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Ieab uccaenoBanus. JleMoOHCTpaIMs BAaXKHOCTH MYJIbTHIMCIUIIMHAPHOTO MOX0/1A B PaHHEl Bepu(UKAIMN IEPBUYHOTO UMMYHO/IE -
(ummtHOTO CcocTosiHusA — cunapoma HuiivereH.

JleBOYKa MOCTYNHIIA C KAJI00AMH HA €XKeIHeBHbIii MPOAYKTHBHbII Kalle/b, CTOHKOE 3aTPpy/HEHHEe HOCOBOTO IbIXaHHUs, CIIN3UCTO-
THOiHOE OTIessieMoe, penuauBUpylonme HHGeKuun ApixaTeabHbIX nyTeil B TedeHue 3 jer. C 2 jer 6oJesia 3aTSKHBIMA Pelu-
JMUBUPYIOIMMH PECIMPATOPHBIMU MH(EKIUAMH, HEOAHOKPATHO MOJYYaja CTAIMOHAPHOE JieueHHe, CUCTEMHYI0 AHTHOAKTepH-
AJIbHYI0 TEPANMIO C HEOCTATOYHBIM () (eKTOM B BUIe cOXpaHeHus kKajno0. [Ipn KoMnbloTepHOii TOMOrpad)un OpraHoB rpyaHoi
KJIETKH BbISIBJICHbI €JIMHMYHbIE ATeJIEKTa3bl, YYACTKH MATOBOro cTeKJa. [1o MecTy KUTeIbCTBA MCKITIOYAIH HMMYHOe(DUIIUTHBIE
coctosnusi. IIpu ocmMoTpe oOHapyxeHbl (heHOTHNUYECKHE OCOOEHHOCTH MO THIY <«NTHYbEr0» JIMIA: CKOIIEHHDbIA JI00, BBICTY-
nalumas Bnepel CpeaHss YacThb JHUA, KJIIOBOOOPa3Hblii HOC, 0oabmue ymu. Punyeckoe pa3BuTHe HU3KOE: MACCO-POCTOBbIE
noka3aTteju MeHee 3-ro nepueHTWIsA. M3 HOCOBBIX X0/I0B CJIM3MCTO-THOMHOE OT/IEJsieMoe, MPOAYKTHUBHbIA Kamlellb. AyCKyJIbTa-
THBHO BJIQ2KHBIE XPHIIbI IO BCEM JIeroYHbIM nmoJisiM. 1o ocTanbHbIM opraHam u cuctemam 0e3 ocodenHocreii. [Ipu o0caenoBanun:
riyookas T-kiaerounas iumdoneHus, Mo JAHHBIM KOMIbIOTEPHOI TOMOrpaduy NMPU3HAKN MAHCUHYCHTA, JBYCTOPOHHETO OTHTA;
NMHEeBMO(MUOPO3HbIE M3MEHEHHS MOCTBOCHAINTENbHOrO Xapakrepa. I1o pe3yabraTaM ciMpoMeTpUM — CMeMIAHHbIE HADPYLIEHMS.
I1o pe3yibTaTaM MMMYHOJIOTHYECKOTO U F€HETHYECKOro 1000cae0BaHus BepuHuMpoBaHo nMMyHoAedUIMTHOE cocTosIHUE —
cunapom HuiiMereH, HaYaTa MoCTOSHHASA MPOTHBOBOCHAJINTEIbHAS, AHTHOAKTEPHAJIbHAS U IPOTUBOTPUOKOBAs Tepanus, 3ame-
CTUTEJIbHOE BBEJeHHEe HMMYHOTIO0YIMHA.

3akmouyenue. B npeacTaBjieHHOM KJIMHUYECKOM HA0JII0IeHNH OTPazkKeHbl 0COOEHHOCTH TeueHus cuHapoMa Huiiveren. DTot npumep
JIeMOHCTPUPYET AMATHOCTHYECKYIO CJOXKHOCTb B Bepu(HMKAIMH AMATHO3A M MOKA3bIBAET 0OJIBLIYIO POJIb MYJIbTHIMCIUILIMHAPHOTO
MOXO0/1a /ISl HAYaj1a COOTBETCTBYIONIEI Tepanuu, KOTOPasi BJMsIeT HA TSKEeCTh TeYeHHs 3a00/1eBaHUS M KAYeCTBO XKU3HU 00JILHOTO.

Karoueeote caosa: demu, cunopom Huiimezen, nepeuutbotii UMMyHOOepuUyUM.

