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Pesiome

Ob6mast BapnabenbHast IMMYyHHast HetoctatouHocTh (OBUH) — penkoe nMMyHoneUIIUTHOE COCTOSTHUE, KITACCUIECKUM TIPOSIBJIEHUEM KOTOPO-
TO siBjIsieTCsl peumarBupyoias uHpekuus. [Tomumo nHMGeKIMOHHBIX ocoxHeHui, npu OB H Hepenko BCTpeyaloTcs: U ApYrue mopaxeHusl,
TaKkHe Kak 3JI0KaueCTBEHHbIe HOBOOOPA30BaHMsI, AayTOUMMYHHBIE COCTOSTHHSI, BOHUKAIOIINE B Pe3y/IbTaTe aHOMAJIBHOTO KJIETOYHOTO UMMYHU-
TeTa. YacTo B maToMormuecKuil polecc BOBIEKAIOTCs Jierkue. [IpencraBieHo KImHnuecKoe HabmoneHue 3a namueHTom ¢ OBUH, ocnoxueH-
HOIi rpaHyJIeMaTO3HO-JIMMGOIMTAPHON MHTEPCTULIMATIBHOM 00JIE3HbIO JIETKUX.

KnioueBble cJi0Ba: rpaHy/ieMaTo3HO-TMMMOIMTaApHAST MHTEPCTUIIMATIbHAST 6OJIE3HD JIETKHX, TEPBUYHBI UMMYHOIE(DUITUT.
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Granulomatous lymphocytic interstitial lung disease
as a complication of common variable immunodeficiency
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Abstract

Common variable immunodeficiency (CVID) is a rare immunodeficiency, the classic manifestation being recurrent infections. Other lesions are
often found in CVID patients, such as malignant neoplasms, autoimmune conditions caused by abnormal cellular immunity, in addition to
infectious complications. Usually, the pathological process involves the lungs. This article presents a clinical case of a patient with CVID complicated
by granulomatous lymphocytic interstitial lung disease.
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O61ag BapuabesibHasE UMMYHHas HEIOCTATOYHOCTh
(OBHH) — 510 nepBUYHBI UMMYHOAS(DULINT, XapaKTe-
PUBYEMbI HU3KUM YPOBHEM CBIBOPOTOYHBIX UMMYHOTJIO-
oynuHoB (Ig) 1 HECTTOCOOHOCTHIO BHIPAOATHIBATE CTIECIIV -
(ryeckue aHTUTENA, YTO MIPUBOAUT K PEIIUANBUAPYIOIINM
bakTepuanbHbiM MHGeKuusaM [1]. HecmoTps Ha To, 4TO
OBWH oTHOCUTCSI K peIKUM COCTOSIHUSIM, SMUAEMUO-
JIOTUYECKYE TaHHBIE B Pa3HBIX TOMYJISIINSX CYIIIECTBEHHO
paznuyarorcs. Hanpumep, no nanHbiM EBporneiickoro
obuecTBa uMMYHoneduunToB, B Huaepnangax u Benu-

KobOputaHnum pacrnpoctpaHeHHocTb OBUH cocrasis-
et okoso 11 cayuyaeB Ha 100 ThIC., Torma kak B Poccun
9TOT MOKa3aTesb Ha 2 nopsiaka Huke — Beero 0,1 ciaydast
Ha 100 teIC. [2]. XoTs TpamummonHo OBUH paccmarpu-
BaeTCs KaK COCTOSTHUE, MaHU(ECTUPYIOIIee B TETCKOM
BO3pacTe, MO JaHHBIM OIHOIO M3 HEAaBHUX UCCIIeq0Ba-
HUIA mokasaHo, 4to > 50 % cnyyaes OBUH xkinHuyecku
IIPOSIBUJIVCH YK€ Y B3POCIIBIX TTAIIUEHTOB [ 3].

