAHY/IEMATO3HAS 00JIe3Hb.
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Objective: to familiarize doctors with one of the rare variants of primary immunodeficiency — chronic granulomatous disease. The authors
present a case of late diagnosis of chronic granulomatous disease in a 10-year-old child. The doctors missed the development of compli-
cations after BCG vaccination in the form of axillary lymphadenitis on the left (BCGitis), which led to the development of disseminated
BCG infection, regarded as an infectious tuberculous process. The onset of chronic granulomatous disease occurred at the age of 10
months (paraproctitis complicated by an anal fistula). The assumption of the presence of immunodeficiency arose in connection with
the recurrent course of pneumonia at the age of 4-5 years, but was regarded as a manifestation of a tuberculous infectious process. At
the age of 8, during the protracted course of nonspecific polysegmental pneumonia, primary immunodeficiency without specific clinical
form was diagnosed on the basis of the results of a comprehensive immunological examination. At the age of 10, chronic granulomatous
disease was verified using a study of spontaneous and stimulated chemiluminescence of neutrophils and the results of a genetic study.

Key words: children, primary immunodeficiency, chronic granulomatous disease, disseminated BCG infection, chemiluminescence
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Ha‘-IaJTBHbIC IPOABICHUA TIPpU NEPBUYHBIX UMMY-
HOI[e(bI/II_[V[TaX BO3HUKAIOT C TICPBBIX MCECAILCB
KM3HU peGeHKa. OnHako AMarHoCTUKa 3aboJieBaHUs
HE BCErja OCYHECTBJISACTCA B paHHEM BO3pacCTE B CBA3U
C OTHOCUTEJIBHO HU3KOU pacinpoCTpaHEHHOCTbBIO
TICPBUYHBIX I/IMMyHOI[C(i)I/IHI/ITOB, MaTOTEHETUYECKOU
Pa3sHOPOAHOCTBIO M OTCYTCTBHUEM CHeL[I/Id:)I/I‘-ICCKI/IX

KJIMHUYecKuX MapkepoB [1]. OcioxHeHHe Ha BaKIM-
Hauuio BII2XK ¢ BEICOKOI 10yIeit BEepOSITHOCTH TIPEAIIO-
JlaraeT Hajauuue y 00JbHOro MMMYHHOTO fedekTa [2].
WM3BectHO, uTOo TeHepanu3oBaHHas BLIK-uHdexius
pa3BUBaeTCA y JAeTell ¢ XpOHUYECKOU TpaHyIeMaTo3-
HOW 00JIe3HbIO, TSIXeJI0i KOMOUHUPOBAHHOW MMMYH-
HOI1 HEIOCTaTOYHOCThIO [3—5].
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XpoHuveckasi TpaHyeMaTo3Hast 60JIe3Hb — BPOXKIEH-
HBII TTEPBUYHBIN UMMYHOIEMUILINT, TPUINHON KOTOPOTO
CIYXKUT TEeHETMYeCKWil nedekT ¢haroiurosa, XapakTe-
PUBYIOIIMICS HECTTOCOOHOCTBIO JIEWKOIIUTOB CUHTE3U-
poBaThb aKTHUBHBIE (GOPMBI KUCIOpPoJAa M (haroLUTUPO-
BaThb MUKPOOPTaHU3MBI B CBSI3U ¢ AeheKToM (epMeHTa
HAJI®-okcuaasbl, 4TO MPUBOAUT K BBICOKOM BOCTIPU-
MMUYUBOCTH OOJBHOTO K OaKTepuaIbHBIM U TPUOKOBBIM
nHOeKIUsIM. PacrpocTpaHeHHOCTh XpPOHMYECKON Tpa-
HyJIeMaTO3HO# 00s1e3HM B Mupe coctapisieT oT 1:100 Toic.
no 1:200 teic yenoBek [6]. TTpumepHo B 60% ciydyaes
3a00IeBaHMe HACJIEAYyeTCs CIEIIEHO ¢ X-XpOMOCOMO
(6oner0T Manbunku), B 40% — ayTOCOMHO-PELIECCHBHO
(6071€10T MaTbYMKU U IEBOYKHM) [7].

IMenuraTpam BaxkKHO 3HATh, YTO JUISI XPOHUYECKOM Tpa-
HYJIEMaTO3HOM 0OJIe3HU XapaKTePHBI PEIUANBUPYIOIINE
MHOEKIU JTI000ro opraHa (JIETKMX, KOXMW, Te4YeHU,
JTMMGATUYECKUX y3JI0B, MOYEBOW CHUCTEMBI, KUIIEY-
HUKa) ¢ (pOpMHUPOBAHUEM BOCHAIUTEIbHBIX T'paHYJIEM,
abCIecCOB M CBUILEH; pa3BUTHE TSIKEIOW MTHEBMOHUU
¢ OOIIMPHBIM MOpaXkKeHWEM JIETOYHOM TKaHU ¢ BOBJIEUE-
HUEM TUIEBPBI. TUHIMTUMYHBIMU TTATOTEHAMM CJTy>KaT KaTaja-
3a-TIPOYLIMPYIOIIME MUKPOOPTaHU3MBbL: Staphylococcus
aureus, Escherichia coli, Salmonella, Noccardia, nipen-
craButenu ponoB Serratia, Klebsiella v Pseudomonas sp.,
rpuobl  (Aspergillus). Bo3moxeH ne0l0T 3aboJieBaHMS
¢ BIIK-undexuuu: bL2Kura, BLIXK-ocTtuta nnm rexne-
panuzoBaHHoM BLIK-nHbexiun [§—10].

