[OOIMKHa COXpaHATbCcst cBobofa ynpas-
NATb CBOEN XU3HbI0 U cyapbon. Ecrin
)Ke Bpay He CMOXET XWTb B cornacum co
CBOEW COBECTbLI0, BCTYMMB B TaKne OTHO-
LLEeHUs, TO KOHTPaKT Unu pacTtopraetcs,
UMW He 3aknto4aetcs. Y nauueHTa xe
€CTb 3aKOHHble OCHOBaHWS BEPUTb, YTO
MHOXECTBO pa3HbIX PeLUeHWU, KoTopble
Bpay [OOJDKEH MNpPUHMMATb €XeOHEBHO
npy OKasaHWM MOMOLUM naumeHTam, Oy-
OET OCYLLEeCTBNATLCA B COOTBETCTBUM C
LIEHHOCTHBIMW OpueHTauusamMmn 60nbHOro.

B Mogenu «kOHTpakTHOro» Tuna pe-
LEHNS MPUHUMAIOTCA TaK, YTO COXPaHsi-
€TCSl yBEPEHHOCTb B TO, YTO M MALUMEHT, U
Bpay MoparibHO YNCTOMMOTHLI. Ha nHau-
BMAyarnbHOM YPOBHE KOHTPOMb NauneHTa
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3a NPUHSATUEM pelueHun obecnevmBaeT-
cq 6e3 obazaTenbHOro yyactust 60nbHoOro
B BblpaboTke KaXaoro MeauLMHCKOro pe-
weHus. KoHTponb 3a NpuHATUEM peLlue-
HUI B TeX CUTyaumsix, Korga CyLLeCTBYHOT
MoparnbHble Npobrnembl, OCyLLEeCTBRSET-
Csl KOMWUTETaMU MO ITUKE, KOTOpbIE Cy-
LLeCTBYIOT B nofasnstowem OonblunHC-
TBE aMepuKaHCKMX 6omnbHuL. PelueHus,
Takum 006pa3oM, NpuHUMMalOTCs COoO06-
LLeCTBOM HernpodeccnoHarnos, OAHaKo
noBCcedHEBHbIE MEAULMHCKNE peLUueHUst
MOryT MPUHUMATbLCS MEOULMHCKMMU pa-
6OTHMKaMM Ha OCHOBE JOBEPUSI.

Mouck HOBbIX akcMonornyeckmnx (LeH-
HOCTHbIX) OCHOBaHWIA MOparbHOW Me-
OVUMHBI, Takux, Kak coydactue, conu-
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[JapHOCTb, COCTpajaHue, CouyBCTBYE,
cobecenoBaHve, cornacue, MNPOAON-
xaetcsl. Takum 06pasoM, BO3HMKAIOT
BCE HOBble NapagurMbl MeOULMHCKOro
MbILLMEHUS, OCHOBAHHbIE Ha YBaXKeHUU
aBTOHOMWUM MHAMBMAA. CeroaHs camoorn-
peneneHne MHAMBMAOA €CTb BbiCLUAS LIEH-
HOCTb, M MeauuuMHcKoe O6CMyXuBaHue
He [OMKHO SIBMATLCS UCKITIOYEHNEM.
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The clinical case of the patient with primary immunodeficiency which was observed with the bronchiectasis is presented.
Keywords: primary immunodeficiency, agammaglobulinemia, bronchiectasis.

BpoHxoakTasns oTHocuTCcs K pas-
Hoobpa3Hon no CBoew npupoae U pac-
NPOCTPaHEHHOCTU TPynne XPOHUYECKMX
VH(EKLMOHHBIX 3aboneBaHuni apixaTenb-
HbIX NyTeWl. BHegpeHue B KNMHUYECKYHO
NPakTUKy KOMMbIOTEPHOW ToMorpadun
cbirpano Gonbluyto ponb B paspaboTke
HEeWHBA3MBHbIX METOAOB AMArHOCTUKU
AaHHoi natonorun. Cpeau Haubonee
BEPOSATHLIX MPUYUH pPa3BUTUSA OpPOHXO-
9KTa30B peluawllee 3Ha4YeHue UMerT
BOCMarneHne AblXaTeNbHbIX NyTEN U Ha-
pyLleHne GpOoHXManbHON NPOXOAMMOCTH
BCMEACTBUE 3aKyMNOpKU Unu obCTpyKumnm
O6poHxa. OcHoBy hopMUpOBaHuUsi OpOH-
XO3KTa30B MOTyT COCTaBMNSATb BPOXOEH-
Hble WM HacneacTBeHHble 3abonesBaHus
[4,5].

