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Ilepsuunbiii ummyHoOeduuum npeocmasnsen 3HAUUMY0 NPooaemy
30pasooxpaneHuss. Smum, 6 HacmHOCMU, 00YCI0671eHO CO30aHUe N0 UHULUAMUEE
psoa cmpan Eeponetickozo pecucmpa nauuenmos ¢ nepsutHvIMu
HACTIEOCNBEHHDIMU UMMYHOOCPUUUMHBIMU COCOTHUAMU U 2EHHVIX MYMAUULL
KaK NPUHUH NepeUuHHOLL UMMYHHOU HedocmamouHocmu. B demckom eospacme
3a6071e6aHue Haule 6CMpedaemcs y MAaav4uKos, 60 63POCTIOM — BbLABTAENICS

€ 00UHAK060TI UACMOMOTi Y UL, 060€20 Nona.
B cmamve paccmompen KnuHuMecKuti cy4ati 6 OMHOWEHUU UeCmusienHezo
manvuuxa c bonesmvio bpymona. bonestv Bpymona (azammaznoOynuremus) —
oueHb pedkoe (cOOmHoUleHUe HOBOPOHOeHHbIX Mamvuukos 1:1000000)
X-cuennerHoe HacnedcmeeHHoe 3a0071e6aHUe, KOMOPOe ACCOUUUPYENCS

¢ Mymauueti eeHa UUMonnasmamuyeckoti muposurnxunasul (Btk),
obecneuusarouieti ougpgpeperyuposky npe-B-numponyumos. JlanHas namonozust
XAPAKmMepusyemcs azpeccusHvim meqeruem. B omcymcemeue adexeammoti
mepanuu 603MOoHeH eMabHvlll UCXO00.

Knioueevie cnosa: 6onesrnv bpymona, ummyHumem, umMmyHooepuyum,
UMMYHO2I00YTIUHDL, 2YMOPATILHOE 36€HO
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BeepeHune

ITepBruHbBIe MMMYHOIEe(PUIUTHBIE
COCTOAHUA, NN HepBI/I‘{HI)Ie I/IMMY—
HOJICCIJI/II.H/IT bI, KaK l'IpaBI/I)'IO, Hacne;[y—
eMble necbeKTbI. OnHako B HacTosAIIEe
BpeMsl BCTPEYAITCA BPOXIEHHbIE
MMMyHO;[e(bMuMTbI, KOTOpbIE B 6071b-
IINHCTBE cny'{aeB HE HaCTIeJIYIOTCH.

KoHuenums mepBMYHBIX MMMYHO-
nedUIUTHBIX COCTOSIHUI CIIOXKU-
nacp B cepeanHe XX B. OpgHako
KJIVHUYeCKMe NpUMephbl HaHHBIX
HATOJIOTMIT OIMCBIBANIN U PaHee.

[lepBuuHble UMMYHOJePULNTHDBIE
COCTOSIHMA OYeHb YacTO CTaHO-
BATCA NPUYNHON JIETaTbHOTO MUC-

Xojla MmalueHToB Monoxe 20 ner.
OCHOBHOJI NPUYMHON TaKOBOTO
SIBJISIETCST IPUCOENIHEHe BTOPUY-
Hott uHexun. [letu 1o ropa, Kaxk
IIpaBUIO, YMUPAIOT U3-3a CEICHCa,
pasBuBIIerocs Ha GoHe IePBUIHO-
ro uMMmyHopedumuta [1, 2].

B ocHoBe pasBUTUS MEPBUIHBIX
UMMYyHOREe(PUIMTHBIX COCTOSHUI
JexXaT MyTalus TeHOB U Ilepe-
cTpolika xpoMocoM. [eH, B KoTo-
pOoM ecTb fieeKT, ABIAETCS BBICOKO
IeHeTPAaHTHBIM IIPU YCIOBUU PaH-
Hell 3KCIpPeCcCUy TeHeTUYeCKOTO
medekra [2-5].