IToMuMo MH(EKIMOHHBIX ocaoxHeHuit, mpu OBUH
HEPELKO BCTPEYAIOTCA U APYrue MopaKeHus, Taknue Kak
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3ametku u3 npaktuku « Clinical cases

3JI0Ka4eCTBEHHbIE HOBOOOpa30BaHUs, ayTOUMMYHHbBIE
cocTOsIHUS (Haubosiee pacrpocTpaHEeHa ayTOMMMYHHast
LIMTOITCHHUSI, COOOIIACTCS TaKKe O PeBMAaTOUIHOM apT-
puUTe, BOTYAHKE W TIEPBUYHOM OMIMApHOM ILIMPPO3E)
u ntuMmponponudepatuBHblie 3a0onaeBanus [4]. Takke
B JIETKHX HEPEIKO pa3BUBAIOTCS HEMH(MEKIIMOHHBIE TTAaTO-
JIOTUYECKIE TIPOLIECCHI, HanboJjIee 9acTo — OpOHXUATbHAST
acTMa, KOHCTPUKTUBHBIN U (DOJITUKYJISIPHBIN OPOHXHO-
JIUT U OPOHXO03KTAa3bl, a CPEIU UHTEPCTULIMAIBHBIX 00-
JIe3Hel Jale BCero yrmoMruHaeTcst 00 OpraHU3yIoIencst
ITHEBMOHWHU, CAPKOMI03€ WJIN CAPKOMIHBIX PEaKIIMSIX
n auMmdouuTapHoi mHeBMoHuu |35, 6]. Ocoboe MecTo
cpenm aerodyHsix ocnoxkHeHuit OBMH 3aHnumaer 1. H. rpa-
HyJIeMaTO3HO-JIMMbOLUTapHAs MHTEPCTUITMATbHAsST 00-
se3nb gerkux (I'JIMBJI), amarHocTrika KOTOPOiA BBI3bI-
BaeT 0COOBIC 3aTPyIHEHUST Y MOP(OIOTOB, PanroJIOrOB
U KJIMHULKUCTOB.

Briepsbie Tepmun IJIMBJI mpumenen B 2004 r., korna
C.A.Bates et al. ipy TOMOIIY BUAEOTOPAKOCKOITMUECKOM
ouoncum nerkux y 5 u3 18 nauumentos ¢ OBUH n nud-
(y3HBIMU PaTUOJOTMYECKUMU U3MEHEHUSIMU B JIETKUX
TUCTOJIOTUYECKN Y OMHOBPEMEHHO B Pa3HBIX KOMOWHA-
LIUSIX BBISIBIICHBI TMMGOIUTapHAs MHTECPCTUIINATIbHAS
ITHEBMOHMS, (DOJUTMKYJIIPHBIN OpOHXMOJIUT, TUMGbOUIHAS
TUIepIia3us U HEeHEKPOTU3UPYIOLIE CAPKOUIHBIE I'pa-
Hysiembl [7]. KnuHu4yecku y Bcex 3TUX 00JIbHBIX B TON WIIU
WHOH CTeTIeH! HAaOII0MAICh ONBIIIKA W CIUICHOMETAJIS
1 OTMEYaJICs XyILIWi MporHo3. B nanbHeiemM TepMuH
T'JIMBJI cTan ucnonb3oBaThes Y MAllMEHTOB C COYeTAHUEM
HECKOJIBKMX PaTOJIOTHUECKUX VT MOP(OIOTHIECKIX
MMaTTEPHOB IMOPaXKeHUs TKaHU JIETKKNX y 60pbHBIX OB H.

[TepBbIM M TTOKa €IMHCTBEHHBIM KOHCEHCYCOM

no ['JIMBJI siBnsieTcst IOKyMeHT paboueit rpymnrbl British
Lung Foundation / United Kingdom Primary Immunode-
ficiency Network, 110 manHBIM KoToporo I'JIMBJI ompe-
IeNsieTcs KaK «CaMOCTOSITeIbHOE MHTEPCTUILIMATIBHOE
3a00J1eBaHUE JIETKUX, UMEIOLEE XapaKTepHbIe KIUHU-
YeCKMe U MaTOJIOTMYECKUe YePThl, pa3BUBaIOIIEecs Y Ta-
muentoB ¢ OBUH, acconmmmupoBanHoe ¢ TuM@OInTapHOi
WHOWIBTpALe 1 / MW TpaHyJIeMaTO3HBIM MOPaXKEHUEM
JIETKUX, TIPY YCJIIOBUU MCKJIIOUEHUSI IPYTUX U3BECTHBIX
COCTOSIHUA» [8].