MopaxeHne BGpOHXONErovHom cucre-
Mbl MPU NEPBUYHBLIX UMMyHOAEMdULMTAX,
Kak NpaBumno, sIBMSIETCH OCHOBHbIM KMu-
HUYECKUM MPOSIBMIEHWEM W 4acTo onpe-
Aenser nporHo3. B 6onbluMHCTBE CBOEM
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NerovHble MHMEKUUM BO3HMKAKOT B paH-
HEM BO3pacTe, XapakTepU3yTCs TAXecC-
Tb TEYEHUS], CKITOHHOCTBIO K peLmanBu-
poBaHW0 M GbICTPOMY (HOPMUPOBAHUIO
XPOHUYecKoro npotecca [2,6].

ArammarnobynuHemnss — X-cuennex-
Hoe 3aboneBaHve, Npy KOTOPOM MMEETCH
aedmumnT npoayKkuMM aHTMTEen BCNEAc-
TBME HapyLUEHUS paHHUX 3TanoB cO3pe-
BaHua B-numdounTos, n, Kak cneacTeue,
NOBTOPHbIE BakTepunanbHble MHPEKLUN C
nepBbIX NEeT XNU3HW. BaXHbIM Npr3Hakom
pedekta B-numdountoB ABnseTca rm-
noTpochms MUHAAMNMH 1 NMMAaTU4ECKMX
y3roB. Y GonbluMHCTBa OOMbHbIX Neroy-
Hble MHeKuun AebTUPYIOT Ha NepBOM
rogy >K13HW, HO BO3MOXHO M Gornee nos-
AHee Havano 3abonesaHus. MopaxeHus
NErknx 4acTo COYETATCS C OTUTaMK, CU-
HycuTamu, nuogepmmen, ypyHKyrnesom,
nonuMapTpuToM, AMCNENTUYECKUMU pac-
CTPOVICTBaMU, HEBPOSIOrMYECKMMU Hapy-
WweHnaMn. Pexxe BCTpeYaTCa MEHUHIUT,
OCTEOMUENUT, CEMNCUC, CENTUYECKNIA ap-
TPWT, THOWHbIE MHMEKLUN KOXW U NOA-
KOXHOW KneTyaTku. BupycHble nHdekumm
npoTekarT 06bl4HO 6e3 0COOeHHOCTEN B
CBS13U C HOPMarbHOW yHKumen T-num-
coumTos [1,3].

Kputepuem guarHosa sBNSieTCA CHU-
KEHNE KOHLIEHTpaLuM CbIBOPOTOYHOIO

IgG meHee 2 r/n npu otcyTcTBuM IgA, IgM
W UMpKynmpyoLwmx B-numdounTos.

OcHOBOV neyeHus arammarnofynu-
HEMUW SABMSAIOTCS MOXM3HEHHasd 3amec-
TUTENbHast  Tepanusi  BHYTPMBEHHbIM
UMMYHOINOBYNMHOM 1 MOCTOAHHAsA Mpo-
dunakTuyeckas aHTMbakTepuanbHas
Tepanvsa. [llpn paHHenm OuarHocTuke u
Havarne 3aMecTUTENbHON Tepanuu npo-
rHO3 GOnbHbIX C arammarnobynuHemu-
en — GnaronpuaTHbIi. B 6onblumMHCTBE
cnyyaeB Ha oHe Tepanuu OGonbHble
BeOyT OObIYHbIA 06pa3s XWU3HU U OOXKM-
BalOT 40 noxwunoro Bo3pacTa. lMporHos
3HAYUTENMBHO YXyALAETCA Npy NO3gHEN
ONarHoCTUKe 1 pasBUTUM O4aroB XPOHU-
yeckon MHdekumn. B atom cnydae npo-
rHo3 obycrnosneH o6bLEMOM nopaxeHus
OpraHoB.