Ansa untuposanus: MusepHuukuii 10.J1., 3opuHa U.E., PeiHraderko E.C., Kyabmuna T.H., Jepunana E.B., PoguHa I0.A., LLep6uHa A.IO.
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Purpose. The purpose of the study is to show the importance of a multidisciplinary approach in the early verification of the pri-
mary immunodeficiency — Nijmegen breakage syndrome. A girl was admitted with complaints of daily productive cough, persistent
obstruction of nasal breathing, mucopurulent discharge, recurrent respiratory tract infections for three years. From the age of 2,
she suffered from protracted recurrent respiratory infections, repeatedly received inpatient treatment with systemic antibiotic therapy
with insufficient effect in the form of maintaining complaints. When examining according to CT scan of the chest — single atelectasis,
ground glass areas. Immunodeficiency states were excluded at the place of residence. On examination: phenotypic features of the type
of «bird-like» face — sloping forehead, middle part of the face protruding forward, beak-shaped nose, large ears. Physical develop-
ment is low: weight and height indicators are less than the 3rd percentile. From the nasal passages mucopurulent discharge, produc-
tive cough. Auscultatory — moist rales in all lung fields. For other organs and systems — without features. On examination: deep
T-cell lymphopenia, according to CT scan signs of pansinusitis, bilateral otitis media; post-inflammatory pneumofibrotic changes.
According to the results of spirometry — mixed lesions. According to the results of immunological and genetic additional examination,
the immunodeficiency state — Nijmegen breakage syndrome was verified, constant anti-inflammatory, antibacterial and antifungal,
immunoglobulin replacement therapy was initiated.

Conclusion. The presented clinical observation reflects the features of the course of the Nijmegen breakage syndrome. This example
demonstrates the diagnostic complexity in verifying the diagnosis and shows the great importance of a multidisciplinary approach
for the timely initiation of appropriate therapy, which, in turn, affects the severity of the disease and quality of life.

Key words: children, Nijmegen breakage syndrome, primary immunodeficiency.
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Musepruykuii FO.JI. u coagm. Macku UMMyHOIE(DUIIMTA: CITOXHbII AMATHOCTUYECKUIA cTyyail cuHapoMa Huitmeren

CI/IHI[DOM Huiimeren — peakoe ayTOCOMHO-peliec-
CHUBHOE 3a00JIeBaHNe, XapaKTepU3yIoleecs MepBrY-
HBIM UMMYHOIE(MUIIUTOM C XapaKTepHBIMU (heHOTUITU-
YEeCKUMU YepTaMU M TTOBBIIIEHHBIM PUCKOM pa3BUTHS
3JI0KaYeCTBeHHbIX 00pa3oBaHuii [1—4]. T'en NBN, oTBeT-
CTBEHHBII 3a pa3BuTue cuHapoma HuitmereH, pacrodo-
JKeH Ha xpoMocoMe 8q21 1 KkoaupyeT OeJKOBbIN MPOIYKT
HuopuH. bonee 90% maumeHToB ¢ cuHApoMoMm Hwii-
MereH MMEIOT TaK Ha3bIBaeMYIO CIIaBSIHCKYIO MYTallWio
657del5 B TOMO3UTOTHOM COCTOSTHUU, TIPUBOMISIILYIO
K CIBUTY paMKU CUMTBIBAHUSI M CHHTE3y YKOPOYEH-
Horo Oenka. HUOpuH urpaeT BaXkHYyIO pojib B peakiivuu
Ha mnioBpexaeHue u penapauuio JJHK, koropast ciyxur
BaXXHEUIIIMM CHTHAJIbHBIM TYTEM B CaMBIX Pa3JIMIHBIX
OGUOJIOTMUECKUX TIpolieccax, BKITIOYash KaHIEpPOTeHes,
¢dopmupoBanue T- u B-nmumdonurapHbIX perienTopos,
crapenue u 1p. [1, 5]. PactmpocTtpaneHHOCThL 3a00JjeBa-
HUST B MUPe KpaitHe BaprabeTbHa B CBSI3M € BhIpAXKeHHOM
HAllMOHAJLHOW MPeApPacoNOXKEHHOCTbIO K Pa3BUTHUIO
cuaapoma HuliMereH. BolbIIMHCTBO MALIMEHTOB C CUH-
npoMoM HwuliMereH MMEIOT CIIaBSIHCKOE TPOMCXOXKIe-
HHUE U B HEKOTOPBIX PETMOHAX TOIYJISIIMOHHAS YacTOTa
reTePO3UTOTHOTO HOCUTENIBCTBA «CIIABTHCKOW» MyTalluu
reHa NBN coctasnser no 1:155 [1]. B HacTosiee BpeMs
YacToTa POXACHUS MALMEHTOB ¢ CMHApOoMOM HwuitmMereH
B P® onenuBaercs kak 1:400 ThiC. HOBOPOXKIEHHBIX [6].
OnHako HEoOXOAMMO TPUHUMATh BO BHUMAaHME, 4YTO,
Kak M MHOTWE ApYyrue TMepBUYHbIE MMMYHOIE(UIIUTHI,
cuHapoM HwuiiMereH oTiMYaeTcss TUITOAMATHOCTUKOM/
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no3gHeil auarHoctukoi. OCHOBHBIMU (eHOTHUIHYE-
CKUMM TIPOSIBICHUSIMU CJTy>KaT MUKpOUedanyisi, BbISIB-
JisieMasi ¢ poXIeHUs, IMCMOP(HbBIC YEPTHI JINIIA, CXOXUE
y BCeX MAalMeHTOB ¢ CHHIApoMoM HwuiiMereH M craHo-
BsilMecs: Oojiee OYEBMIAHBIMU C BO3DPACTOM, 3alepiKKa
pocTa, YMCTBEHHAasl OTCTAJOCTb pa3JIMYHON CTEeINeHU
BeIpakeHHOcTH [7]. Bemymwmm cuHapomMom, 0OyCIOB-
JINBAIOIIMM KJIMHUYECKHE TPOSIBJIEHUST 3a00JieBaHMSI,
SIBJISIETCSI UMMYHOIE(DUIIUTHOE COCTOSTHUE 3a CUeT Hapy-
menuii B T- m B-KJIeTOYHOM 3BeHBSIX WMMYHUTETA.
B ximHMYeckoM aHamm3e KPOBHM XapaKTepHa JIEHKO-
MEeHMST 32 CUeT CHUXKEHUS OOIIero Kojaudyectna JUM@o-
LIUTOB, TIPU WMMYHOMDEHOTUITUPOBAHUM BBISIBIISIETCS
CHIUXeHUe abcoiioTHoro KojmuectBa T-knetok (CD3+,
CD4+) y 90% maumenToB u B-xietok (CD19+, CD20+)
y 72—75% [8]. HapymeHust TyMopaJibHOTO 3BeHa UMMY-
HUTeTa BcTpevatoTess B 80% ciydaeB MW BapbUpPYIOT
OT araMMmarjioOyJIMHeMUM 10 YMEPEHHOTO CHUXKEHUS
ypoBHs IgG [8].