['JINBJI Bctpevaercs y 8—22 % nauuentos ¢ OBUH
1 aCCOLIMUPYETCS ¢ 00Jiee BBICOKOM JIETaTbHOCTHIO [9].
CpenHsist BBKMBAEMOCTb Yy TAKMX OOJIbHBIX CHUXKEeHa 00-
nee yeM Ha 50 % [4]. A.Mannina et al. K nipeguKTOpaMm pas-
putusa [JIMBJI y mammmerToB ¢ OBUH oTHeceHbI rutiep-
cruteHu3M U roaptput [ 10], B uccnenoBanum S. Hartono
et al. TaKOBBIMU SIBJISUTMCH CTLUIGHOMETaIUsI, IPUCYTCTBUE
B aHaMHe3e¢ ayTOMMMYHHOI TPOMOOIIUTOIIEHUIECKOMN
IypIyphl U TEMOJUTHYECKOM aHEMUM, a TaKKe HU3KUI
ypoBeHb IgA [11].

Knununueckas kapruna I'JIMBJI HecneuudpuyHa.
OCHOBHBIMH CUMIITOMaMH SIBJISTFOTCSI YMEPEHHO BEIpa-
JKeHHBIC Kallleb 1 onpiiika. [1pu mprcoesMHEHNN BTO-
PUYHOI OPOHXMANTBHOI MHMEKIIUY MOTYT ITOSIBUTHLCS JI -
Xopajika, THoiHast MOKpoTa. Y 76 % OOJIbHBIX BBISIBJISICTCS
crieHoMeTaus, y 25 % — noauapTpuT (JUTsl CpaBHEHUSI:
B rpyrine OB H 6e3 I'TTMBJI Takue HaXonKy OTMEYaroTCst
B 11 17 % cinydaeB COOTBETCTBEHHO). B aHaim3ax KpoBu
npuMepHo y 50 % GoNbHBIX BBIsIBIsIETCS LiuToneHus [10].

B uenom I'NIMBJI pacuieHuBaeTcsl Kak J€ro4YHOE MpPOsiB-
JIEHHE CUCTEMHOTO BOCMAIUTEIbHO-TPAHYIeMaTO3HOIO
npouecca mpu OBUH ¢ BoBieueHneM IuMbaTHIeCcKIX
Y3II0B, CeJIe3eHKU, TIeYeHU, KOCTHOTO MO3Ta U APYTUX
opraHos [12].

[laHHble WHCTPYMEHTaJIbHOIo ob6cneagoBaHus

[MoxazaTenu CiupoOMeTPUX MOTYT JJIUTEIBbHO OCTABaThCS
B Ipejie/iax HOpMaJIbHBIX 3HaYeHui. B 1iesiom naxe mpu
3HAYNTETHHBIX N3MEHEHMSIX 110 JAaHHBIM KOMITBIOTEPHOI
Tomorpacduu Beicokoro paspetneHus (KTBP) opranos
rpynHoit knetku (OI'K) cHuXeHue 1erouyHbIX 00bEMOB
U b hy3MOHHON CTOCOOHOCTH JIETKUX BbIPAXKEHBI 10-
BOJIEHO yMepeHHO [10].

ITo nanubsiM KTBP BeIsiBSIIOTCS Clieayolne TUITUY -
Hble ocodeHHoctu [JIBJI:

* Meskue (< 5 MM) U 0ojiee KpyIHbIe OYaXKU, TI0T-
HOCTb KOTOPBIX COOTBETCTBYET KaK CUMITTOMY «Ma-
TOBOTO CTEKJIa», TaK U COJIMIHOMY XapaKTepy IepH-
OPOHXOBACKYJISIPHOTO pacIpeaeeHus;

*  YTOJIIIEHWE MEXIOJbKOBBIX TIEPETOPOJIOK;

*  (OKYCHI «MaTOBOTO CTEKJIa» 1 KOHCOJTUIAIINI.
Hepenkoit Haxoakoii SIBISIOTCS Tepudepruieckre

O6ponxoakTasbl (~ 40 %) u yTojiieHUe CTEHOK OPOHXOB

(> 50 % caydaeB), BOBMOXHO IMOSIBIICHUE «BO3IYITHBIX

JIOBYIIIEK» ¥ CUMIITOMA MO3anMJHOH TTepdy3nu. YKa3zaH-

HbIC U3MEHEHMST MAaKCUMAaJIbHO MIPEACTaBICHBI B HIDKHUX

U CPeIHUX OTAeNaxX JETKUX, U30JIMPOBAHHOE IMOpakKeHUE

BEPXHMX JOJIE TTPaKTUYECKN HEe BCTPEUaeTcsl U, CKopee

BCETO, CBUIETEIBCTBYET B ITOJIb3Y OIMIOPTYHUCTUIECKIX

nHpexkuunit, Hexxenu [JTUBJI [10]. [Mepudepuyeckas

U MeauacTUHajbHas JuMdaneHonaTus BbISIBIASIETCS

y 40 % 6onpHBIX [JIMBJI [13].