PaccmaTtpuBaemMble MMMYHOJIOTH-
YecKue MOPaXeHUs MOXHO MO-
JTY4UTHh C IOMOILIbI0O T€HHO-UH-
JKEHEePHBIX TEXHOJIOIMII HOKayTa
reHOB. JTO IMO3BONSAET YCTaHO-
BUTH CBS3b OINpPEfeNeHHBIX TeHOB
C KOMIIZIEKCOM CTPYKTYp, KOTO-
pble OHU [eTePMUHNPYIOT, U IIPO-
IjeccaMy B MMMYHHOI CHUCTeMe.
PereccuBHbBIEe MyTaluu, KOTOpbIe
JIOKanu3ywTcs B X-XpOMOCOME, —
OfJHAa M3 CaMbIX YaCTBIX NMPUYNH
Pa3BUTHSI MEPBUYHBIX UMMYHOME-
$uIUTHBIX cocToAHMI [6-9].
X-cIenmeHHoe HaclefCTBEHHOE
3aboneBanue — 6ome3Hp bpyToHa,
WIN TIEPBUYHBII MMMyHOAeuIuT
TyMOPaJIbHOTO 3BeHa IMMYHUTETA,
BIlepBble ObUT ommcan B 1954 1. [2,
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4,5, 10-13]. IlpuunuHoit ero pa3su-
T ABNIsAeTCs fed ekt B-kmeTouHoM
tuposuakuHassl (Btk). [Tocmenuss
y4acTByeT B (GOpMUPOBAHNUU
B-numdonuros. Kak cinencrsue,
CHUDKaeTCsl YpPOBeHb BCEX UM-
myHorno6ynuuos (Ig). Baxuo
OTMETUTH, YTO KOJIUYECTBO ChbI-
BOPOTOYHBIX MMMYHOTIOOYIN-
HOB, yKasbplBaollee Ha (QYHKINIO
B-kJeTOK, a Tak)Ke Ha MX B3aMMO-
meiictBue ¢ T-xenmepamu, U3MeHsI-
eTcd B 60JIbIlIell CTENEHM, YeM YIC-
JIEHHOCTb B-K/meToK.

Bo BpeMsa BHYTpUyTpOoOHOrO Ile-
puosa pasBUTUA PUKCUPYETCS
CHIUDKEHHUE COMepXXaHus Mare-
prHCKMX aHTHTen. KnuHndeckne
HpU3HAKM 3a00IeBAHMS OSIBIIA-
I0TCA B BO3pacTe [IBYX-Tpex JIeT.
YyBCTBUTENBHOCTD K TOKCUHAM
Y BHEKJIETOYHBIM OaKTepUsIM CHU-
>KaeTcs. Peakuysi UMMyHMTeTa Ha
6O/BIIMHCTBO BUPYCOB He MEHs-
eTcs. VIckmoyeHme, B 9aCTHOCTH,
cocraBnAlT Bupych Kokcakn
n JKxo. YBenudeHus numeoys-
0B He HabmoHaercs. Ilpu manb-
nanuym OHUM MATKO3/MaCTUYeCKO
KOHCUCTEHIIMH, He CHAsHBIL C JpYy-
IUMM TKaHAMU, 6e300e3HEeHHBI.
Pasmep medeHU M Cele3eHKM He
yBenudeH. JacTo BCcTpedaroTcA
pecnupaTopHbie anyIepro3pl, OTUT,
9K3eMa, OaKTepuanbHble KOHB-
IOHKTUBUTBI, muogepmun. JVs3-3a
HEZOCTATOYHOCTH CEKPETOPHBIX
IgA Mo>XeT pasBUTHCA CUHJPOM
Manbabcopbunu. OCnMOKHEHUSIMU
3aboeBaHNsA ABIAIOTCSA peBMa-
TOMIHBIIL aPTPUT, OCTEOMUETINUT,
KOTOpBIe MOTYT MEPENTH B CETICUC
(1,5, 10, 14, 15].

JIMarHo3 mopTBepKaaeTCsA pe3yib-
TaTaMy 71a60PATOPHBIX MCCTIENO0-
BaHMUI: CHUXKEHUE KOJIMUYeCTBaA
B-num¢ponuros, nMMyHOrnoby-
JIMHOB BCEX KJIACCOB, B YaCTHOC-
™ IgG, a Takke TUTPOM aHTUTEN.
ITokasatenu T-KIeTOYHOro 3BEHA
MMMYHHUTETA OCTAOTCA 6e3 u3Me-
HEeHWIA.