BaxXHBIMU  KIIMHUYECKUMU TIPOSIBIICHUSIMU UMMY-
HONE(UIIUTHOTO COCTOSTHUSI ~ CIYXKaT  PelUuINBUPY-
olre WHOEKIWU PecrMpaToOpHOTO TpaKTa, TaKHe
KaK CUHYCHUTBI, OTUTHI, OPOHXUTHI M ITHEBMOHUU, KOTO-
pble Y HEKOTOPBIX MAllMEHTOB MPUBOIST K 00pa3oBa-
HUIO OpoHx03KTa30B [7, 9]. CTpyKTypHbIe M3MEHEHUS
B TIapeHXMMe JIETKHMX COTPOBOXIAIOTCS HapylleHUueM
3BaKyallul MYKOAaKTUBHOTO CeKpeTa U TOJepKaHUuEeM
XPOHUYECKOTO BOCITAJICHUS] B HWKHUX JIbIXaTeIbHBIX
MyTsX, OOYCJIOBIWBasi PEUMAVBBI  MHQMEKIIMOHHOTO
npoiecca. VIMEHHO OpOHXOJIETOUHBIE TIPOSIBICHUS,
MO CYIIECTBY, OMPEIEISIOT TSKECTh TeUeHUsT 3TUX 3a00-
JIeBAaHUH, B CBSI3M C 4YeM OOJIbHbIE B TEPBYIO ouepeib
KOHIIEHTPUPYIOTCSA B CIIEIMATU3UPOBAHHBIX MTYJIbMOHO-
nornyeckux kiamHukax [10]. I[To3nHue mocraHoBKa aua-
THO3a W HavyaJlo crelnu(uIecKoi Teparmuu TPUBOISIT
K mopaxeHuto Jierkux y 1/3 6onbHbIX [8, 10]. TToaTomy
HACTOPOXEHHOCTh B OTHOIIIEHUW MEePBUYHOTO UMMYHO-
nedunnTta u cuHapoMa HuliMereH, B 4aCTHOCTH, KpaiftHe
aKTyajibHa ISl CIELMaJUCTOB IyJbMOHOJOTUYECKOTO
npodus.