OCHOBHBIM JTAOOPATOPHBIM JUATHOCTUUECKUM KpH-
TepreM TIpU XPOHWYECKOW TpaHyJeMaTO3HOW OOoIe3Hn
SIBJISIETCS OlLIeHKa (ParolmTapHoil aKTUBHOCTH JIEUKOLINTOB
(xwiiuHTa). B KMMHUYeCcKo# pakTUKe IS 3TOTO UCTIONb-
3ytoT HCT-TecT (HEBO3MOKHOCTb BOCCTAHOBJIEHHSI HUTPO-
CUHETO TETPa30jvsl), XeMWTIOMUHECLIEHIINIO HEHTpodu-
JIOB; BAXKHO TaKXKe reHeTndeckoe odcienoaHue [11].

Jleuenue 3abojieBaHMS KOMILIEKCHOE: BKJIIOYAeT
MAacCHBHYIO aHTHOAKTepUAJbHYIO Teparuio, TpOTHU-
BOTPUOKOBYIO Tepamuio, TIpuOeraloT K XUpyprade-
CKOMY yAalleHWIO THOWHBIX WHWIBTpaTtoB. [Ipu-
MEHEeHWEe  TIIOKOKOPTUKOCTEPOUAOB  CITIOCOOCTBYET
paccachbIBaHHMIO OOTYpUPYIOIINX TpaHyjieM. UMMyHOKOp-
peKIMs raMMa-uHTep(hEPOHOM CITOCOOHA aKTUBUPOBATh
OakTepyLUMAHBIN 3(PPEKT Yepe3 KUCIOPOIHE3aBUCUMEIS
MexaHu3Mbl. OTHAKO 3TH METOIbI He M3JICUNBAIOT TeHe-
Thueckuii nedext. [Mpu TsokKeToM TedeHUn 3ab0JIeBaHuUs
MOKa3aHbl Tepecanka KOCTHOTO MO3ra W MMILTaHTALMST
HOPMaJIbHBIX CTBOJIOBBIX KJIETOK [12].

IMpencraBnsgercss KIMHWYECKWI TIpUMEp TO3THEN
JMMarHOCTUKH XpOHUYECKOM IpaHyJIeMaTO3HOM OOJIE3HMU.

Knunnveckuii cayvaii. [Tartment Aprem B., 2009 rona
poxnenus (10 net), Haxoauscss Ha OOCeI0BAaHUY B JIET-
ckom otaenennu OIBHY «IHUWUT» ¢ 05.11.2019
mo 29.11.2019.

PeGenok oT mepBoii 0epeMEHHOCTM, TpOTeKaBIIeH
(bmzmomornyecku, MepBbIX CPOUYHBIX POIOB, Macca Tesla
npu poxaenun 3590 1, mmHaA 50 cM. B pommome Bak-
LIMHUPOBaH TIPOTUB TyOepKyne3a BakiimHoi BIIXK-M,

KJINMHUYECKUE CJ1YHAU

pyouuk 6 MM. BakimHaimio mpoTtus rematuta B moayann
10 CXeMe: B pOIIoMe, B MOJUKIMHUKE B 3 11 6 Mec. Tpex-
kpatHas BakuuHaiusas AKC/moamoMuenuT 3aBepiieHa
K 6 mec. IlepBas peBakuuHamust AKJIC/monromMuenmr,
BaKIIMHALIMS TIPOTUB TAPOTUTA, KOPU M KPaCHYXH —
B Bo3pacTte 2 jieT. [locie 2 jleT MoCTOSTHHBIE METWITNH-
CKME OTBOIIbI OT TpoduIaKTUYeCKUX MpuBUBOK. [Tpoda
Manty ¢ 2 TE IIITO-JI: B Bo3pacte 1 roma (2010T) —
He nipoBoawiu, B 2 rona (2011 ) — 10 mm mar., B 3 rona
(2012 ) — 7 mm namn., B 4 roga (2013 r.) — He MPOBOAUIIH,
B 5 yet (2014 1) — 10 MM mam., B 6 jet (2015T) — 7 MM
mar., B 7 ieT (2016 1.) — 8 MM Tarl., B TOCJIeAYIOIINE TOIbI
He mpoBomwin. KoxHast mpoba c amiepreHoM TyOep-
Kyne3HbIM peKoMOuHaHTHBIM (ATP) B 2014—2016 rT,
2019 . — orpunatenbHas. Tect T-SPOT.TB B 2016 T. —
OTPULIATEJIbHBI.