B kavecTBe Tepanmum Ha3HAYaKOT
aHuMbOaKTepuanpbHble Mpenaparsl,
BBeleHMe JMMMYHOITTOOYIMHOB
(MmmyHoBenuH, IlenTtarnobus,
Canpornobynns).

ITporHos, xak mpaBuio, He6aaro-
IPUATHBIN.

PeBMmatonorna, TpaBMaTonoriAa u opToneaua

Knunnuecknit cnyvain

B pecny6nukaHCKON HeTCKO
KIUHUYECKON OONbHUIlE T.
BnagmkaBKasa B TedeHMe MATHU
et HaOII/ancs MalMeHT C Hep-
BUYHBIM MMMYHOREePULUTOM TIy-
MOpPaZbHOTO 3Be€Ha UMMYHUTe-
Ta — 6onme3Hp0 bpyrona. [ToMmnmo
OCHOBHOTO 3a60/€eBaHUA BbIAB-
JIeHbl XPOHMYECKUI penuEUBU-
pyHOILINII IOBEHUIbHBIN apPTPUT,
nayuMapTUKYIAPHBINT BapuaHT
(aKTMBHOCTb TNEPBOI CTeNmeHN,
GYyHKIMOHA/IbHOE HapylLIeHNe IIep-
BOJl CTeleHY, PeHTreHOJoTuYe-
CKOe IporpeccupoBaHle HY/IEeBON
CTagum), XpOHUYECKUIT THOMHBINI
CpelHMI OTUT, alecHOUABI TPETbel
CTeIleHN, aHeMIsI JKene30epuinT-
Hasl JIeTKOW CTeTeH.

M3 anamHesa: poguaca oT BTOpOIt
OepeMeHHOCTH, BTOPBIX CPOYHBIX
pogoB. Macca Tena mpu poxpe-
Huu — 3 kr. PagBuBaeTcs B cooT-
BeTCTBUM C Bo3pacToM. IlepeHnec
OBYCTOPOHHIOIO HM)XHEJONEeBYIO
MHEeBMOHNIO, IPaBOCTOPOHHIOI
BEpXHENO/NeBYI0D ITHEBMOHMUIO
(mBa>XK[bl), THOHBII CPETHMUIT OTUT.
He npusur.

B oktsa6pe 2014 r. mocTynuna B Xu-
pypruveckoe oTfeneHne pecrny6-
JIMKAHCKOM TETCKOM KIMHUYECKOI
GONbHUIIBI C )Kajmob6aMy Ha OTEKU
u 601U B 06aCTU TONIEHOCTOII-
HBIX U KOJI€HHBIX CYCTaBOB, Ipa-
BOTO JIOKTEBOTO CYCTaBa, IIOBbI-
meHmue Temieparypsl fo 39 °C.
ITo pesynbpraTaM oOCIefOBaHUA
MOCTaBJIeH AMArHo3: Cemcuc, cell-
TUKomueMuyeckass ¢opma, ocT-
Pblil TeMAaTOT€HHbII OCTEOMUETNUT
ob6enx GeIpeHHBIX KOCTEIT, 06enx
6071b111€6EPIIOBBIX KOCTEN, IPABOI
nne4yeBON KOCTU, TUIIOXPOMHasA
aHeMI:A CpefjHell CTeleHN.

B maprte 2015 r. magueHT HeO[-
HOKPATHO OBII TOCIUTANN3UPO-
BaH B XMPYpPruueckoe OTHeNeHMNe.
ITocTaBneH AMarHO3: XpOHUYECKUIT
OCTEOMMENNT JIeBOTO Gefpa, n1eBo-
CTOPOHHUII THOVHBIN TOHUT, JIBY-
CTOPOHHMII OCTPbIN CPEJHUI OTUT.
[TpoBenena anTnbakTepmaabHas
Tepamnus.