XapakTepHasi OCOOEHHOCTh MAallMEHTOB C CUHJIPO-
MoM HuiiMereH coCTOUT B MMOBBIIIIEHHOM paaTuoOYyBCTBU -
TEJIbHOCTU: YacToe NMPUMEHEHUEe PEHTreHOJOTMYeCKOM
MUaTHOCTUKH, acCOIMMPOBAHHOE C pPElUIUBUPYIO-
UMY WHOEKIUIMU PEeCTUpaTOPHOTO TpPaKTa, MOXKET
YBEJIUYUTh PUCK Pa3BUTHUS Y HUX OHKOJOTMYECKHUX
3aboneBanmii [11]. Bepudukauus nnarnos3a B KOpOTKIE
CpoKu (B uueane cpa3y Mocje POXACHUS) MO3BOJSIET
MUHUMU3UPOBATh TPUMEHEHHME NaHHBIX WHCTPYMEH-
TaJbHBIX METONOB WCCIEAOBAHUS W HeXelaTeJbHbIe
nobouHble sBieHus. JmarHo3 cunHapoma Huilimeren
yCTaHaBJIMBAETCsS HA OCHOBAHWM TUITUYHBIX (PEHOTUTIN -
Yyecux 0COOEHHOCTEe!, KIMHUYECKO KapTUHBI 3a00Je-
BaHMUS M TEHETHMYECKOTO TOATBEPKIECHUS MaTOTeHHBIX
OouannenbHbIX BapuaHToB B reHe NBN [11]. C yyetom
OOJIBIIIOTO YKCIa PELUAMBOB MHGMEKIUN pecrupaTop-
HOTO TpakTa WX auddepeHInaNbHas IUaTHOCTHKA

POCCUVCKWIA BECTHUK MEPUHATOJIONN U MNEANATPUM, 2023; 68:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2023; 68:(6)

95




MPOBOAUTCA C OPYTMMU TIEPBUYHBIMU WMMYHOIE(hW-
IIUTHBIMA COCTOSTHUSIMUA, OTHOCSIIUMUCS K CUHIPO-
MaM XPOMOCOMHBIX TIOJJOMOK, a TaKXe C BpPOXIEH-
HBIMU TIOPOKAMU DPa3BUTHUS JBIXaTEJIbHON CHCTEMBI.
K TakoBBIM OTHOCSTCS TIepBUYHAST IIUJIUAapHAs TUCKH-
He3usl, MpU KOTOPOW OTMEeYaeTcsl TOTaJbHOE TMOopaxKe-
HUE pecrnuMpaTopHOro TpakTa, a ajJeKBaTHas CaHallUsI
MYKOJIMTUUYECKOTO CeKpeTa CIYXWUT IJIaBHBIM MaTore-
HeTMyecKuM 3BeHoM Tepanuu [12]. B kauecTBe Tepa-
MEBTUYECKUX BO3MOXHOCTEH B OTHOIIEHUM TEepBUY-
HOTO MMMYHOIeMUIIUTA y TMalUeHTOB C CHUHAPOMOM
HuiimMereH ycrielrHo WMCMOJIb3yeTCsl TpaHCILIaHTaLWs
TEMOITO3TUYECKUX CTBOJOBBLIX KieTok [3, 8, 13, 14].
B ciiyuae oTkasa ot ipoBeneHUs TpaHCTIJIaHTAllM Y T1aTO-
FeHEeTUYECKOe KOHCEPBAaTUBHOE JIEUEHME TPOBOIUTCS
MOXU3HEHHO Y BKJIIOYAET 3aMECTUTEIbHYIO Teparuio
npernapaTraMyu UMMYHOTJIO0YJIMHOB, a TakkKe Tpoduiak-
TUYECKYI0 TIPOTUBOMHGEKIIMOHHYIO Teparnuio, o0beM
KOTOPO¥ oTpeaessieTcss UHIUBUIyaibHO |5, 9]. B orcyT-
CTBME TpaHCIUIAHTALIMM TEMOTIOATUYECKUX CTBOJOBBIX
KJIETOK TIpOTHO3 3a0oJieBaHUs, KaK MpaBujIo, HeOJsa-
ronpusTHeI: K 20 romam 6osiee yem y 40% maliMeHTOB
pa3BUBAIOTCSI  3JI0KAYECTBEHHBIE  HOBOOOpAa30BaHUS
MPEUMYIIECTBEHHO JUM(OUIHOTO TMPOUCXOXKIECHUS.
Crnieunduyeckasi TMPOTUBOOITYXOJieBasi Teparnusi CHUH-
npoma HuiimereH nMmeer ornpenesieHHbIe 0COOEHHOCTH,
B OOJIBIIMHCTBE CJyyaeB YCIIeIIHa, OJHAKO He TpeaoT-
BpalllaeT pa3BUTUS PELUINBOB/TIOBTOPHBIX OITyXOJEBBIX
3a00JIeBaHUN U MOXET BECTU K POCTY pHCKa Yrpoxa-
IOIIMX XXU3HU COCTOSTHUM BBHMIY TOKCUYHOCTH W CBSI-
3aHHBIX C 3TUM Tocienactsuit [1, 5—10, 12, 15, 16].
C y4yeToM MepevyrcieHHOTO MCKIIYUTEbHO BaXKHBIMU
BUISITCS paHHSISI IMarHOCTUKA W HA4YaJI0 JIEYEHHST 3TOTO
3a00JieBaHUSI, YTO OTpeessieT TMPOrHO3 U KavyeCTBO
KU3HU O00JBbHBIX. HecMoTpst Ha XxapakTepHble (DeHOTH-
MUYeCcKre OCOOEHHOCTH, TMarHoCcTuKa cuHapoma Huii-
METeH 3a4acTylo TIpe[CTaBsieT OOJbIINE CIOXHOCTH,
TpeOyeT HACTOPOXEHHOCTU W MYJbTUAMCIUTUIMHAD-
HOTO TTOX0/a, YTO HATJISIAHO WITIOCTPUPYETCS CIeAyI0-
UM KJIMHUYIECKUM ITPUMEPOM.