IlepBoe 3aGoneBanme B Bo3pacte 10 Mec: mHPeEK-
LIMOHHBIN 3HTEPOKOJUT ¢ (OPMUPOBAHUEM CBUIIEBOM
(opMBbI XpOHMYECKOTO TMaparpoKTUTa, 1O TTOBOAY KOTO-
poro omnepupoBaH B Bo3pacte 1 roga 4 mec. B mocnemy-
[oIIeM HEOMHOKPAaTHO OTMEYaJIMCh THOWHBIE OTHUTHI,
OCTpbie OPOHXUTHI, TPAXEUTHI, TTepeHeC (HOJUTUKYIISIPHYIO
aHTUHY, THOWHBIA PUHUT, IIEHHBIN TUMbaIeHUT clieBa,
CaJIbMOHEJJIE3HbIN 3HTEPOKOIUT, OCTPBIN anmeHIUIIUT.
ITo kaxmoMmy anuzony 3aboyieBaHUS TTOTyYasl aHTUOWO-
TUKOTEparnuio.

C suBapst no aBryct 2014 . (Bo3pact 4—5 ner) peuu-
JIUBUpYIOIIAasi TTHEBMOHUSI, BCcero 4 smu3oAa: SIHBaphb,
anpenb, UtoHb 2014 . — MPaBOCTOPOHHSISI HUXKHEIOJe-
Bast; aBryct 2014 r. — nByCTOpOHHSISI (CrpaBa HUXKHEIO-
JieBasi, cieBa BepxHenoJsenas). JleueHne aHTUOMOTUKAMU
B YCIOBUSIX craiMoHapa (1iedTpUakCoH, aMUKallvH,
doptym, cymamen). B wuione 2014 r. mnpenrnoaraioch
HaJlMuve MUMMYHOIeMUILINTa, B CBA3U C 4eM TPUMEHSI-
JIUCh  UMMYHOMOAYJUPYIOIIME TIpernaparsl  (MOJUOK-
CUJIOHUI, IMKIOMEpPOH, MMMYHOTJIOOYJUH YesoBeKa
HopMmasibHBIN). MccnenoBaHre MMMYHOJOTHYECKOTO
craryca He TpoBoauiaock. [lociaenHuit anu3o1 MHEBMO-
Huu B aBrycre 2014 1. ¢ mporpeccupyommnm Te4eHueM —
MOSIBJIEHUE IECTPYKIIMU B BEPXHEN 0JIe JIEBOTO JIETKOTO,
MPEIIOI0XKEeH TyOepKyJes.

IlepeBeneH st 1oo0CAEIOBaHUS B MPOTUBOTYOEPKY-
Jie3HbI qucnaHcep. KoHTakT ¢ 00bHBIM TYOepKyJie30M
He yctaHoByieH. O0cie10BaHO OKpYXeHHe peOeHKa — BCe
YJIeHbl CEMbM U OJIN3KWE POJCTBEHHUKU 310pOBbl. Kox-
Hble MMMYHosiorndyeckue 1poosl ot 09.09.2014: mpoda
Manty ¢ 2 TE — 10 mMm narm., poda ¢ ATP — orpuna-
TeabHas. [Ipy OpOHXOCKOTHUM TaTOJOTUM B OpoOHXax
He BbIsIBJIEHO. MMKoOakTepuun TyOepKyJsie3a B MOKPOTE
1 OpOHXOAJbBEOJSIPHOM CMbIBE He OOHapyKEeHBI.
IIpn KoMMbBIOTEpHOI TOMOTpa®uu OpPraHOB TPYTHOMN
ketku ot 03.09.2014 B C1—2 nieBoro JIerkoro u 6aszajib-
HBIX OTJIeJIaX MPAaBOTO JIETKOTO OMpenessieTcsl MHPWIb-
Tpalusl JIeTOYHON TKaHW C JECTPYKLMEH aramMeTpoM
8 1 10 MM csieBa; B 000UX JIETKUX OTPEIEISIIOTCS MHOXEe-
CTBEHHbBIE OYary OKpyryioi opmsl oT 2 10 5 MM, KOpHU
JIETKUX pacIIMpeHbl 3a CUET TUIMepruia3uu OpPOHXOITYJIb-
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MOHAJIbHBIX TPYIIT BHYTPUTPYAHBIX JTUM@aTUIECKUX
V3JI0B; OTIPEIC/ISIETCS KOHTJIOMEPAaT KaJbIIMHATOB B TTOJI-
MBIIIEYHOM IpyMIe TUM@PaTUIECKUX Y3JI0B cJieBa OOIITNM
pazmepom 24x13 mm (BLLKwuT).