B amperne 2015 r. BnepBbie o6cre-
IOBaH B OTHE/IEHNN TeMaToIorum/
PeBMAaTOIOINY pecIryOIuKaHCKOM
NEeTCKOM KJIMHUYECKON OONbHU-

KNIMHNUeCKaa npakTuka

ubl r. BragmkaBkasa. [Jmarsos:
IOBEHUJIbHBIN MMOTATU4YeCKUN
ApTPUT, CepOHeTaTUBHBIN (aK-
TUBHOCTb BTOPOIl CTeleHU, PyH-
KIIMOHA/IbHOE HapyIIeHNe BTOPOI
CTeNeH!U, PEHTTeHOJOTUYecKoe
IporpeccupoBaHue BTOPOIl CTa-
nuu). Ilo pesynpratam obcre-
OOBaHMS TNOCTAaBJIEeH [UATHO3:
IepPBUYHBII UMMYHOIeULNT I'y-
MOPa/JIbHOTO 3B€HA UMMYHUTETA —
6one3sHp BpyTroHa (arammarno-
OynuHeMus), pelugUBUPYIOMINI
THOVHBIN CpefHMII NPpaBOCTO-
POHHMII OTUT, XPOHUYECKUI pe-
UMAUBUPYIOWIUI OBEHUIbHBIN
ApTPUT, MAYLUAPTUKYIAPHBIN
BapuaHT (aKTMBHOCTb IEpPBON
cTeneHu, QyHKIMOHATbHOE HapY-
IIeHVe TIePBOJ CTENeHN, peHTTe-
HOJIOTMYeCKOe IIPOorpeccupoBaHme
HyneBoi crapum). Ilonywan 3a-
MECTUTE/IbHYIO Tepallnio BHYTPU-
BeHHBIMY MMMYHOITIOOY/IMHAMMU
(BBUT), HecTepouaHble TPOTU-
BOBOCIHA/NIUTE/NbHbIE IIperaparhl
(Hait3), MeTOoTpekcar 5 MT OfuH
pas B HeJe/lI0 BHYTPUMBIIIEYHO,
IIPEeIHU30/I0H 15 MI ¢ MOCTEIeH-
HOJI OTMEHO¥, JUIIPOCIaH B 00-
JIaCTh KOJIEHHOTO CycTaBa 11 060ux
TOJIEHOCTOITHBIX CycTaBoB. Yepes
HeJe/TI0 TI0C/Ie BTOPOTO BBefeHNA
BBMUI Ha ¢poHE OTMEHBI ITIIOKOKOP-
TUKOCTEPOU0B 3apUKCUPOBAHO
BBIpa)KeHHOe 000CTpeHMe MONu-
apTpUTa C CUMMETPUYHBIM IIOpa-
JKEHIIEM CyCTaBOB BEPXHUX M HIK-
HIX KOHeYHOCTel. [IoBTOpHO 6bIN
HasHayeH IpeJHU30/I0OH, IPOJOII-
JKEHO BBeJleHMe MeTOTpeKcaTa.

B mexabpe 2015 1. B cBsA3M C mep-
CUCTUPOBAHNMEM apTpPUTa IIOCIIE
CHIVDKEHMUSI O3Bl U OTMEHBI TJII0-
KOKOPTMKOCTEPOU/JOB Ha3HadYeH
6MoOTNYeCKNII Ipemapar aja-
numymab (Xymmupa) B gose 40 mr
OZIVH pa3 B [IBe HeJ[e/MN MOJJKOXKHO.
/3-3a mOBbIIIEHNs YPOBHA TpPaH-
CcaMMHa3, a TaKXXe M3-3a peluin-
BUPYIOIIEr0 apTPUTA METOTPEKCaT
6bI/1 OTMEHEH.

ITocnennee BBenenue BBUI 18 sau-
Baps 2017 I. B OTHe/IEHUN pecIy6-
JIMKAHCKOM J€TCKOV KIMHUYECKON
60IbHUIBL.

3a mpomepgmuil Mepuoj HEOJ-
HOKpaTHO Hepebosie/l BUPYCHBIMU
MHPEKUMAMYU, OTMeYannuch 060CT-
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PeHMA OTUTA, TepIeTUIecKNe BbI-
CBIITAHUA.

M3-3a yxXypueHusa coCTOAHNUA Ha-
IpaBjeH YYaCTKOBBIM IIeJIaTPOM
Ha o0cjIefloBaHue U JIe4eHNe B pec-
NyOMMKAHCKYI0 HeTCKYI0 KIMHU-
4eCKYI0 OONbHUILY.

