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PYKOBOACTBO AJid NyNbMOHOJIOroB

BBEOEHUE

B aTou 6powitope npuBeaeHa nHdopMaLms o naymMeHTax ¢ nepBUYHbIMMU
ummyHogeduuutamum (MAQ), HanpaBNeHHbIX K NYNIbMOHONOrY B CBAI3U C
pecnupaTopHbIMM cMMNTOMaMK A0 NocTaHOBKK AnarHosa MUM. B Hew Takxke
npuBeAeHbl KNMUHNYECKNE NPU3HaK1, KOTopble MOryT CBMAETENbLCTBOBaTb

o Hanuuum MU, a Takke 0 HEOGXOAUMOCTU BeAEeHUA NaumueHTa
MYJBTUAUCLUNIIMHAPHOW FPyNMnon.

MepBuyHbIe UMMYHooeduunThl (M) - 3TO peakne 3aboneBaHusi, KOTOpble
BO3HMKAIOT NPU OTCYTCTBMMW UIN HEMPaBUIbHOM (PYHKLMOHUPOBAHMWN
KOMMOHEHTOB MMMYHHOM CUCTEMbI, YTO AenaeT nauueHTos ¢ N[ 6onee
BOCMPUUMYMBBIMUY K NOTEHLMANBHO ONACHbLIM A1 XXMU3HU MHAEKLUAM.

Knunnuyeckune npusHakmn M 4acto npeanonaraloT MHOXECTBO MOTEHLMarnbHbIX
AnarHosoB. OaunH 13 nepsbix NpuaHakoB Hanuuusa ML kak y B3pocnbIX, Tak 'y
AeTel - 3TO peuunanBupytoLLme NErovHble MHgeKUmmn, KoTopble Npu OTCYTCTBUK
CBOEBPEMEHHOIO NIeYeHUs YacTo MPUBOAST K HEOBpPaTUMOMY NMOBPEXAEHWNIO
nérkux. TakMx NauMeHTOB MOTyT HanpaBuTb K MyNIbMOHOIOTY, KOTOPbIA CMOXET
BbISABMTb Y naumeHTa NN, To ecTb o6ecneynts CBOEBPEMEHHYIO ANArHOCTUKY,
4YTO MO3BONUT HaYaTb NPOUIAKTUHECKYIO TEePanuio U CBECTU K MUHUMYMY
BnuaHue MALQ.

B crneaylowmx pasgenax paccmaTpusatoTcs KnuHudeckue nposienenus ML, a
Takke NpPU3HaKu, KOTopble MOTyT Bbi3BaTb Nofdo3peHue o Hanuyum NG, Kpome
TOrO, B HUX NPUBOASTCSA CTpaTerMm KOHTpons 3abonesaHusl, BKIoYas co3naHue
MYNETUANCUUNTIMHAPHOM rpynnbl.
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NMEPBNYHbIE UMMYHOAOE®ULIUTDLI

nna BCTPEYAETCSA HE TOJNIbKO Y OETEN

Ha cerogHawHuN geHb ngeHtudunumnposaHo 6onee 400 pasnunyHbix ML,
npu 3TOM OTAENbHbIE UX BUAbI BCTPEYAKTCS AOCTATOYHO peako (Hanpumep,
Tshkénas KOMOGMHUPOBaHHAsA UMMYHHasi HE4OCTATOYHOCTb), B TO BPEMS Kak
Opyrve A0BOMbHO pacnpocTpaHeHbl (HanpMMep, CENeKTUBHbIN AeduumT
UMMyHornodynmHa A).

Ownarxos MW, kak npaBuno, ctTaBuTCA Npy HabngeHUn y naumeHTa
peunaBUPYHOLLNX UM HETUMUYHBIX MHEKUMIA (B TOM Yncne nHEeKUnn
AbixatenbHblx nyten [MAM]), ayTouMMyHHbIX 3aboneBaHuii, BocnanuTenbHbIX
npoLeccoB unu paka. NepBbIM KNMMHUYECKUM NPU3HAKOM, YKa3blBaKOLLUM Ha
MnAa, sensatTca peunavsupytowme VAN, koTopble Hepeako ABMASTCA OCHOBHON
NPUYMHOM cMepTun cpeam B3pocnbix ¢ M. a0

Hanbonee tsxenblie dopmbl MWL anarHocTMpyoTcst B AETCKOM Bo3pacTe. TeM
He meHee, apyrue opmbl MU yacTo BbIABASIOT B 3perioM Bo3pacTte us-3a ux
no3gHero Havana unn HEBEPHON JNArHOCTUKM.