IMporpeccupoBaHre BOCHAIUTEIbHBIX W3MEHEHUIA
B JIETKUX TIOCJIe HECKOJIbKMX KYPCOB aHTMOMOTUKOTEpa-
AU, TSKECTh COCTOSTHUST pebeHKa, PEHTTeHOJIOTUYEeCKIe
MPU3HAKM, XapaKTepHBbIe TSI OCIOXHEHHOTO TEUCHUS
TyOepkyse3a (OpOHXOJIErOYHOE TMOopaKeHue, MeCTPyK-
TUBHBIC M3MEHEHUST B JIETKMX), HE TO3BOJWJIM Ha TOT
MOMEHT paccMaTpuBaTh 3a00jIeBaHNe KaK BaKIIMHHO-aC-
COLIMMPOBAHHBIN TyOepKyjie3, HEeCMOTps Ha HaJIndue
MPU3HAKOB, YKAa3bIBAIOIIMX Ha OCJIOXHEHHOE TeueHUe
BakIMHALIMM TIpOTUB TyOepkynesa (BLIZKut), u otpu-
LaTeJIbHBIN pe3yJabTaT KoxXHoi npoobl ¢ ATP, HeonHO-
KpaTHO TTOATBEPXKIECHHBINM B TTOCIEAYIOIEM.

YcTaHoBIEH AMarHo3: TyOepKyse3 BHYTPUTPYIHBIX
nuMmdaTrYeckKnX y3ioB B (aze MHOUIABTpAlIUU, OCIOXK-
HEHHBI OpOHXOJErouyHbIM TMopaxkeHueM, MBT (—).
OcjioxkHeHUe Ha BaKlMHALMIO TPOTUB TyOepKyJesa:
MOCTBAKUIMHHBIN JTUMMaIeHUT TOAMBIIIEUHBIX JTUMda-
tuueckux y3noB cieBa (BL2Kurt). TMonyyan mportuBo-
TyOepKyJIe3HYIO Tepanuio B TeueHue 20 Mec ¢ MojaoXu-
TEJTbHBIM KJIWHUKO-PEHTTEHOJOTMUECKUM  3(P(hEeKTOM.
K okonuanuto kypca sneuenust (11.05.2016) peHTreHO-
JIOTUYECKU OTPENEISTIOTCS MEJTKOOYaroBble M3MEHEHMS
B JIETKUX, ITHEBMOMUOPO3HbIE N3MEHEHUsI B 000UX Jier-
KUX. BeImcaH M3 cTallMOHapa ¢ AWAarHO30M: KJIMHUYE-
CKOe W3JIedeHre TyOepKyJie3a BHYTPUTPYIHBIX JTUMda-
TUYECKUX Y3JI0B C OCTATOYHBIMU MU3MEHEHUSIMA B BUIE
0YaroBbIX U (GMOPO3HBIX UBMEHEHMI B JIETKUX.

B utose 2016 . (4epe3 2 Mec mocie 3aBeplieHUs Jieue-
HMS) BHOBb MOSIBUJIACh OCTpast JIETOYHAss CUMIITOMATUKa
(cbeOpunbHast  TemriepaTypa, 4YacTblii  TMMPOMYKTHUBHBIN
Kamenb). [lpy KomIblOTepHON ToMorpaduu OpraHoB
rpymHOiL KieTku ot 25.07.2016 oTMeueHO TIOSIBICHIE Mac-
CMBHOTO yyacTka MHwisTpanun B C5 cripaBa, yBelIu-
YeHUe BHYTPUTPYIHBIX JMUM(BATUIECKUX Y3JIOB TapaTtpa-
XeaJIbHOM Tpymribl cripaBa 10 14 mMm. TocnutannznpoBaH
B COMATMUYECKWI CTAallMOHAp, TAe TOJydaJ aHThOaKTe-
puanbHylo Tepanuio (ledTpruakcoH, BAHKOMUIINH, aMU-
kauuH). Yepe3 3 Hem O JaHHBIM PEHTTEH-KOHTPOJIS
OTMEUYEHO HapacTaHWe WHQUIBTPATUBHBIX W3MEHEHMIA:
MPOIO/DKEHa aHTUOMOTUKOTEpanus (MepoHeM, aMOK-
CUKJIaB, LUIMPOQIIOKCalIMH), TPOBEAECH KypC MPEIHU30-
JIOHA, MOJTyYaJl UMMYHOMOIYJIMPYIOIIYIO Tepanuio (Bude-
POH, UMMYHOTJIOOYJIMH YeJIOBeKa HOPMaJIbHBIN).

C nenbto nuddepeHInalIbHONR TUATHOCTUKNA MEXIY
HecTeM(MUIeCKO TTHEBMOHUEN, pELUINBOM Tybep-
Kyneza, aumdonpoiarudepaTuBHBIM  3a00JieBaHUEM
B ceHTsa0pe 2016 I. IepeBeieH B TPOTUBOTYOEPKYJIE3HOE
yupexaeHue. BelmmoHeHa TpaHCOpOHXMaIbHAst GUOTICHST
OudypKalmoHHOTro JUMGaTUYECKOro y3ja, IoJydeHa
TUCTOJIOTUYECKN HeM3MeHeHHas1 JuM@ounaHasi TKaHb.
ITposenena nmpoda ¢ ATP u tect T-SPOT.TB — pesynb-
TaThl OTpULIaTebHBIE. [IpM KOMIBIOTEPHOM TOMOTpa-
¢uu opranoB rpymHoii kiaetku ot 30.09.2016 oTMedeHO