B kadecTtBe unnocTpaumm onmcaHHown
naTonorv nNpvMBOAMM criegyroLlee KnnHu-
Yyeckoe HabrnogeHue.

AHaMHe3 xu3Hu: Maneunk M. T1.,
1997 r. p. PebeHok oT 6-1 GepeMeHHoC-
TW, NpoTekaBLllen Ha dhoHe 0OOCTpeHust
XPOHMYECKOro NMUernoHedpuTa (neveHue
B CTauuMoHape), FMNnoXpOMHOW aHemwuw,
OPBW Bo Il nonosnHe 6epemeHHOCTW.
Poabl 4-e, Ha 37-1 Hepene, caMoCTOsI-
TenbHble, C ANUTENbHBIM 6€3BOAHBLIM MNe-
puogom. Macca Tena 2630 r, gnnHa 49
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cM. [lnarHo3 npu poxageHun: XpoHudec-
Kasi BHYTpuyTpoOHas runokcus nnoga.
3apepxka BHYTPUYTPOOHOrO pasBUTUS.
MepvHatanbHas aHuedanonatua cme-
WwaHHoro reHesa. o 1 roga nepeHec
OPBW 2 pa3sa, 6e3 ocrnoxHeHuir. [Mcu-
XOMOTOpPHOE pa3BUTME COOTBETCTBEHHO
Bo3pacTy. lMpodunakTnyeckne npuBUBKA
- Mo Kanexnaapto, 6e3 OCNOXXHEHUI.

HacneactBeHHoCTb - cTaplumin Gpat
ymMep B 2-rieTHEM BO3pacTe OT NMHEBMO-
HWUK (4acTo Gonen npocTyaHbIMK 3abone-
BaHWAMMU). 2 CECTPbl — 300POBbI.

AHamHe3 3aboneaHua. B 2000 r.
nepeHec OCTPbIA TFHOWHBLIN  MEHUHIUT.
C 3 net y pebeHka OTMeYeHbl YacTble
OCTpble pecnupaTtopHble 3aboneBaHus,
FHOMHbIE OTUTbI, CUHYCUTbI, MOMy4an ne-
YyeHne no MecTy xuTensctea. B 2003 r.
npoBegeHo GpoHxornornyeckoe obcrne-
[OBaHWe, BbISIBNEH KaTaparbHO-THON-
HbI 3HAOOPOHXMT, HaNM4Me atenekTasa
cpefHen [ony NpaBoro ferkoro, 6poHxo-
3KTa30B B HWXKHMX OONSAX 060MX nerkux
(puc. 1,a, 6), THOWHbIV BEPXHEYENOCTHOW
CVHYCUT, HU3KUA YPOBEHb WMMYHOITIO-
OynMHOB, KOTOPLIA pacLeHnBancs Kak
BTOPUYHbIA MMMyHOAeduunT. Bbin Bbl-
CTaBneH AuarHo3: GpoHxo3aKTaTmyeckas
bonesHb. XpoHuyeckas [AblxaTenbHas
HepgocTatodHocTb |l cTeneHun. XpoHu-
YECKMIN THOMHLIN BEPXHEYENCTHOM CU-
HycuT. ExxerogHo nomyyan Kypcbl neve-
HWS B MYyNbMOHOMOMMYECKOM OTAENEHNN
(aHTnbakTepnanbHas, MyKonuMTUYeckas
Tepanusi, caHauWoHHble GpoHXOoCcKoMNuK,
KOpOTKME KypCbl MMMyHornobynuHa B/B
Ne 4-5). MNpn o6oCcTpeHnn — neyeHne no
MECTY XWTenbCcTBa 4 pasa B rof.

C 2008 r. HabntogaeTca HEBPOSOroM
C OQMarHo3oMm: anunencus, nony4yaet ge-
NakvH.

B nocnegHwue rogsl o6ocTpeHuns vaile,
OTMEYEHO OTCTaBaHue B (PU3NYECKOM
passutun. [Jo 6 rocnutanu3auui B rog
no noeogy o60CTPEHUIA.