[Ipn moctymneHuu ob6Hapyxe-
Ha (rerMoHa IpaBoOl TOJNEHMU
(B 0671aCTV MKPOHOXKHOI MBILIIIBI),
B cBA3U ¢ 4eM 1 mronda 2017 r. mpo-
BefleHa oIlepalys — BCKPBITHE, ca-
HalusA, TpeHMpPOBaHNe I'HOMHMKA.
C 1 mo 9 mions 2017 r. HaxomM/ICs
Ha JIeYeHNN B XMPYPTUUECKOM OT-
penenun. Ilonydan aHTHOMOTUKMY,
Ie3MHTOKCUKALMIOHHYIO TepaIunio,
BBUTI (JMimMyHOBEeHUH) B HO3e
10 r (2 u 3 wrons).

Insa manpHelimero o6ciaenoBaHUA
U JIe4eHNA TepeBefleH B OT/eIeHne
reMaTo/I0r 11/ peBMaTONOT UH.

B nexabpe 2018 r. pe6eHOK Harpas-
JeH Ha CTalOHapHOe Je4YeHue
B pecIyOIMKaHCKYIO JeTCKYIO K-
HUYECKYI0 0OIbHMILY.

IIpu nocrynnennn Macca tena — 15 Kr,
poct - 100 cm. HopmanbHOrO Teso-
CIIOXKEHMA. YIOBIETBOPUTEILHOTO
MIUTAHUA.

CocrossHMe CpefHell TAXKeCTH.
Ko>xHble TOKPOBBI 671e[[HO-PO30BbIE,
eIMHMYHbIE 9KXMMO3bl Ha HIDKHUX
KoHe4yHOCTsAX. llepudepnueckue
nuMQOY3Ibl efVMHUYHbIE O 1 CM.
Hedurypanys KoIeHHBIX CYCTaBOB
(B 6omplieil CTemeHM MPaBoOro),
yMepeHHast 60/Ie3HEHHOCTb IIPU aK-
TUBHBIX IBVDKEHIAX.

Ibixanue myspunpHoe. YacroTa
ObIXaHUA — 24 B MUHYTY.

O6macTp ceppua Ha BUJ He U3Me-
HeHa. IpaHMIBl OTHOCKUTE/NIBHOI
CeppiedHOI TYIOCTN: IIpaBas — Ha
1 cM cHapyXM OT IPaBOTro Kpas
TPyZVHBI, TeBasd — Ha 1 cM cHapy-
KU OT JIEBOJ CPeSMHHO-KIIYNY-
Holl muHNUN. TOHBI cepAma cpefHeit
TPOMKOCTHU, PUTM He HapylleH,
KOPOTKUI CUCTOJMYECKUI IIYM
Ha Bepxymke. Yactora ceppued-
HBIX COKpaueHuin - 96 B MUHY-
Ty. ApTepmanbHOe JlaBJIeHNE —
90/50 MM pT. CT.

JKuBot msarkmit, 6e360/1e3HeHHBII,
IeYeHb U Celle3eHKa He YBe/INYeHBL.
Cryn u guypes He HapyIlIeHbI.
Pesynbrarel 1ab0paTOpPHBIX aHa-
ausoB ot 20 mag 2019 r. O6mumit

aHaMM3 KpOBU: yPOBEHb 3PUTPO-
uuToB — 4,75 % 10'2, reMorio6uHa —
110 r/n, TpombonuToB — 332 % 10°,
peTuxkynounToB — 13%, neikonu-
ToB — 8,5% 10°, ma/mouKos/jepHbIX
HeliTpodunoB - 5%, s03uHOPU-
70B — 9%, CEerMeHTOAIePHbIX HEll-
Tpodunos - 20%, mumMdpoLuToB —
59%, MoHOUTOB - 7%, CKOPOCTb
OCeflaHNA SPUTPONUTOB — 4 MM/4.
buoxmmmdecknii aHanan3 KpPOBM:
C-peakTuBHBII 6€TOK — OTpuIla-
TenbHO, IgA - 28 Mr/mn (HopMma
80-406 mr/pn), IgM - 12 mr/pn
(34-214 mr/pn), IgG - 813 mMr/pn
(680-1650 mr/mn), o6uMIt 6eM0K —
65 /1, anpbymMuH — 46 /71, 061muIL
O6unupybun - 9,8 MKM/1, mps-
Moit - 1,9 MKM/JI, CBIBOPOTOYHOE
)xkenme3o — 11,3 MKM/JI, maKTaTmae-
rujporeHasa — 872 efi/n, meno4yHas
docdarasa - 219 en/n, MoueBUHa —
4,8 MM/, KpeaTUHUH — 46 MKM/TI,
I7I0K03a — 4,4 MM/JI, XONneCTepuH —
3,1 MM/