ITockoabKy OpraHU3YIOIIAsICSI MTHEBMOHUS — IIO-
BOJIBHO yacTasl narojiornyeckasi Haxoaka npu I'JIMBJI,
no naHHbiM KTBP OT'K moryt HabmoaaThest XapakTep-
HbIe U3MEHEHMsT — 30HbI KOHCOJIMIAIIUKA U «MaTOBOTO
CTeKJIa» pa3HOU (DOPMBI U pa3MepoB C IMIEPUOPOHXOBA-
CKYJISIPHBIM pacrpeneieHueM, 00paTHBIN CUMIITOM TaJio.
Taxcke xapakTepHbIM 118 narmeHToB ¢ OBUH B 1iesom
u ['JIMBJI B yacTHOCTH SIBJISIETCS yBEJMUYEHUE CEJIE3EHKH,
00BbIYHO Mornanaroleii B cpe3 npu BoinoiHeHuu KTBP
OT'K [14]. ITpu npoBeneHNN MTO3UTPOHHO-IMUCCUOHHOM
tomorpaduu ¢ 2-[(18) F]-dpTop-2-ne3o0kcu-d-raoKko30i
B ciayyae I'JIMBJI BoisiBsieTCsl €€ MOBBILIEHHbBIN 3aXBaT
KaK B TKaHU JIETKUX, TaK U B TUM(pATHIICCKUX y3JIaX C pe-
IYKIMEH CTEIIEHW HAKOIUICHUS pagrodapMIiperiapaTta
Ha oHe JIeYeHUsT LIMTOTCTaTUYECKUMU TIpernapaTaMu
U puTykcumaoowm [15].

Mopdonoruyeckue AaHHbIe

TUNWYHBIMHA TUCTOITATOJIOTUYCCKUMU TpU3HAKaMU
TJINBJI gaBnsitorcst mepuOpoHXUOAsIipHas JuM@ouaHas
mpoaudepanust, TuMdolMTapHass THTePCTUILIMATbHAS
uHbWIbTpauus ¢ npeodnananueM CD4*-kieTok, rpa-
HyJIEMaTO3HOE BOCITaJIeHUE C TUI0OXO C(hOPMUPOBAHHBIMU
rpaHysieMaMu 6e3 Hekpo3a. Kak mpaBuiio, JaHHBIC M3Me-
HEHUS OMHOBPEMEHHO MPHUCYTCTBYIOT Y OMHOTO MMaIlMeHTa
B Pa3HbIX yUacCTKaxX JIETKOT0, YTO HEPEIKO, OCOOEHHO MpU
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OrpaHMYeHHOM 00beMe OMOTICUITHOTO MaTepuaa, mpu-
BOJIMT K OITMOOYHOI AMArHOCTHKE capKoumao3a (capKo-
WIHOM peakiym), TMM@OLUUTApHON NHTEPCTULIMATBHOMN
ITHEBMOHUM WY HOLYJISIPHON TUMMOONIHON IrUIIepIria-
3un. boiee penkumMu HaxogKaMu MOTYT ObITh (DOKYCHI
OpraHu3yIoIeics THEBMOHUY U Pa3HOM CTeTIeH! BbIpa-
JKEHHOCTH MHTepCTULMAaIbHOro hubposa [4, 8, 16].

JvddepeHIUaNbHBIN IMATHO3 CIeAYyeT IMPOBOIUTH
¢ MH(MEKIIMOHHBIMY TTOPaXXEHUSIMU JIETKUX, TUMDOMpPOo-
JudepaTUuBHBIMU TTpoLeccaMu (TuMdoma, TumbounaHast
TUTIEePITIA3KsT) U APYTUMU MHTEPCTULIMAIBHBIMU 3a00J1e-
BaHUSIMU (TUM@OIIMTapHAsI MHTEPCTUILIMATIBHAS] ITHEBMO-
HUSI, OPTaHU3YIOIIASICSI THEBMOHUS, (DOJTUKYISIPHBIA
OPOHXUOJINT), PeXKe — C HecTIeLM(pUIECKO MHTePCTULIU -
aJTBHO ITHEBMOHUEH, CApKOMIO30M, SK30T€HHBIM aJljIep-
TMYECKUM aJIbBEOJIUTOM, METACTATUUYECCKUM TTOPAKEHUEM
JIETKUX, MyLIMHO3HOI aneHokapuuHomoit [1, 17]. Y 20—
30 % narmentoB ¢ OBUH pa3BuBaloTcst ayTOMMMYHHbBIE
3a6oneBanus [S]. [ToMrMO yIOMSIHYTBIX ayTOUMMYHHOM
LIMTOTICHUM Y TIOJIMAPTPUTA, MOTYT OBITh MHIYLIMPOBAHBI
oone3ns LllerpeHa u BaCKyJUTbI CO BTOPUUHBIM TTOpake-
HMEM JIETKUX, TTPU KOTOPBIX TaKxXe TpedyeTcs auddepeH-
nuadbpHbIi nuarHo3 ¢ OBUH.