ML moryT MMeTb pasnuyHble KIMHUYECKUE NPOSABIEHUS, CTEMEHb TAXKECTU
KOTOPbIX MOXET OblTb OT OTHOCUTENBHO NErKoN 4O ONaCHOMN AN XKU3HMW.
HekoTopble U3 HUX CO BpEMEHEM Pa3BMBAKOTCSA U MPOTrPECCUPYIOT, U peyb

yXXe MAET O NO3OHUX NPOSBMEHUSIX U OCIIOXHEHNAX. Y MHOTMX NauMEeHTOB
BbisiBNneHune MWL 3aHMMaeT HECKOMBKO JET, B TEYEHNE KOTOPbIX OHU, KakK
npaBumo, ycneBarT NPONTU HECKONBKO KypCOB NPOTMBOMUKPOOHbLIX NpenapaTos.
HecBoeBpeMeHHas AuMarHoCTMKka MOXET NPUBECTU K BbIGOpPY Henoaxoasien
cTpaTerumn fieYeHnst U CepbE3HOMY NOBPEXOEHUIO NTETKUXE.

NMPU3HAKWU NUA, HABNIOOAEMbBIE CO
CTOPOHbI NEFKMUX

K 0CnoXHeHMsiM co CTOPOHbI NErkMX, Bo3HMKaoLWwmm Ha doHe NN, oTHocaTca
MAOMN n nHtepctuymnansHasa 6onesHb nérkmnx (MBJT). TunnyHele pecnupaTopHble
CUMMTOMBI Y nauneHToB ¢ MW BkAoYvaoT peumanBmnpyroLLne n XpoHmyeckmne
OpoHxmanbHble MHAEKLNN, MHEBMOHUIO, MOTPEOHOCTL B ANUTENbHOWN
aHTUOMOTUKOTEPANUN PECNMPATOPHbLIX MHAEKLMIA, a Takke UHGEKLNN,
Bbl3BaHHbIE PEAKUMU UMW YCIOBHO-NATOrEHHbIMU MUKPOOPraHn3mMaMu.

@ Hampson FA, et al. Respiratory disease in common variable immunodeficiency and other primary
immunodeficiency disorders. Clin Radiol 2012;67:587-95

® Verma N, et al. Lung disease in primary antibody deficiency. Lancet Respir Med 2015;3:651-60

¢ Soler-Palacin P, et al. Primary immunodeficiency disease in lung disease: warning signs,
diagnosis and management. Respir Res 2018;19:219
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Y B3POCIbIX U OETEN:

* Peungneupytowime 6poHxuanbHble MHdEKLMK (2 2/rof) ¢ Kawnem U rHoMHoM
MOKpOTOM

* VlanonaTtnyeckme GPOHX03KTa3bI
* PeunausmnpytoLine nHeBMOHUA
» XpoHuyeckasi 6poHxmaneHas UHMeKLUs

* [oTpebHOCTb B ANUTENbHOM aHTMONOTUKOTEPaNUM PecnpaTopHbIX
NHMEeKUnn

» ABcLecc Nérknx u nHesmarowene

* MIHbekumm, BbI3BaHHbIE PEAKVMUN WU YCIIOBHO-MATOr€HHbIMU
MWKpPOOpPraHn3Mamm

Y MINAOEHLIEB:
* MnageH4eckumn GPOHXMONUT TAXKENOW CTENEHU NN MHEBMOHNS

HEVWH®EKLMOHHBLIE 3ABONIEBAHUSA (Y B3POCHbIX U AETEN):

* [paHynemaTo3Ho-nMMdounTapHasa nHTepcTuumanbHas 6onesHb Nérkmx
(rMnBn)

» OBGnNUTEPUPYIOLLNIA BPOHXMONUT

* JlumdonponudepaTvBHbIA CUHAPOM
* AnbBeornsipHbIA NPOTENHO3

* Peungnsmpyrowmin ceposnt

PecnunpartopHbie nposienexuns MU otnvyatotca B 3aBucnmocty ot Tuna MAA.

9 Soler-Palacin P, et al. Primary immunodeficiency di in lung di : warning signs, diagnosis
and management. Respir Res 2018;19:219
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JléroyHbI cumnTomMm/3aboneBaHune

Peunaunsmpyowwmm 6GpoHXmT

Manonatmyeckuin 6poHxoaKkTas

PeunaueupytoLiMe NHEBMOHUN

XpoHuyeckas 6poHxmnanbHas
MHGEKLMA

Cnabbin OTBET Ha ANUTENMbHYIO
aHTUbmnoTukoTepanmio

MNHeBMOHUS, BbI3BaHHas
MHKancynMpoBaHHbIMY GakTepusaMu

Ab6cLecc 1 nHesmaroLene

VHeKunm, BbI3BaHHbIE peaknmMm
MUKPOOPraHn3mammu

[MHeBMOHUT unun 6poHxuT, TpebytoLwnin
rocnutanusauuu (y MnageHueB)