MOJTHOE paccachblBaHWe WHOWIBTPATUBHBIX M3MEHEHUIA
B C5 mpaBoro JIerkoro, 4To MO3BOJIMJIO PACLIEHUTh U3Me-
HEHUsI, BBISIBIIEHHBIC MPU TMPEAbIAYIIEM HCCIIeIOBaHUN
ot uioHsT 2016 T, Kak BHEOOJBHUYHYIO ITHEBMOHUIO.
OHKoJIOTHYecKoe 3aboJieBaHUEe W PEeLUINB TyOepKyJe3a
OBbITM MCKITIOUYEHBI. BriepBhle TIpOBEeIeHO KOMIUIEKCHOE
MMMYHOJIOTUYECKOEe OO0CJIeIOBaHUE, BBISIBJICHBI M3MeE-
HEHUsI, CBUICTEJIbCTBYIOIINE O HAJIMYUKM TIEPBUYHOTO
umMMmyHozaedunta. OgHaKO HE YCTaHOBJIEHAa KOHKPET-
Hasi Ho3oJsiormyeckas (opma umMMmyHoaeduuuta. bbuio
BBISIBJICHO TIOBBIIIICHWE YPOBHA WMMMYHOTJIOOYJIUHOB
A, M, G, Boicokuit ypoBeHb HCT-TecTa, moBbillieHUE
coepKaHUs TUPKYJIUPYIOIINX UMMYHHBIX KOMIUIEKCOB,
CHUWXXeHUe (haroluTapHO aKTUBHOCTU JMUMOOIIMTOB
1 U3MeHeHUs B cyornonysiiusix T-mumdo1mTos.

Ha mpotskenun 2017—2019 rr. HaGmomancs myib-
MOHOJIOTOM MO MECTY XUTeJibcTBa. [Tomyuns HECKOIbKO
KypcoB Hecrniennuieckoil aHTMOAKTEpUAIbHOM Tepanuu
U JIBa Kypca UMMYHOCTUMYJUpYIOIIEl Tepanuu (OpoH-
x0-Mynaun). [Tpu o6cnenoBaHMM Ha XpPOHUYECKUE OMIIOP-
TyHUCTHYeCKUe nHDeK1mn ooHapyxeHbl IgG k Chlamydia
pneumonia, Citomegalovirus, BUpPYCy Trepreca 4ejoBeka
6-To TMNa, BUpycy Dmurteiitna—bapp, Giardia lamblia.

B mepuoasl KIMHUYECKOTO OJarorojydusi pedeHOK
COLMANIBHO aalTUPOBAH, MOCEIIal IIKOIY, BEJl aKTUB-
HBI 00pa3 KU3HU, 3aHUMAJICSI CTIOPTOM.

Ilpy KoHTpoJBbHOM oOOcCienoBaHUM Yy (THU3MATpa
yepes 3 roja nocje 3aBepileHust MPOTUBOTYOEPKYIE3HOM
Teparnuy Ha KOMITBIOTEPHO TOMOTpaMMe OpraHOB TPY/I-
Hoit kietku oT 04.10.2019 orMeuarTCsl y4acTOK Tepu-
OpoHxuaNbHOM WMHUALTpauu B C6 TpaBOTO JIETKOTO
pazmepom 27x14 MM, eTMHUYHbBIC OYaru B OKpYyKatoliei
JleroyHoit TkaHu. [ocnuTanu3npoBaH B JETCKOE OT/ee-
Hue OTBHY «IIHUUWT» ¢ momo3peHueM Ha peLuavB
TyOepkyJse3a. 2KaoObl Ha Kallesb ¢ OTAeJIeHneM HeOOIb-
1IOTO KOJIMYECTBA CBETJIOW MOKPOTHI, SIBJICHUSI pUHUTA.
KoxHbIe MOKpOBBI OJIeAHbIE, TTOKPACHEHUE U OTEK KOXU
KPBIIbEB HOCA, 3¢B CJIeTKa TUTIepeMUPOBaH, MUHIATMHBI
poixsbie, runieprpodupoBansl (I crenens). Temmeparypa
TeJa B HOpMe. B Jerkux apixaHue KeCTKOe, BBICIYIIM-
BAIOTCSI CyXue CBUCTSIIME XpUTTBI ¢ 00eux cTtopoH. Cep-
JIeYHbIe TOHBI TPOMKUE, PUTMUYHBIE. ZKUBOT TIpU Maib-
nauuu  MsrKuii, Oe30ose3HeHHbI. [leyeHb y Kpas
pebepHoOit ayTu, cele3eHKa He majbrnupyercs. B nesoit
MOAMBIIIEYHON OOJACTU TATbITUPYETCs TUTOTHBIN JIMM-
dartnueckunit ysen pasmepom 15 MM 0e3 mepuageHUTa
He CHasiHHBIN ¢ OKpyXKarolmuMu TKaHsMu. dPusnueckoe
pa3BUTHE HUXE cpenHero, rapMoHnyHoe (10—25-i 1eH-
TIIB): pocT 133 cM, macca Tena 26,9 KT

B k1mHM4YeckoM aHaM3e KpoBU 0€3 MaTOJOrMYeCKuX
W3MEHEeHUI, aHaIn3 Mo4Yu B Hopme. [Ipr MMMyHOJIOTH-
yecKOoM 00CJIeIOBAHUY BbISIBJIEHO CHUXKEeHME (haroldrap-
HOM aKTUBHOCTU T-TUM@OIMTOB MPU UX TOCTATOUHOM
KOJIMYECTBE U CHUXKEHME cofepXaHus B-nmumdonuuTtos.