Jist uckmoueHUsT MHMEKIIMOHHOM IMPUPOIBI TTaTo-
JIOTMYECKUX U3MEHEHUN B JIETKUX Y BCEX MallMEeHTOB
¢ OBUH cnenyeT BBINOTHITH OPOHXOATBBEOJISIPHBIN J1a-
BaX C MCCIIeAOBAaHNEM JIABaXKHOM KUIKOCTU Ha OITIOp-
TYHUCTUYECKHE BO30OynuTenn (MUKOOAKTEPUU, TPHOKH,
pecnupaTopHble BUPYCHI, Pneumocystis jirovecii).

Hunsg nuarnosa I'JIMBJI pekomeHayeTcst mpoBeaeHe
OMOTICUHU JIETKUX METOIOM BUIACOTOPAKOCKOITMICCKOM
OUOTICUY JIETKUX C OMOIICHeit KaK MUHUMYM U3 2 IoJieit
serkux [8]. OgHaKo sKCOepThI MoJaraloT, 4YTo B OyvKaii-
meM OyylleM METOIOM BbIOOpaA TSI TUCTOJIOTUYECKON
BepU(UKALIMK THArHO3a CTaHET TPaHCOpOHXMAIbHAS
Kpuobwuoricus [12].

HauGonbiine ca0XHOCTY NUMarHo3 MpeacTaBisieT
B ciyuae, eciu [JIMBJI siBiisieTcst mepBbIM KIMHUYECKUM
nposseiennemM OBUH [17].

[1pu BBISIBJICHUY CMEIIIAHHOTO TTaTTepHA MHTSPCTHUIIN -
aJbHOTO M 04aroBoro rnopaxeHus 1o gaHHeiM KTBP OT'K
WU B OUOTICUITHOM MaTepuaje, OCOOEHHO Y MOJIOIBIX
MMallMeHTOB, TpeOyeTcsT oTpeaeieHe YPOBHS ChIBOPO-
TouHbIX Ig g nckmouenus ned6rora OBUH ¢ ITTUBJI.

NeyeHue
PaHHOMI/ISI/I]C)OBaHHLIC KIIMHUYECKUEC UCCIIEA0OBAHUSA TC-

panuu I'NTMBJI He nmpoBoaAUIUChL. Y aCUMIITOMHBIX Ma-
uueHToB ¢ [JIMBJI u coxpaHeHHOI JIerouHO# (DyHKLIMeH

TpedyeTcs MepecMOTP J03bI U PEXKMMOB 3aMECTUTEIbHOM
tepanuu Ig [12]. Y GoibHBIX ¢ KIMHUYECKUMU MPOSIBIIE-
HUSIMU 1 / WA HapylIeHueM (yHKIIUY BHEIITHETO ThIXa-
HUS B Ka4eCTBE TEpaITMy MEPBOI TMHUM UCTIOIb3YIOTCS
CUCTEMHBIE INTIOKOKOPTUKOCTEPOUIBI B CPEAHEN CYTOUYHOM
no3e 40 Mr mpenHu300Ha. BO3MOXHBI CTapTOBBIE KOM-
OMHAIINM ITPETHU30JI0HA C a3aTUOIIPUHOM WIN MUKO(e-
HosaTa modeTusioM [8]. B kauecTBe mpenapaToB BTOPOiA
JIMHUM pacCMaTPUBAIOTCS a3aTUONIPUH U MUKO(eHoIaTa
MoOeTH, BO3BMOXHO, B KOMOMHALIMU C pUTYKCUMAaOOM.
ITo manubM N.M.Chase et al., y TallueHTOB, PE3UCTCHT-
HBIX K TepaIiy TTTIOKOKOPTUKOCTEPOMIAMU, B PE3yIbTaTe
Teparnuu KoMOMHaLMel puTyKcumMabda 1 a3aTuonpuHa,
a TIpY HEMEePEeHOCUMOCTH ITOCJIEIHETO — PUTYKCUMa-
0a 1 6-MepKaIlTollypuHa B TedeHue 18 mec. Hab0qa-
JIMCh 3HAUYUTEJILHBIN perpecc mposiBIeHU 3a001eBaHUS
no nanHbiM KTBP OI'K u ynyuieHue (pyHKIMOHATBHBIX
nokazareJeit [18]. B muteparype Takxe BCTpeyaroTcsl Omnu-
CaHWMS CITydaeB YCIIeITHOTO ITPUMEHEHMS IIUKJIOCTIOPUHA,
MHTUOUTOPOB (pakTOpa HEKPO3a OIMYyXOJU-C, CUPOJIH-
Myca, TakposauMyca a Takke abartarenTta [19]. KoHnceH-
CyC TI0 IJINTETLHOCTH JICYCHUS, KPUTEPUEB CHUKCHUS
IT03 TIpeITapaToB, IMMOKa3aHUI K TIPEKPaIeHUIO Teparnu
I'JIMBJI B HacTosiee BpeMst He pa3paboTaH.