Knunuyeckuit cayyaii. B myiabMoHosornueckoe
otnenenue HWUKW mnemuarpum m nerckoi Xupypruu
um. akaza. FO.E. BenbTuinena mocrynuia neBouka 5 jier
C XajobaMM Ha eXeIHEBHBIN TPOMYKTUBHBIN Kallelb
U TIOCTOSTHHOE 3aTPYJHEHUE HOCOBOTO JIbIXaHUSI, COTIPO-
BOXalo1eecst CJIM3UCTO-THOMHBIM OTIEISIEMBIM
M3 MOJIOCT HOCa B TeYeHME 3 JIeT, a TakKe peluIuBU-
pytomne WHOEKIUA BEPXHUX M HUKHUX IbIXaTeTbHbBIX
myTeit, TpeOylolre 4YacToil aHTMOAKTepUalbHON Tepa-
nmuu. BpayaMu 1Mo MeCTy XMUTEJIbCTBA MPEINOJoXKeHa
MepBUYHAs LMJIMApHas TMCKUHE3UsI, peOeHOK HarlpaB-
JIeH B CHeUWaJU3UPOBAHHBIA MEIUIIMHCKUMN LIEHTP
IIJIS HOOOCTIeTIOBAHMUSI.

N3 anamHe3a XM3HM W3BECTHO, 4YTO pPeOCHOK
ponuicst ot 1-it GepeMeHHOCTH, MpoTeKaBIleil Ha (hoHe
ocTpoit pecriupatopHoit nHpekuun Bo Il Tpumectpe,
10 JAHHBIM YJIBTPa3BYKOBOI TMarHOCTUKY ¢ | TpuMmecTpa

UHUYECKUE CJT1YHAU

IVAarHOCTMPOBaHa 3a7iepkKa BHYTPUYTPOOHOTO pas-
BUTHSI, B CBSI3W C YeM PeOEHOK BITOCIEICTBUM HaOJIIO-
JAJICsl HEBPOJIOTOM TI0 MECTY XKMUTEJIbCTBA IO BO3pacTa
3 net. JleBouka poamiach Ha 39-if Henesle 0epeMeHHOCTH
¢ maccoii Tea 1900 r, minHOM 46 ¢M, OLIEHKA I10 IIKaJIe
Arrap 7/8 6annos.