Tlpu (puOPOOPOHXOCKOTMM  BBISIBJIEHA pyOIIOBast
negopmanust B ycthe B10 cmpaBa ¢ cyxeHueMm Ipo-
cBeTa 10 2-it creneHu. [1o maHHBIM 3HI0OPOHXMATBLHOM
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yAbTpacoHOTpau BU3YATU3UPYIOTCS BHYTPUTPYIHBIE
JTUMbaTUYECKUe Y3JIbl TPaxeOOPOHXUATBLHOW TPYIIITHI
ciena 10 8,0 MM 1 OudypKallMOHHO# TPYIITHI pa3MepamMu
11,0x15,0 mM 6e3 cTpyKTypHBbIX U3MeHeHuit. [TpoBeneHa
urioBass Ouoricusi OudypKauMOHHBIX JTUMMaTUIECKUX
y3710B. [IpM THCTOIOTMYECKOM MCCIIeIOBAaHUN OMOTICUTA-
HOTO MaTepuajia OOHapyXKeHbl €IWHWYHBbIC STUTETU-
OMIHO-MaKpodarajbHble TpaHYJIeMbl, MHKOOAKTEPUU
TyOEepKYJIE3HOTO KOMIUIEKCA C UCTIOJb30BaHUEM METOJOB
JIIOMUHECIIEHTHOM MUKPOCKOITUM, TIoceBa Ha KUIKYIO
mutatenbHylo cpeny B cucteMe BACTEC MGIT 960
u TP He obHapyxeHbl. [IpoBeneHa KoXHasi UMMYHO-
Jiormyeckas rnpobda ¢ ATP — pesynbraT oTpuliaTebHbBIA.

B TeueHune 2 Hen mosydasl aHTMOMOTUKOTEpPATIUAIO
(uedTpruakCcoH, aMOKCUIIWJITMH-KJIaByJIaHaT), TIPOTUBO-
rpuOKOBYIO Tepanuio ((JIIOKOHA30J1), OTXapKUBAIOIIIYIO
(MHTAJISIIMM C JIa30JIBAHOM) U JI€CEHCUOMIN3UPYIOLILYIO
(JTopaTaavH) Teparuy ¢ TTOJHBIM KYITUPOBAaHUEM KITMHU-
YeCKUX CUMIMTOMOB M paccachlBaHMEeM WHQUILTPATUB-
HBIX U3MeHeHU B C6 MpaBoro JIETKOTo, YTO TTO3BOJIUIIO
WUCKITIOUUTh TIpeAriojiaTaeMblii  PelUANB TyOepKyJie3a
U IMaTHOCTUPOBATh HeCIenMOUIECKYI0 THEBMOHUIO.

C yuerom pasMmepa KajibliMHaToB (6osnee 1,0 cm)
B TIOAMBIIIEUYHOM OOJIACTU ClieBa MPOBEACHO ymajeHUe
MTOAMBIIIEYHBIX JTUM@aTnueckux y3ioB. [Ipu rucrosno-
TMYECKOM MCCIIEIOBAaHUM — KapTUHA (hOPMUPYIOIIEics
IpaHyJIeMaTO3HOM peakIMd C OYaroM WHKATCYJINpO-
BaHHOTO YIUIOTHEHHOTO Ka3e03HOTO HEKpo3a ¢ (hOKycoM
MuHepanu3auun. [Iprn MUKpPOOGUOIOTMUECKOM UCCIIEN0-
BaHuM JuMdaTuyeckoro ysina metomom [1L[P oOGHapy-
xxeHa IHK Mycobacterium bovis BCG.

IMpoBeaeH peTPOCTIEKTUBHBIMN aHaIW3  Pa3BUTUS
OoJsie3HU, TIOAPOOHO WM3y4YeHbl aMOyJaTOpHasi KapTa,
BBIMMCKM W3 CTAllMOHAPOB, DPE3YJIbTaThl MPOBOIUMBIX
o0ceqoBaHNil, TIEPECMOTPEH BeCh MMEIOLIMIACS apXWUB
peHTreHorpamMm, HauyumHasi ¢ ssHBaps 2014 1., B cormo-
CTaBJIEHWUM C pe3yJIbTaTaMM MTPOBOJUMOTO JIEYeHUS. DTO
MTO3BOJIUJIO, BO-TIEPBBIX, WCKIIOUUTh WH(HEKIMOHHYIO
MPUPOLY TYOEPKYJIE3HOTO Mpoliecca U IMarHOCTUPOBATh
nucceMruHupoBaHHylo BIIK-nHbekuuio (rmopaxkeHue
MTOAMBIIIEYHBIX JTUM(bATUIECKUX Y3JI0B ClieBa, BHYTPU-
TPYOHBIX JUMOATUUECKUX Y3JI0B, JIETKUX, OpPOHXOB),
BO-BTOPBIX, TTOATBEPIUTH TPEANOIOXKEHNE O HATUIUU
MMePBUYHOTO UMMYHOIe(DUIINTA, 2 UMEHHO XPOHUYECKOM
IpaHyJIeMaTO3HOI OOJIE3HMU.