Takum obpazom, guarHoctuka ['JIMBJI u BbIOOp Tak-
TUKHU BeICHUST TAKUX TTALIMEHTOB ITPEICTABIISIOT OOJTBIITE
TPYIHOCTH; TIPU 3TOM, TTO-BUINMOMY, B OOJBIIMHCTBE
cjlyyaeB TpeOyeTcsl MeXIUCLHUIIJIMHAPHOE 00CYyXIeHue
COBOKYITHOCTHU KJIMHUYECKUX, PATUOJIOTMYECKUX U MOP-
(onmormyeckux gaHHbBIX. B KauecTBe MiUTIOCTpaIUK TIPU -
BOIUTCS KIIMHUYECKOE HAOIIONEHNE.

KnuHuyeckoe HabnrodeHue

[Marment 29 et ¢ OBUH, noydasimii neueHne B KinmHnke Oe-
NIEPaTIbHOTO HAYYHO-KITMHUYECKOTO IIEHTpPa CIIeUaI31POBaH-
HBIX BUIOB MEUIIMHCKON MOMOIIN U MEAULIMHCKUX TEXHOJOTUIA
DenepatbHOrO MEIUKO-0MOJOTMYECKOTO areHTCTBa, MPH TMO-
CTYTUIEHWU TIPEIbSIBIISUT KATOOBI Ha PEIKUIT HETTPOIYKTUBHBIN
KallleJib, XPUTIBI B TPYIHO KJIETKE, ONBIIIKY TP GU3MIECKON
Harpy3ke 0—1 (mMRC), cnabocts. B anamMHe3e — BeTpsiHas
ocra, TByCTOPOHHMIT CUHYCUT B Bo3pacTe 10 jieT, IByCTOpOHHSIST
IMTHEBMOHMS TpYXKIbI 3a repron 2015—2016 rr. (pa3pelnieHue
T10 TAaHHBIM PaTUOJIOTMUECKOTO UCCISIOBAHMS ITOCIIe aHTHOAK -
TepuanbHoi Tepanun), Herpes zoster 8 mone 2016 r. C 2015 .
peructpupoBanack TpomooruroneHus 10 50 X 10° / 1. B atom
e roay namueHTy yctaHonneH nuarios OBUH, npoBoaunock
neueHue BHyTpuBeHHBIMU Ig. C Havana 2016 r. oTMeUaTCs
YBETMUeHUE MIEHHBIX, aKCUJUISIPHBIX, 3a0pIOITMHHBIX, TA30BbIX,
BHYTPUTPYIHBIX TUM(DATUIECKIX y3II0B, CTUIEHOMETANINS U Te-
rnmaroMeraaus (cM. TabJuILy).

Tabauua

Pesyavmamut aabopamopnuix uccaedosanuii om geepaas 2016 2.