O6muit aganus mouu ot 20 mas
2019 r.: 63 maTonorum.
PesynbraThl amekTpoKapauorpam-
MBI OT 29 HOsA0ps 2018 r.: cuHy-
COBBIIT PUTM, YaCTOTa CEPHEEYHBIX
cokpaweHuit — 109 B MunyTy, ro-
PU3OHTAIbHOE IIOJIOKEHME JJIEKT-
pUYECKOIl OCH cepaLa.
PenTreHorpaMma OpraHoB IPyHHOI
kineTky oT 21 mas 2019 r.: ierouHbie
HOJIA IPO3PadYHbl, TEHN KOpPHeN He
pacIIMpeHBbl, CTPYKTYpa IPOCIeKN-
BAETCsI, CUHYCBI CBOOO/HbIE, TEHDb
cpenocTeHus 6e3 0COOEHHOCTEI.
YnpTpa3ByKOBOe MCCIeLOBaHUe
OPraHOB OpIONIHO} MOMOCTHU OT
21 mag 2019 r.: medeHp Ha 1,5 cMm
HIDKe peGepHOIl Lyru, KOHTYP POB-
HBIJ YETKUII, 9XOCTPYKTYypa IapeH-
XMMBI OJJHOPOJHAas, COCYAUCTBIN
PUCYHOK COXPaHEH, XKeTYHBII Iy-
3bIpb 58 X 17 MM (HOpMa 44 X 16 Mm),
medpopMUpPOBAH, CTEHKN TOHKINE,
COZIep>XKMMO€e OTHOPOTHOE, TTOMIKe-
JTyJOYHAs JKerle3a, ce/le3eHKa, MOYKI
B HOpMe.

KoHcynbrauuum Bpaueii-cme-
nuanuctoB: JIOP ot 28 wmas
2019 r.: aeHONBI TPEThEN CTEIle-
HI. PekoMeHJ0BaHa aJleHOTOMMS.
MccnepoBaH MMMYHHBI CTaTyc.
IToxasarenu KI€TOYHOTO UMMY-
Hurera: CD3 - 50%, CD4 - 34,0%,
CD8 - 27,0%, CD25 - 2,1%, co-

orHomenune CD4/CD8 - 1,24%,
CD16 - 15,2%, CD18 - 68,3%,
CD26 - 21,1%, CD45RA - 58,2%,
CD95 - 35,2%, HLA-1 - 85,2%,
HLA-DR - 10,3%, CD11b - 4,9%.

IToxasareny ryMopaabHOTO MMMY-
Hurera B fuHamuke: IgG - 1,2 r/m,

IgA — «» 1r/n, IgM - «» 1/n, IgG -
2,1 1/m, IgA - «-» r/m, IgM — «-» 1/1,
IgG - 0,2 r/m, IgA - «-» 1/, IgM -
«-» T/1.

@axToppl Hecrmenupuueckoit pe-
3MCTEHTHOCTH: (aronurapHsbIil
nugexc - 30%, ¢arouurapHoe
41ucno — 2,8 ef., TeCT ¢ HUTPOCH-
HUM TeTpasoneM — 6%, cpefHU
nuToxXuMmuieckuin namexkc — 0,05,
aKTUBHOCTHh nusonuma - 20%,
LIUPKYINpPYIOIIJie MMMYHHbBIE KOM-
njeKcel — 18 ef.