IMpoBeaeHo wuccienoBaHWE Ha XEMWJIIOMUHECILIEH-
LIMI0 HEUTPOMUIIOB: BHISIBJIEHO pe3KOe CHUXKEHUE CTIOH-
TaHHOW W CTUMYJIMPOBAHHON XEeMWJIIOMUHECIIEHIINHN
HEUTPODUIOB, YTO IMO3BOJUIO BepUMHUIIMPOBATH XPO-
HUYECKYI0 TpaHyJeMaTo3HyIo O0oJie3Hb. [eHeTHdyecKoe
obcrenoBaHre BbISIBUIO MyTaliuu B reHe CYBB, xapak-
TepHbIe IJIsT X-CIETUIEHHOTO BapuMaHTa XPOHUYECKOM
rpaHyJeMaTo3Hol 00Jie3HU. bblin 00cienoBaHbl YWIEHB
CEMBM — MaTh M JIBOE JIETEM OT BTOPOTO Opaka (MaJbunK
2 JIeT ¥ AeBOYKA 5 JIET): Y MJIJIIIEero CbiHa AUArHOCTUPO-
BaHa XpOHMYECKas TpaHyjeMaTo3Has 00JIe3Hb, Yy MaTepu
¥ IeBOYKM BBIsIBIIeH nedekT B reHe CYBB.

KJINMHUYECKUE CJ1YHAU

Takum oOpa3om, y pebeHKa HauyajbHbIE TPOSIBIC-
Hus BLIK-uHdekuuu, ciayxaiiye oIHUM M3 MapKepoB
XPOHUYECKOM TpaHyJIeMaTO3HO OOJIe3HU, OCTaJIUCh
He3aMeYeHHBIMM, MaHM(becTalusl TMEePBUYHOTO HUMMY-
HomeduIMTa Mpousoliia B Bo3pacte 10 mec (mapanpok-
THT, OCJIOXXHEHHBIN aHaJIbHBIM CBUIIOM), TPEATIONOXKE-
HUE O HAIMYUKM WMMYHOIE(MUIINTA BO3HUKIO B CBSA3U
C PEUMIVUBUPYIOIINM TedeHHEeM ITHEBMOHUU B BO3pacTe
4—5 mer. OmgHaKO OHO OBIJIO paclieHEeHO KaK IPOSIBIIC-
HUE TyOepKyJIe3HOro MH(MEKIIMOHHOTO Tpollecca, ycTa-
HOBJIEH TIEPBUYHBIA MMMYHOAEC(HUIIUT IO pe3yJbTaTaM
KOMITJIEKCHOTO ~ MMMYHOJIOTMUECKOTO  00CJIeIOBaHUS
B Bo3pacTe 8§ JIeT B MepUOJ 3aTSKHOTO TEUESHUST HecTie-
HU(DUIECKON MOTMCETMEHTaApHOM THEBMOHWU, XpOHUYE-
cKag rpaHyJjieMato3Hasi 00J1e3Hb ObUla BepupUIIMpOBaHa
TOJILKO B Bo3pacte 10 JieT ¢ MOMOIIBIO MCCIeAOBaHMUS
CIIOHTAHHON M CTUMYJIMPOBAHHON XEeMWJIIOMUHECIIEH-
LMY HEUTPOMUIOB U TEHETUUECKOTO 00CIECTOBAHMSI.

OOcyxaeHue

OOmMM  KJIMHUYECKMM TIPU3HAKOM HMMMYHOJIe-
(UIIUTHBIX COCTOSIHMI CJIYXXUT CKJIOHHOCTb K pa3BM-
TUIO PELMIUBUPYIONINX OaKTEPUATbHBIX M TPUOKOBBIX
nHGEKIUNA pa3IuIHbIX JoKanuzauii. CrieKTp MMMYH-
HBIX HapyIIeHWH TIpU TEePBUYHBIX MMMYHOIEPUIIMTAX
JMIOCTATOYHO IIMPOK, YTO 3aTpydHsSIeT BepudUKainio
3aboJyieBaHMsI. B TO ke BpeMs B MpeacTaBIeHHOM Cllyyae
ObUTa YITyllleHa BO3MOXHOCTb Oojiee paHHEW JuarHo-
CTUKU KaK TePBUYHOTO MMMYHOAE(hHIINTA, TaK U €ro
KOHKPETHOU KJIMHUYECKOU (DOpMbI — XPOHUUECKOM Ipa-
HyJIeMaTO3HON 0O0JIe3HU, YacThIM MapKepoM KOTOpOW
ciyxut pazsutue BLIK-undexumnu.