Jlo 3 neT meBovKa MpaKTUYECKU He OoJea, ¢ Havyala
MOCELIEHNST  TeTCKOTO  JOMIKOJBHOTO  YIPEKACHUS
pecrupaTopHble MHMOEKIIMU COMPOBOXIAINCH (PeOPUITH-
HOI JTUXOpaIKOi, OOMJIBHBIM CIM3UCTBIM OTAEISIeMbIM
13 HOCOBBIX XOIOB, KOTOPOE COXPAHSIIOCH MPAKTUIECKU
MMOCTOSTHHO, MECTHAsI M CUCTeMHasi aHTUOaKTepuaabHasI
Teparus He JaBajia CTOMKOTO MOJI0XUTEIbHOTO 3 deKTa.
B nanpHeieM K MMeEIOIIECS CUMIITOMATUKE TIPUCO-
eIMHWIINCh Xajo0bl Ha eXeTHEBHBIN TPOMYKTUBHBIN
Kalleslb, AayCKyJbTaTUBHO BBICITYIIMBAIUCH BIaXKHBIE
XPUITBI B JIETKUX. Pe6eHOK HEOTHOKPATHO TOCTTUTATTN3H -
poBaJicst B MH(PEKIIMOHHBIE OTAECHUS 10 MECTY XKUTEITb-
CTBa, /e TI0 JaHHBIM Ja00pPaTOPHO-MHCTPYMEHTAIBHOTO
0o0clieIoBaHUs  AUATHOCTUPOBAIM  OCTPBIM  GPOHXUT.
Bo BpeMs cTallMOHApHOTO JIeYeHUs] WHUILIMUPOBAJIACh
aHTuOaKTepuaabHas Teparnus 0e3 MOJKHOTO 3ddexTa.
B ampene 2022 1. mpu odepemHON TOCIUTATIN3ALNN
OblJ1a TIPOBeJicHa KOMITBIOTEpHAsT TOMOTpadusi OpraHOB
TPYIHOM KIJIETKW, BBISIBJICHBI €IWHUYHBIE aTeJIeKTa3bl
M YYaCTKM «MaTOBOTO CTeKJia». BmepBble ObLta peko-
MEHIOBaHa UIMTEJbHAsl WHTAISIUOHHAST TPOTUBOBOC-
MaJuTeTbHAST 1 OPOHXONIMTHYECKAsT Teparysi, He JaBIiast
addekra, Kamoobl coxpaHsuiuck. Jlerom 2022 r. mepe-
HecJla 04aroBYI0 IMTHEBMOHUIO, TaKXe MO MECTY XKHUTEJTb-
CTBa UCKJTIOYATM UMMYHOIE(UITUTHBIE COCTOSTHUSI METO-
JIOM OLIEHKU YPOBHSI OOIIIMX MMMYHOTJI00yIUHOB A, M,
G, E — Bce mokazareiu HaxOOWJINCh B paMKax pede-
PEHCHBIX 3HAUCHUI. B CBSI3M ¢ COXpaHSIOIIMMUCS XKaJlo-
6aMU TIpoBelicHa KOPPEKIUST WHTATSIUMOHHON Tepanuu
Ha TUrepToHnYecKuii pactBop. Ha (poHe neueHus cocro-
STHE C YMEPEHHOM TOJOXUTEIBHON JUMHAMUKON B BUJIE
OTCYTCTBUSI OOOCTpEeHMUIA, TpeOOBABIIMX TOCITUTAINA3A-
LI, OMHAKO KallleJb U CIM3UCTO-THOMHOE OTHENIsIeMOe
13 HOCOBBIX XOJIOB COXPAHSITNCH.

HacnencrBeHHbIli aHaMHe3 Yy pebOeHKa OTSTO-
IeH TI0 OPOHXOJIETOYHBIM 3a00JIeBaHUSAM: IO JIMHUU
maTtepu — y 0aOymiku OpoHXuajabHasi acTMa (CToiiKast
pemuccus).