PekoMeHJOBaHO: HAOIIO[EHIE TIe-
AuaTpa, reMaTosnora, MMMYHOJO-
ra, peBMaTO/IOra, OTO/IAPUHIOJIOTA.
AneHOTOMUA B IJIAHOBOM IOPSAJKe.
[TpoBenieHe GUOXMMUIECKOTO aHa-
nM3a KpOBM OfIMH pa3 B TPU MecsAla
IJIIOC ONpefiefieHue ypOBHA aina-
HMHAaMMHOTpaHCc]epaspl OJUH pas
B MecAl. BHyTprnBeHHOE BBefeHME
uMMyHOrno6ynmHa 10 T ofuH pas
B ueThIpe Hefenu. ITogkoxkHOe BBefie-
Hue npenapara Xymupa 40 Mr ogus
pas B ABe Heflenmn, MeTOTpeKcaTa 5 MT
ofiMH pa3 B Hepeno. IlpuMmenenue
¢dbonmeBoit KMUCIOTH 1 MI ORMH
pas B JleHb, KpoMe NHA BBeleHUA
MeToTpekcara, Manprodepa B Bupe
cuporma 10 My ofuH pas B geHb. OTBOA
0T MpOPMIAKTUYECKUX TPUBUBOK.
Pe6eHOK moMKeH OBITb BHECEH
B PEruCTp CTpajfarinx oppaHHbI-
M1 3a6071eBaHUAMMN.

B HacTrOoAmMII MOMEHT BpeMeHU
NalyeHT HaXOUTCA Ha JUcIIaHcep-
HOM Hab/IIOIeHNY B TOMNKINHIKE
IO MeCTy XUTeIbCTBA Yy IeAuar-
pa, MMMYHOJIOT2 ¥ PeBMaTOJIOTA.
B cnyyae HeOOXORMMOCTM MOXET
O6BITH TOCHUTANN3UPOBAH B pec-
NyOAMKAHCKYI0 HEeTCKYI KIMHU-
4ecKy 00/MpHULY I. BragnkaBkasa.

3aKnoyeHue

Bonesup Bpyrona - pepkoe 3a6o-
JleBaHMe, OTHOCsLIEECs K IPyIIe
HEePBUYHBIX MMMYHOZEePULMTHBIX
cocrostanit. Hemocratounast nadop-
MUPOBAaHHOCTD [IEANATPOB O TAHHOM
MATOJIOTUM TIPUBOJIUT K HECBOEBpe-

JddexTBHaA Gapmarotepanua. 40/2019



KNIMHNUeCKaa npakTuka

MEHHOCTN OVIATHOCTVIKM M IIpOBENE- NUOMHCKNX YCAYr B YyCJIOBMAX JKEHMIO YacCcTOTbl JI€TalbHBIX
HuA a,[[eKBaTHOf/I Tepannn. CTalyiOHapa " aM6YTIaTOpHO-l'IOTII/I- MCXOOB.

HpI/IBe,I[eHHbIe HaMM OaHHbIE€C KJIMHNYECKOIO 3BCHA. bonee paH- A6mopb13a}13/zmom
MOTYyT Coco6CTBOBATh IOBbI- HAA AVIAaTHOCTUNKA M CBOEBPEMEHHO 060mcymcm3uu KOH{ﬁ/luKma
OI€HNI0 Kade€CTBa OKa3aHMA MeE- HadaToe€ JICYEHNE IIPUBEAYT K CHU- UHmepecos.
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Primary Inmunodeficiency of Humoral Inmunity — Bruton's Disease in a Six-Year-0ld Child (Clinical Case)
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Primary immunodeficiency is a significant problem for modern health care. At the initiative of a number

of countries, the European register of patients with primary hereditary immunodeficiency states and gene mutations

as the causes of primary immune deficiency was established. The disease is more common in boys than in girls,

but in late manifestations and adults are detected with almost equal frequency for both sexes. Agammaglobulinemia
(Bruton's disease) is a very rare X-linked hereditary disease (frequency 1:1,000,000 newborn boys), but of interest

as a classical model of isolated humoral immunity deficiency. It is associated with a mutation of the cytoplasmic tyrosine
kinase gene (VTK gene), which provides the process of differentiation of pre-B lymphocytes. The disease is characterized
by an aggressive course, in the absence of adequate therapy, a lethal outcome is possible. The article presents a clinical

case of Bruton's disease in a 6-year-old boy.
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