Br110 pornyiiieHO pa3BUTHE OCIOKHEHUSI HA BaKIM-
HalMIO TIPOTUB TyOepKyse3a, BO3HMKIIEe Ha |-M romy
KM3HU B BHUJE MOJIMBIIIEYHOTO JMMQaneHuTa clieBa
(BL2KwuTa), mpuBeniiero B MocienymIeM K pa3BUTHIO
nucceMuHupoBaHHoit BLIZK-uHpexkunu u paciieHeH-
HoI1 B Bo3pacTe 4 jieT Kak MH(MEKIIMOHHBIN TyOepKyJie3-
Huiit nipouiecc. [IpoBectu nuddepeHmanbHy0 1MarHo-
CTUKY MEXIYy TyOepKyJe3HbIM IpPOLIeCCOM, BbI3BAHHBIM
Mpycobacterium tuberculosis, 1 OCIIOXXHEHVEM, BbI3BaH-
HBIM BakIIMHHBIM mTaMMoM Mycobacterium bovis BCG,
CTajl0 BO3MOXHBIM 3HAYMTEJILHO T03Xe Ha OCHOBAaHUU
CTOMKO COXPaHSIIOLIETOCsl OTPULIATEIbHOTO pe3yjbTaTa
Ha KOXHYI MMMYHOJOTHYecKywo mpody ¢ ATP, otpu-
naresnbHoro pesyisrata tecta T-SPOT.TB mpu moso-
KUTEJIbHOM peakiiuu Ha nipody Manty ¢ 2 TE B cormo-
CTaBJICHUM C TIOJIHBIM aHaMHE30M BCEX BIHU30/I0B
3abosieBanusl. PazButne BLIK-uHbexkium mMoxer ObITh
MEePBBIM TIPOSIBJICHUEM TEPBUYHOTO MMMYHOIeMUIINTA,
a B COYETAHMM C YACTBIMM OaKTepUaTbHBIMU MHOEKIIN-
SIMU  TIOATBEPXJIaeT MMMYHOJE(MUIIMTHOE COCTOSIHUE,
B YaCTHOCTM HaJIMYMe XPOHUYECKOW IpaHyJIeMaTO3HOM
00JIe3HU.

PazBuTre mapanmpokKTMTa UM aHAJbHOTO CBMIIA
KaK MCcXoJl TiepeHeceHHoro B Bo3pacte 10 mec mHpeK-
LIMOHHOTO 3HTEPOKOJINTA Y peOeHKa C 0JarornpusiTHbIM
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Tyokuna M.D. u coagm. TpyTHOCTU TMATHOCTUKY XPOHUYECKOM TpaHyJIeMaTo3HOit 60Jie3Hn y pebeHka 10 et

Mpe- ¥ MOCTHATaJbHBIM TEePUOJIaMU MOXHO OBbLIO pac-
cMaTpuBaTh KakK Je0T MEepBUYHOTO WUMMYHOIehU-
nura. CiaeayonuM MapKepoM HapylleHUs] UMMYHHOTO
craryca ObUIM peuMauBuUpyolde mHeBMoHuu. Hecrie-
nududeckre BOCMHAIUTEbHbIE M3MEHEHUS B JIETKUX
BO3HUKAJIM yXe Ha (DOHE CYIIECTBYIOIIEH TUCCEMUHU-
poBanHoit BLIXK-uH(MeKIIMM 1 He TOJBKO OTpeaesin
KJIMHUYECKYIO TSIKECTh COCTOSTHMS MallueHTa, HO U ellle
B OOJIbIIEH CTEMEeHM YCUJIMBAJIM MMMYHHYIO HeIoCTa-
TOYHOCTb.

MMMmyHoIOTMYecKoe MCCienoBaHue, TPOBeIeHHOe
Ha TIMKe OCTpoi GakrepuaiabHOil MHMekmuu B 2016 T,
BBISIBWIO 1IEJIbIN PSIT UMMYHOJIOTUYECKUX OTKJIOHEHUA,
YTO J1aJI0 BO3MOXHOCTH JMArHOCTUPOBATH TMEPBUYHBIN
UMMYHOIe(UIIUT, HO HE IT03BOJIMIO BepuU(pUIIMPOBATH
KOHKPETHYIO ero KJIMHMYECKylo ¢opmy. DTO BIIOJHE
3aKOHOMEPHO, TaK KaK pe3yJIkTaTbl UMMYHOJIOTUYECKOTO
WUCCIIeIOBaHUS TOJKHBI MHTEPIIPETUPOBATHCSI C YUETOM
KJIMHUYECKOW CUMMOTOMATUKU, a B TMPEACTaBJEeHHOM
ciyyae He ObLT YYTeH BeCh aHaMHE3, TIPEAIIeCTBYIOIIUIA
MocJieHeMY STMU30Y 3a00JIeBaHUSI.
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