Ilpu ocmoTpe oOpaiiany BHUMaHUE (DEHOTUIYE-
CKHE OCOOEHHOCTM JIMIIEBOTO CKejleTa pebeHKa Mo TUIY
«TITUYBETO» JINLIA: CKOIIEHHBIN JI0O, BBICTyMAOIIas BIle-
pell CpelHsIst 9acTh JIMIIA, KITFOBOOOpa3HbIii HOC, OOJIbIITE
yim. dusndeckoe pa3BUTHE HU3KOE: Macca Tenaa 11 xr
(MeHee 3-ro miepUeHTWIA), IuHa Tena 99 cm (MeHee 3-To
nepueHTIss). HocoBoe mbIxaHWe 3aTpyaHEHO, M3 HOCO-
BBIX XOJOB CJIM3UCTO-THOWHOE oTaensgemoe. Karenb
BJI&XXHBIN, €XEeITHEeBHbIN, ONbIIIKa TpU (PU3NIeCcKOu
Harpy3ke M B TIOKO€ He OTMeYajach. B JIETKMX aycKyJib-
TATUBHO JbIXaHWE MPOBOIWIOCH BO BCE OTIEIHBI, BBICITY-
IIMBAJIUCh BJIAXXHBIE XPUITBI IO BCEM JIETOYHBIM TTOJISIM.
B ocTanbHOM 10 opraHam 1 cucTeMaM 6e3 0COOEHHOCTEA.
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B pamxax mpoBeneHHOTO J1abopaTOpHO-UHCTPYMEH-
TaJbHOTO O0CJIEIOBAHUS BBISIBICHBI M3MEHEHUs B KJTU-
HMUYECKOM aHaimse KpoBu: Jumdorenus go 0,66-10°/1
(ipu HOpMme 2,0—10,5-10°/1); mipu McclienoBaHUM OUMO-
MTaTa MepLATeJbHOTO SIUTEIUS CIM3UCTONM OOOJOUYKU
HOCa BBISIBIIEHO JIMIIb HE3HAYUTENbHOE HapylleHHe
JIBUTATEJIbHOM aKTUBHOCTH PECHUYEK, UTO OBLIO HECO-
MOCTAaBUMO C OOBEMOM KIMHUYECKOTO TOPaKEeHUS
U MOXET OTMEUaThCsl y JIeTell ¢ BoCTaJleHWueM Tpuia-
TOYHBIX Ma3yx Hoca. [To JaHHBIM pacUIMPEHHOU UMMY-
HOTpaMMBbI BbIsIBIIeHa Tiybokast T-xjeToyHas JuMGo-
rmeHnss — oOmee Koaumdectso jumbonutos 0,75-10°/1
(1,25-5,77-10°/n), T-nmumpounter CD3  0,29-10°/n
(1,8—3,0-10°/m), T-xeanepsr CD3/CD4 0,14:10°/n
(1,0—1,8-10°/m), T-uuToTOKCHYECKIE CD3/CD8
0,1-10°/1 (0,8—1,5-10°/11), a Takke B-mumboruter CD19
0,13-10°/m (0,35—1,43-10°/m). TTo maHHBIM KOMITBIOTED-
HOII TOMOTrpauy MPUIATOUHBIX TMa3yxX HOcCa OMpeesIsi-
JINCh TIPU3HAKMW TMaHCUHYCUTa, CPEIHEro OTHUTA C IBYX
CTOPOH, TIO JaHHBIM KOMITbIOTEPHOM TOMOTrpaduu
OpraHoOB TPYIHOM KJIETKM — IPU3HAKW BBIPAXKEHHOIO
OOCTPYKTMBHOTO OpOHXMTa, OPOHXUOJUTA, TTHEBMOMDU-
OPO3HBIX M3MEHEHHMI B JIETKUX IMOCTBOCIAIUTEIBHOTO
xapakTepa (cM. pucyHoK). ITo pedynbraTam mcciemoBa-
HUST JIETOYHOM (DYHKIIMU METOAOM CITUPOMETPUU BBISB-
JIEHBI CMeIlIaHHBIE HapyIIeHWSs: XW3HEHHas eMKOCTb
nerkux (KEJT) 59%, dopcupoBannas XKEJT (®XKEJ)
66%, 00beM (OPCUPOBAHHOTO BBIIOXA 3a 1-10 CEKYHIY
(O®B)) 67%, nnnexc Tuddro 90%, mukosas oobeMHas
ckopoctb Beimoxa (ITOC) 57%, makcumanibHast 0ObEM-
Hasl CKOpOCThb BbImoXa Ha ypoBHe 25, 50 u 75% ®XKEJI
cootBerctBeHHo — MOC,, 58%, MOC,, 60%, MOC_
37%, mipo6a ¢ OPOHXOIUTUKOM TOJOXUTETbHAS (TIPU-
poct ODB, 27%).

C yueToM (peHOTUITNIECKIX OCOOEHHOCTE JIMIIEBOTO
CKeJleTa, TIPU3HAKOB MUKpoIledharnn, HAIMIUS TIy0o-
Koii T-xireTouHoIt TUM@OIIeHNN y pedeHKa ObLIT IPeIIo-

JloxkeH cuHapoM HuiimereH, peKoMeHI0BaHO reHeThYe-
cKoe obOcJieoBaHue 7151 TIOATBEPXKISHUS IUarHo3a.