MNokasarenb
TpomGouuTbI
TpombouuTbl no ®oHuo

Jlumdpoumel, %

Table
The laboratory results from February 2016
3HaveHne
65 x 10 x 10°/ n (Hopma - 150-320 10 x 10°/ n)
145 x 10 x 10°/ n (Hopma - 180-320 x 10°/ n)
60 (Hopma - 19-37)

Hauaso. ITponoskeHue Tabii. cM. Ha CTP. XXX
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OkoHuaHue Tabj1. Hauano cM. Ha cTp. xxx
a,-®pakumm, % 3,5 (Hopma - 1,5-2,7)
y-®pakuum, % BbipaxeHHoe CHKeHne

YposeHb Ig, ME / mn:

*1gG 9 (Hopma - 95-325)

*IgA 5 (Hopma - 55-250)

o IgM 569 (Hopma - 60-405)
Cekpeuus 6enka beHc-[IxoHca kB, mr / n:

* B CbIBOPOTKE KPOBM 60,6 (meTop Freelite)*

* B Moye CnepoBoe konn4ecTso
Copepxanue f,-Mukpornobynuna He BbIfiBNeHo
MeTon nmmyHodeHoTUNMpoBaHus* [JlaHHbIX 32 nUMchonponudepaTBHoe 3aboneBaHune He NoNny4YeHo
CraHpapTHOe LMTOreHeTUYecKoe nccneaoBaHue 46 XY - HopManbHbIA MyXCKOI KapuoTun
CBeToonTu4eckoe uccneaoBaHue Koxu [JlaHHbIX 32 nuMdonponudepaTmHoe 3aboneBaHue He Nony4YeHo
AHTUTpOMBOLMTAPHbIE aHTUTENa He BbifiBNeHbI
MNLP-onpepenenve mytauumn V617F B rene Jak He BbIfBNEHO

Bupyconoruyeckoe uccneaoBaHue
IgG k uuTomeranoBupycy, ea. / Mn 0,53 (Hopma - 0-0,5)
AxtuTena:

* K BUpycy dnwreitHa-bapp He o6HapyxeHbI

* HCV, HBcAg ="-

* K TOKCONNa3mMam -"-

* [IHK k napasupycy ="-
BWY OtpuuatensHo
CrepHanbHas nyHKuusA

TMnonnasus KPOBETBOPHON TKaHH, U3MEHEHUs B MerakapuoLMTapHOM POCTKe, XapaKTepHble AN MIMMYHOONOCPEAOBaHHOM TPOMGOLMTONEHUH; AaHHBIX B NONb3Y
nopaxeHusi npu numdome / neitkose He nony4eHo

TMpumeyanme: Ig — uamyrornobynui; MNLP - nonvmepasxas uenHas peakuns; HCV - upyc renatuta C; HBCAQ — NOBEPXHOCTHbIA aHTUreH Bupyca renatuta B; BIY - Bupyc ummyHogedmumTa
YernoBexa; * - Npu NOBTOPHbIX 06CNEA0BAHMSIX — OTPULATENEHO.

Note: *, for repeated examinations - negative.

Puc. 1. KommbioTepHasi ToMorpaMMa BBICOKOTO pa3pelieHrsi OpraHOB IPYIHOM KJIETKH Y TIAIIMEeHTa ¢ 0011eit BaprabeTbHO MMMYHHOU HEIOCTa-
TOYHOCTBIO. B HUXKHUX oT/ie/1aX 000MX JIETKUX BU3YaTU3UPYIOTCSI MHOXKECTBEHHbBIE OYaru OKpyrjoit (hopMbl pa3HbIX pa3MepoB ¢ rnepuianumdaru-
YeCKUM PacCIpe/ie]IeHUEM, y YaCTU U3 KOTOPBIX OTMEUAIOTCST YeTKIE KOHTYPBI U BBICOKASI IJIOTHOCTD, Y OCTAJIbHBIX — Pa3MbIThIe TPAHUIIBI U Goiee
HU3Kast TNIOTHOCTD. CyOIIeBpabHO ONMPEneIsSIIOTCS HECKOIBKO YYaCTKOB «MaTOBOIO CTEKJIa», OTACbHbIC YTOIIIEHHbIE MEXIOJIbKOBbIE TIEPero-

ponku

Figure 1. High-resolution computed tomography of the chest of the patient with common variable immunodeficiency. The lower regions of both
lungs contain multiple round-shaped foci of different sizes with perilymphatic distribution, some of which have clear contours and high density. The
rest have blurred boundaries and lower density. Several areas of “frosted glass” and separate thickened interlobular septa are visualized subpleurally
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Puc. 2. KoMmnbioTepHasi ToMorpamMma OpIOILIHOM MOJIOCTH TalMeHTa
¢ ob1ieil BapuabeabHON MMMYHHOI HEOCTATOYHOCThIO. Busyanusu-
pYIOTCsI cesie3eHKa OOJIbILMX pa3MepoB, YBEeJIMUEHHas! MeYeHb, 3a0plo-
HHAs TuMdaneHonaTus