MBI

O6nutepupyLLmMn 6POHXNONUT

ArnbBeosnspHbIA NPOTENHO3

OTcyTCTBVIe TUMYyCa nnu annasuma

JlInmcboma nérkmnx

Tumoma

Peungusunpyowmm ceposut
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NMEPBNYHbIE UMMYHOAOE®ULIUTDLI

NMOCTAHOBKA OUATHOS3A NnUa

MepBoHavanbHoe o6cnenosaHne, NPOBOAUMOE B YUPEXAESHUAX NEPBUYHON
NMOMOLLIN, OOJDKHO BKITKOYaTb B ce0S aHanu3 KpoBu € NnenkoumTapHon opmyrnon
1 onpegeneHune ypoBHs nmmyHornobynuHos IgA, IgM, IgG u IgE. B cnyyae
PeLManNBUPYIOLLNX MHPEKUMIN NErKNX creqyeT Ha3HaunTb KOMMbIOTEPHYIO
TOoMOrpaduio Ans OLEHKN CTENEHN NOBPEXAEHNN.

Mpn nogo3peHnn, 4TO pecnupaTtopHble cMMNTOMbl 06ycrosneHs! ML,
nynbMOHOMIOraM pekoMeHAyeTCs NPOBECTU psag TECTOB. Y B3POCHbIX:
crnmpomeTpus, nsmepeHne anddysnoHHon cnocobHoctu nérkux (ACI),
KoMmnbloTepHasa Tomorpadus Belcokoro paspelleHus (KTBP; ¢ yneTpasBykoBbiM
(Y3) uccnegosaHmem 6proLLHOM nonoctu unu 6e3), noceB MOKpoThI (GakTepuu,
MuKoGakTepun, rpnbbl) Npu eé Hanmuun. Y geten: CnMpomMeTpus (ecnm ato
TEXHUYECKN BO3MOXHO), nnetuamorpadus (npu Hanuyum), OCI (= 6-7 net), KTBP
nérkux (c Y3 nccnegosaHuem 6proLlHo nonocTtu nnu 6e3), noceB MOKpOTHI
(MHAYyuMpOBaHHONM NpY HEOBXOAMMOCTK).

[ns nocTaHOBKM AnarHo3a MOXeT noTpeboBaTbCs NpuBrevYeHne
[OMONMHUTENbHBLIX CNeuuanncToB, Kak NpaBurio, MMMYHOMOora, a Takxe
crneumanucTa no MHEKUMOHHbIM 3aboneBaHUAM Uy remartosora.

KntoueBor MOMEHT - UCKITYNTL 3ri0KayecTBeHHble 3aboneBaHnsa KpOBETBOPHON
CUCTEMBI.

yxopa 3A NAUMEHTAMU C NUA

PaHHAs amarHocTuka, aHTUMUKpOGHas npodmnakTnka n/mnm saamectutensHas
Tepanus UMMYHOINobyNnMHaMy UMET peLlatoLlee 3HavYeHne aAns ynyyleHus
ncxogos npu M. MNpu nevyeHnn pecnupaTopHbix npoasneHun MAL
NPUMMEHSAIOTCA MegUKaMeHTO3Has Tepanusa MHAEKL N BEPXHUX U HUXKHUX
OTAEnoB AbIXaTenbHbIX MyTeNn, aHTUOMoTNKoNpodUunakTMka, NpOTUBOBNPYCHAas
Tepanus, NevyeHne BocnaneHus nerkux: aHTMbnoTukn Ans nepopansHoro/
WHransiuMoHHOro BBEAEHUS, TMNEPOCMONSIPHBIE MHIansiLmMmn, MyKONUTUKN®G 1
UMMYyHOCYNpeccuBHas Tepanus (Hanpumep, npu IMABI), a Takke Tepanus
npenapatamu ons nevyeHvs acTMbl (MHransLMoHHbIMK GeTa-agpeHoOMUMETMKaMM
unu kopTukoctepongamn). K HemeankameHTo3HbIM METOA4AM NEYEHUss OTHOCHATCS
ObixaTenbHasi TMMHACTUKA, MPOMbIBaHWE HOCa, (U3NYECKNE YIPAKHEHWS,
dwmsnoTepanus, a Takke cobnogeHe rMrmeHbl XUnuia n TIMYHON rMMrneHsl
(oTKas OT KypeHus, B TOM YMCne OT SNEeKTPOHHbIX curapeT v T.n.). B pegknx
cny4vasx npuberatoT K NOGIKTOMUM UMK NYNIbMOH3KTOMUKN. B HEKOTOpPLIX cny4vasx
(Hanpumep, B criyvae o4eHb TSXKemNbIX GPOHX03KTa30B) MOXHO PacCMOTpPETb
BOMPOC nepecagku Nérkmx.