B cespane 2009 r. noctynun B Nynb-
MOHOMOrM4Yeckoe OTAEeNeHne ¢ xaro-
6amMn Ha Kallenb C FHOMHOW MOKPOTOWM,
nuxopagky, cnabocTtb, OTEYHOCTb, 6onu
B KONEHHbIX cycTtaBax. CocTosiHue Ts-
xenoe no 3abonesaHuto. CamouyBc-
TBUE CHmxeHo. OTcTaetr B hr3nM4ecKkomM
pa3suTuM (Macca Tena 24 kr, poct 124
cM). JIuo nacTto3Hoe, BEKM OTeYHble,
NnoTHblIE OTEeKM Ha roneHsx. Hocosoe
ObixaHue ceoboagHoe. Opfblllka cmellaH-
Horo xapakTtepa. Y-40 B MuH. KoxHble
MOKPOBbI CMYrTble C CepoBaTbiM OTTEH-
koM. 3eB crokoeH. pyaHas kneTtka nog-
B3gyTa. B nerkux gbixaHue ocnabneHo,
NPEeMMYLLIECTBEHHO B HWKHUX OTAEenax,
BbICINYLUMBAIOTCA BMaXHble pasHoKamnu-
GepHble xpunbl. TOHbI cepaua SACHblE,
puTMUYHble, Taxukapausa. YCC-120 B

JlnHAMHKA HMMYHOTPamMM 00J1bHOT0

Hara |IgA r/n|IgM r/n|lgG r/n|HAK %|CJ13+| CA4+ | CA8+|CA16+|C19+|CI3/HLA
11.08.05| 0,311 | 0,500 | 2,096 | 98,2
10.12.07| 0,711 | 0,710 | 2,009 | 99,1 89 27 67 9 1,0 60
8.07.08 | 1,812 | 0,745 | 8,017 | 92,2
12.02.09| 0,323 | 0,795 | 1,237 | 99,4 90 20 72 9 0 62

Puc.1. PeHTreHorpamMmma opraHoB rpygHOW KNeTkn B MPSIMOW 1 nMpaBoi 60KOBOW Npoekumm (a) u
KOMMbloTepHasi Tomorpadus nerkvx n opraHos cpefocteHus (6) peberka M.IT. ot 2003 .

MUH. XXUBOT MSATKUIA, 0e300Mne3HEHHbIN.
[MeyeHb + 6 cm, ceneseHka He nanbnypy-
etcsa. CTyn opOpMIEHHbIN.

Mpun o6cnenoeaHmm BoisiBneHo: B OAK
— nenkouutos 11-20 x 10%n ¢ numdo-
unTo3om 60-85%; runonpotenmHemus 50
r/n, noBbileHne TpaHcamuHas (AJTT-88
EO/MN, ACT-62 E[l/n); B noceBe MOKpO-
Tl BblgeneHbl Klebsiella pneumonia,
Acinetobacter calcoaceticus; pe3skoe cHu-
)KEHWE YPOBHS CbIBOPOTOYHbIX MMMYHOr-
nobynuHoB, oTcyTcTBue B-numdoumnTos
(Tabnuua). Mo gaHHBbIM KOMMBbITEPHOW
ToMorpadun nerknux onpeaensitoTcs npu-
3HaKM HanMunsi GPOHXO3KTA30B B HUKHUX
nonsix oboux nerkmx v cpegHen gore
npaeoro nerkoro, pmMbpos-
Hble U3MEHEHUSI B HMDKHUX
[onsax, NPeUMYLLECTBEHHO
cneea. [lpu wnccneposa-
HUM  PYHKUUM  BHELLHETO
ObIXaHUS1 BbISABIIEHbl Ha-
pyweHns BpoHxmansHON
NPOXOAUMOCTN  CMeLlaH-
Horo Tuna, npoba ¢ 6poxo-
NINTUKOM MONOXUTENbHAsA,
peakuus HesHaunTernbHas.
®dunbpobpoHxockonms — ka-
TapanbHbIi 3HAOOPOHXUT.
OKTI: 3amenneHue artpuo-
BEHTPUKYMSAPHOA  MpPOBO-
anmocTtn. OxoKI — 6es na-
TONMOrNYECKUX U3MEHEHWI.
O3l OECUHXPOHHbBIN T,
04aroBON, 3MNNAKTUBHOCTMU
He BbisiBneHo. MPT rono-
BHOMO MoO3ra: MpuU3HaKu
O dY3HbIX  U3MEHEeHWUI
6enoro BeulecTBa B 1noo6-

Puc.2. KomnboTepHas Tomorpadumsa
TeHust peberka M.IM. ot 2003 1.