Figure 2. Computed tomography of the abdominal cavity of the patient
with common variable immunodeficiency. Large spleen, enlarged liver,
and retroperitoneal lymphadenopathy are visualized

C nrons 2016 1. B JIETKUX ONpeaessieTcs JMCCEMUHNUPOBAH-
HBII MPOLIECC — MHOXECTBEHHBIE OYaru pa3HOM IMIOTHOCTU
M pa3MepoB, (POKYChI «MaTOBOTO CTEKJIa» ¢ MAKCUMAJIbHOM BbI-
PaXXeHHOCTbIO B HUKHUX OTAeaX Jerkux (puc. 1). B oproiiHoii
MOJIOCTU BU3YaJIU3UPYIOTCS Cele3eHKa TUTaHTCKUX Pa3MepOB,
rermaToMerayiusi, yBeJIM4eHHbIe 3a0PIOIIMHHbIC TUMbaTHUe-
ckue y3asl (puc. 2). UMMmyHodeHOTUTMpOBaHUE TUMGBOLIMTOB
nepudeprIecKoil KpOBHU, TPEIAHOOUOIICHSI KOCTHOIO MO3Tra
MO3BOJIWIM UCKITIOYUTD IMMGbOMY U reMobactos. [IpoBeneH
KypcC JIeUeHHUs] TPOTUBOTYOEPKYIE3HBIMU TIpernapaTaMu 0e3
CYILIECTBEHHOT'O KJIMHMYECKOTO 1 PaaOJI0THIeCKOro adeK-
ta. C 1enbio BepubUKallMy 1MarHo3a MpoBeieHa BUIeoTopa-
KOCKOIMYecKas OMOMCUs U3 HUXHEH D01 JIEBOTO JIETKOTO.
Mopdoaornyeckoe ¥ UMMYHOTMCTOXUMHYECKOE MCCIIEI0-
BaHMeE MPOBOAUIOCH B 4 denepaabHBIX HAyYHO-KMCCIeI0Ba -
TEJbCKUX YIPEXKICHUSIX, IIPU ITOM ITOJYYEHBI CIACaYyIoIIre
3aKJII0YEHUS:

*  Mopdosornyeckas KapTMHa XapaKTepu3yeT HOMYJISIPHYIO

JTMMGOUIHYIO TUITEPILIA3KIO.

+ nuMdonmTapHasi THOWIBTpalKs CTEHOK albBeoJI, MeCTa-

MU ¢ popMUPOBaHUEM JTUMGBOUIHBIX CKOIUIEHUI 10 TUITY

b omnKynos;

*  MHTePCTULMAIbHBINA GrOpo3, hopMuUpyloIiascs rpaHyieMa,

HEeOIpeaeeHHOTO MPOUCXOXKICHNS;

*  muMdonIHAST MHTePCTUIIMATbHAS THEBMOHMUSI.

3aknroyeHue

Takum oOpa3oM, HECMOTPST Ha IOCTATOYHBIN 00BEM
MaTepuasa, XOTs ¥ B3SITOTo B Ipeaenax 1 qonu, 4 mopdo-
JIOTaMU JIaHbl pa3HbIe 3aKJII0UEHUST OTHOCUTEIbLHO XapaK-
Tepa 3a0osieBaHUs JieTKuX. JJaHHbIN ciydait obcyxxaancs
Ha MEXIVCUUTUTMHAPHON KoMuccuu. B cBsi3u co cme-
LIAHHBIM PaAMOMOPdOIOrMYeCKUM NATTEPHOM IOpaxe-
Husg nerkux (rmo gaHHbiM KTBP OI'K — ouaroBo-uHTep-
CTULIMATBHBIN TTATTEPH, MPU TUCTOJIOTMYECKOM MCCIIEI0-
BaHUUM — JUMMOUTHAS TUTIEPIIA3UST U MHPUITBTPALINS,
HeKa3eo3Has TpaHyJieMa), a TaKXkKe CUCTeMHOM TuMdo-
nposidepaTuBHOM peaklyeii, renaTocrieHoMerajauei

Y ayTOMMMYHHOI TPOMOOLIMTOTEHUEH, KOMJIETUATbHO
npuHsTO peuieHue o nuaruose [JINBJI.
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