¢ Baumann U, et al. The lung in primary immunodeficiencies: New concepts in infection
and inflammation. Front Immunol 2018;9:1837
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HabntogeHue 3a nauneHtamu ¢ MO n pecnupatopHbIMY CUMNTOMaMM AOMKHO
BKIIOYATb NEPUOAMNYECKUIA KOHTPOMb OPraHOB AblXaHWs (eXerogHble NpoBepku
YHKUMM NETKNX; CMMPOMETPUS Kaxable 4-6 mecsaueB Npy OTCYTCTBUM NEFOYHbIX
3aboneBaHnii; MOCEB MOKPOTHI), @ TaKKe KOMMbIOTEPHY TOMOrpadunio Kaxable
2-3 roga ons nauMeHToB C NOpaXXeHMeM NErknx.

CO3OAHUE MYNbTUOUCUUNIIMHAPHON
reynnbsl and nAULMEHTOB C NUA

Y nauuenTos c MU moryT Habnogatbcsa conyTcTByoWwmne 3abonesanns (B Tom
yucre rmnepxonecTepMHeMus 1 caxapHbli anabet 2-ro Tmna), KoTopble MoryT
noTpeboBaTb NPUBEYEHNSI JOMONHUTENBHbIX Bpayen-cneynanmcTos.
OnpepeneHHbIi PUCK CBSI3aH C Tepanunen BHYTPMBEHHbIM UMMYHOrNoBynMHoM,
HanpvmMep, pUCK 3aCTOMHOW CepAe4YHON HeAOCTaTOYHOCTN UMW FreMONUTUYECKON
aHemuu, 4To MOXeT notpeboBaTb NpMBNEYEHNs Kapanornora n remaTonora.

MaunenTol ¢ ML 6onee ya3BMMbI K pa3BUTUIO 3NTOKAYECTBEHHbIX OMyXOnen,
0cobeHHO paka xxenyaka n nuMdombl. BoaMoxHO, noTpebyeTcs BKNIOYNTb

B COCTaB MYNbTUAUCLMINIIMHAPHON rpynmbl CNELManMCcToOB MO OHKOMOrnu.

Mpn HeoBX0ANMMOCTM MOXHO HanpaBuTb NauneHToB ¢ ML B LeHTpbI,
cneynanusvpylowmnecs Ha nevyeHnn nauyneHTos ¢ ML (Mpu Hannyumn TakoBbIX).

nna: PYKOBOAOCTBO A5A NyJIbMOHONOIoB

* OCroXHeHMs Co CTOPOHbI NErknx, BeldbiBaeMble MAL, skntovatot NATMMT,
MBI 1 pak.

* MNepBbIM KNUHUYECKNM MPU3HAKOM, yYka3biBatowmm Ha ML, asnsatoTcs
peumnamsupytowme VAN, koTopble Hepeako ABMSTCA OCHOBHON NPUYMHOMN
cMepTu cpeawn B3pocnbix ¢ M.

* MauneHtam c MU moxeT noTpeboBaTbCsA MOMOLLb LIeNoro psaa cneumvanmcToB
B 3aBUCUMMOCTU OT MHAMBUAYANbHbIX CUMNTOMOB U NMOPAXXEHHOW CUCTEMBI
OopraHos.
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AONONHUTEJNIbHAA NUHOPOPMALIUA U
NOAAEPXKA

OTa bpowwtopa Obina nogrotoBreHa MexayHapoaHoOW opraHM3aumen
nauMeHToB C NepBMYHbIMU MMMyHoaeduumTamm (IPOPI).

B aTon cepun BbinyckarTcs U apyrue 6poLutopbi.

JononHutensHas nHdopmMauus n nogpobHele cBegeHns 06 opraHM3auymsax
nauuneHToB ¢ M B 67 cTpaHax Mvpa npeacTaBreHsbl

Ha cavite www.ipopi.org.

OT0T TekcT ObiN NepeBefeH opraHnsauunen, He oTHocswelcs k IPOPI.
Bbinu npunoxeHsl Bce ycunus Ans obecneyeHnsi kayectsa nepesoaa, Ho
IPOPI He rapaHTVpyeT TOHYHOCTb, HAAEXHOCTb UK aKTyanbHOCTb Nto6oi
nepeBeAeHHOW MHOPMaLWK, N He HeceT OTBETCTBEHHOCTU 3a Mtobble
NoCrnefCcTBYsl, CBsi3aHHbIE C JOBEPUEM K TOYHOCTU, HAAEXKHOCTU UK
aKTyanbHOCTN 3TON MHdOpMaLUK.
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