PebeHok ObIT HampaBieH Ha KoHcyabTaluio B OI'BY
HMHUL ATOU wum. Hmutpusi PoraueBa MuH3zmpasa
Poccun, rne numarHo3 ObLT TIOATBEPXICH KIMHUYE-
cku. JomomuutensHo nipu onpeneneHuu TREC, KREC
konmyectBeHHbIM MeTonoMm: TREC — 0 (rmpu HopwMme
30—327) xonuit Ha 1 Mk, KREC 2,7 (npu Hopwme
75—541) xormit Ha | wmki. [lanueHTKe OBLIO TIpOBe-
NIEHO TEeHEeTWYeCcKoe OOCJIeOBaHME METOJO0M TIPSIMOTO
cekBeHupoBaHusl 1o CoHrepy reHa NBN u BbIsIBIeHa
nenenust ¢. 657 _661delACAAA B TOMO3UTOTHOM COCTO-
sHun. Takum oOpa3oMm, auarHo3 cuHapoMa HwuiiMeren
OBbLIT TIOATBEPXKIEH MOJIEKYJISIPHO-TeHeTu4YecKu. Peko-
MEHJI0BaHa TTOCTOSIHHASI MOXXU3HEHHasl TTpoduIakTuye-
cKasl aHTMOaKTepuajabHasi U TPOTUBOTPUOKOBAsl Tepa-
nus: o cxeMe a3uTpoMuinH 10 Mr/Kr/cyT uepe3 NeHb,
KO-TPUMOKCAa30Jl +  TPUMETONPUM S5  MI/KT/CyT
yepe3 JeHb, (IYKOHA30J 5 MI/KT/CyT €XeIHEBHO,
a Takxke peryjsipHasi 3aMeCTUTeNIbHasi Tepanus UMMY-
HOTJIOOYJIMHOM ISl BHYTPMBEHHOTO WJIM TIOIKOXHOTO
BBeaeHUs B 1o3e 0,4 r/Kr/Mec, najabHeiiiee HaOIoneHe
B HaumoHanbHOM MEIMIIMHCKOM MCCIIEeIOBAaTEeIbCKOM
LIEHTPE METCKOI reMaToIOTMU, OHKOJIOTUY M UMMYHOJIO-
ruu um. Imutpust Porauena.

B mpencraBieHHOM KJIMHWYECKOM ciydyae (peHOTH-
MUYecKre 0COOEHHOCTH pedeHKa ObIIN BBISIBICHBI Cpasy
MocJie POXKIEHUS, OJHAKO IMarHo3 cuHapoma HuiiMeren
He ObUT NpearnosoxeH. J1eGT pecnpaTopHOl CUMIITO-
MaTuKU oTMedeH B 3,5 roga. KiimHuueckue cMMNITOMBI
B BUIE PELMIMBUPYIOLIUX OaKTepUaTbHBIX WH(EKINH,
MOMO3PUTENIBHBIX Ha MPOSIBJIEHUSI UMMYHOIE(MUIIUTHBIX
COCTOSTHUI, MOTYT BCTPEUaThCsl MPU MHOTHX TTATOJIOTHUSIX,
B YaCTHOCTM TPU 3a00JIEBAHUSIX OPTAHOB JbIXaTEIbHOM
CUCTEMBI, C KOTOPBIMU M JOJIKHA TTPOBOIUTHCS AU de-
peHIMaabHasl AMarHoctuka. TpaH3UTOpHbIE U3MEHEHUS
J1abopaTOpPHBIX TTOKa3aTesieil B Buae TMMGOTNIEHUU MOTYT

Pucynok. KoMnbloTepHbIe TOMOTpAMMBI IPUIATOYHBIX MA3yX HOCA (2) U OPTAHOB TPYIHOI KiIeTKH (0).
a — MPU3HAKA MAHCHHYCUTA, CPEIHEr0 OTUTA; 0 — NMPU3HAKH BHIPAIKEHHOT0 0OCTPYKTHBHOTO OPOHXUTA, OPOHXHOJIMTA, MTHEBMODU-

OpO3HbIX H3MEHEHHId B JIETKUX MOCTBOCMAIMTEIBHOTO XapaKTepa.

Figer. Computed tomography of the paranasal sinuses (a) and of the chest (0).
a — signs of pansinusitis, otitis media; 0 — signs of severe obstructive bronchitis, bronchiolitis, pneumofibrotic changes in the lungs

of a post-inflammatory nature.
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OBITh TIPU3HAKOM TIEPEHECEHHOI BUPYCHON WM OakTe-
puaNbHON MHQEKINN, OJHAKO MEePCUCTUPOBAHNE TaKUX
U3MEHEHUI CBMIETEbCTBYET O TSKEJION TMaToJIOTUur
WMMYHHOU CUCTEMBI U TpeOyeT HeMeJIEeHHOW KOHCYJIb-
TalMi UMMYHOJIOTA.

3akovyeHue

Takum o6pazoM, MMMYHOIEMUIIMTHBIE COCTOSTHUS
MOTYT CKPBIBaThCS IMOJ MacKaMM 3a00JIeBaHUI pa3ind-
HoIf aTHoJorMK. B mpencraBieHHOM MpuMepe y pedbeHKa
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