HO-TEMEHHbIX OTAenax ¢ obenx CTOPOH
HESICHOro NPOUCXOXAEHWS.

YunTbiBas AaHHble aHamHe3a, KIUHW-
Yyeckue MpOSIBNEHNs, PE3KOe CHUXEeHue
YPOBHSA MMMYHOrobynunHoB, 6bin 3ano-
OO3PEH MEPBUYHBIN  UMMYHOAEUUNT.
Ona sepudwvkaumm puarHosa pebeHok
Obin HanpaereH B OTAENEHWe UMMYHO-
norvu. lMocne npoBegeHHoro ob6cnepno-
BaHWS BbICTaBneH AnarHos: [epBuyHbIn
nMmyHoaednunt. ArammarnobynuHemus
C HEM3BECTHbIM TUMOM HacnefoBaHus.

BonbHble ¢ arammarnofynuHemuen
HYXXOalTCs B MOXW3HEHHOW 3amMecTu-
TENbHON Tepanuu npenaparamv BHyT-
PVBEHHbIX MMMYHOrMOBYMMHOB W Npo-

Nerknx u opraHoes cpenoc-



Puc.3. KomnbtoTepHasi Tomorpadgums nerkux pebeHka M.M. ot 2010 .

hrnakTnyeckom aHTMbakTepuansHon
Tepanuu nNpu HanM4nM XpPOHNYECKMX o4a-
roB HgeKuunn.

C MoMeHTa nOCTaHOBKM AuarHo3a
pe6éHok M. T. nony4aeTr exeMecsyHyo
3aMeCTUTENbHYI0 Tepanuio B/B UMMYHOr-
no6ynuHom B go3se 0,4 r/kr, npodunakTu-
Yeckylo aHTubakTepuanbHyl Tepanuio
KOMOUWHaLumeln uunpodiokcaunHa n ou-
centona, Mykonutuku. O6ocTpeHms Xpo-
Huyeckux GakTepuanbHbIX UHMEKUUA B
BMAe OpoHXMTa 1 raMopuTa BO3HMKaNu
OOVH-ABa pa3sa B rog. Ha ¢oHe o6ocTpe-
HWIA GONbHOM Nony4YaeT aHTUOUOTUKK Lie-
¢anocnoprHoB 2—3 NOKOSIEHUS C YYETOM
YyBCTBUTENBHOCTW BblCEBAEMON (Priopbl.
Ha doHe npoBoavmon Tepanun otmeda-
€TCA 3HauMTenbHoe ynydlleHne obLiero
COCTOSIHUSI, YMEHbLUEHUE FOKanbHOMN
ayCKynbTaTMBHOW NEroYHOM CUMMTOMa-
TUKW, OTCYTCTBME MWHTOKCMKAUMM U SB-

NEHUA AbIXaTenbHOW HEefOCTaTOYHOCTMU.
Mo A[aHHLIM  KOMMBIOTEPHOW TOMOrpa-
dumn nerkmx BPOHXO3KTa3bl B MPEXHEM
obbeme, oTpuuaTENbHON AWHAMUKA HET
(punc.2).

Takum 06pa3om, KNNMHUYECKMMM Map-
Kepamu MepBUYHOrO  MMMyHoAedULM-
Ta B AAHHOM criyyae ABUMUCb THOWHbLIN
MEHWHIUT, PeuVaMBUPYIOLLNA  THOWHbIN
OTUT, CUHYCUT, MHEBMOHUSA B aHaMHese,
oTCTaBaHve B (U3NYECKOM pasBuUTuu,
Hanuune 6POHX03KTaA30B B 0OOMX MErkux,
HWU3KNIA YPOBEHb MMMYHOIOBYNMHOB.
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