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Pesome

lMepBWYHbI UMMYHOAEDULUT — NAaTONOMMNA UMMYHHO CUCTEMBI, NTPOABAAIOWAACA B CHUKEHUN NGO OTCYTCTBUAM OLHOTO UM HECKO/IbKUX 3BEHbEB
CMCTeMbl UMMYHUTETA. PaHee CYMTaNOCh, YTO MEPBUYHBI UMMYHOAEULMUT ABASETCA PeAKON NaTOIOrMeN, HO MOCAeAHNE CTaTUCTUYECKME JaHHbIE
CBUAETE/IbCTBYIOT 06 06paTHOM. M0 3TOW NpUYMHE BpavaM BCex creuuanbHocTel (0Co6eHHO CrewumanmcTam NepBMYHOro 3BeHa) cieayeT 6biTb Ha-
CTOPOXEHHBIM B BOMPOCAX AUArHOCTUKM M TaKTVKM BeAeHUs MaLMEHTOB C AaHHbIM 3a60n1eBaHueM. MepBryHble UMMYHOAeGULUTLI MAaHUPECTUPYIOT
Pa3/IMYHBIMU KAMHUYECKAMU NPOABNEHNAMU: MHGEKLMOHHBIMU, OHKOMOTMYECKMMU, ayTOMMMYHHBIMY, aifepruieckumMm u Ap. Yaiye Bcero ge6iot
npeACTaB/eH PeLnANBUPYIOWMMU MHGEKLMAMMN U/UAM XPOHUYECKON J1apeeit, HO BO3MOXHbI U a/lbTePHATUBHbIE BapUaHTbI. B AnarHocTmKe AaHHbIX
COCTOAHUIM CTOUT Y4UTbIBATh «HACTOPAXKMBalOLLMe» NMPU3HAKN UMMYHOAEPULMTOB, a TaKKe pe3y/ibTaTbl 1a6OPaTOPHbIX UCCNEA0BaHMUIA, TaKMX Kak
MMbO-/HENTPOMNEHUS, CHUKEHNE CbIBOPOTOUHbIX MMMYHOr/I06Y/IMHOB U Apyrue creunduyeckme TecTbl. JledeHre NepBUYHOrO UMMyHOAePULMUTA
6a3vpyeTcs Ha NOXU3HEHHON 3aMeCTUTe/IbHON Tepanuu UMMYHOT/I06yIMHaMW, a TaKXKe JIe4eHUUN U NMPOPUIAKTUKE KTMHUYECKMX NPOABAEHUIA JaH-
HOrO COCTOAHUS. B cTaTbe NprBOANTCA 06CYKAEHUE KIMHUYECKOTO C/ly4as B3pOC/IOro My/IbTUMOPGMAHOMO NaLMeHTa C NepBUYHbBIM UMMYHOAEbULM-
TOM — HeceMelHOM araMmar/106y/MHemMueit. Y naumeHTa HabarAaITC UHPEKLMOHHbIE (XPOHUYECKMI BPOHXUT), OHKO/IorMyeckue (6asanbHoKsIe-
TOUHbII PaK KOXU) U Apyrye KAMHUYECKMe NPosBAeHUs 3a601eBaHNA (BTOPUYHAsA NaHKpeaToreHHas sHTeponatus). B pas6ope kanHWuYeckoro cayyas
Ae/NaeTCA aKLEHT Ha K/loYeBble eTan B MOCTAHOBKE AMarHo3a «nepBUYHbIA UMMYHOAedULMT Y B3POC/bIX. PaccMaTpuBaeTca BONpOC BeAeHUsA
nayueHTa B aM6y1aTOPHBIX YCI0BUAX C yHETOM OCHOBHOW MaToN0rMMU U 060CTPEHMA COMYTCTBYIOLMX XPOHUYECKMX 3a60/1eBaHUit. KpoMe 3Toro, noa-
YepKMBAETCA BaXHOCTb MPEeMCTBEHHOCTY TaKMX NaLMEHTOB Ha aMBy1aTOPHOM U CTaLMOHapPHOM 3BEHbSAX.

KnrodeBble cn0Ba: nepsuyrbiii ummyHodeduyum, 06usas sapuabenbHas UMMYHHaA HedOCMamoYHOCMb, a2aMMaz06yAUHeMUS
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Abstract

Primary immunodeficiency is a pathological condition of immune system, expressed in the absence or decrease certain parts of immune system.
It was generally believed that primary immunodeficiency is a rare pathology but recent findings indicate the opposite. For that matter all types
of specialists (especially family doctors) should be well informed. Primary immunodeficiency manifests with various clinical forms, like infectious,
oncological, autoimmune, allergical etc. It should be well-known that primary immunodeficiency often debutes with chronic infections and diarrhea,
but other sparks are also possible. As for the diagnostics, “red flags” should be taken into account, in addition to laboratory findings, such as
lympho-/neutropenia, decrease in immunoglobulins and other specific tests. The therapy for primary immunodeficiency is based on substantial, vital
treatment with immunoglobulins, along with prevention and treatment of comorbidities. The article discusses clinical case of an adult multimorbid
patient with primary immunodeficiency, non-hereditary agammaglobulinemia with an emphasis on complexity of stating the final diagnosis
in adulthood. The peculiarity of the patient is an absence of family history in immunodeficiency. He suffers from infectious (chronic bronchitis),
oncological (basal cell carcinoma) and others (pancreatogenic enteropatia) clinical manifestations. It is observed, how family doctors could approach
the treatment of the main pathology considering the intensification of comorbid chronic diseases. Futhermore, such patients should be managed
ambulatory with full awareness of the stationary treatment and vice versa.
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IgA — nmmyHorno6ynun A, IgG — nmmysnornobymn G, IgM — ummynorno6ymia M, IRAK-4 — kuHasa 4, acCOMMPOBAHHASA C PELENTOPOM VH-
TeprerikiHa-1, IUIS — International Union of Immunological Societies, NBN- Niymegen breakage syndrome, B/x — 6uoxuMurdeckuii aHanus KpoBu,
BIMY — Bupyc ummyHozedunura yenoseka, I'Kb — ropopickas kmmundeckas 6onpuuia, EIl — epuun, VII' — uMmMyHorno6yms, JI/y — mumdoyssl,
O®B, — o6bem hopcuposanHOro BhIzioXa 32 1 cexynny, [T]] — nepsuunbiit ummyHoneuimt, [TNJIC — nepBidHbIe NIMMYHOEPUINTHbIE COCTOSHMS,
CPB — C-peakTusHblit 6e10k, Y3Vl — ynprpassykoBoe uccienosanne, ®BJ] — dynkuun BHemnero apixanns, PXKEJI — dyHKunoHanpHas )XU3HeHHAs
eMKOCTb Jierknx, OIJIC- a30¢aroracTpoayoeHOCKOIs

BBCACHI/IC B mupe oxono oguoro u3 2000 yenosek crpagaet I1V]I,

[Tepuunble nmmynogepuuntst (IIM]J) — renerude-
CKU JleTepMMHUpPOBAaHHBbIC >KMU3HEyrpoxkamouye 3abose-
BaHMNsA, CBsA3aHHBIE C AedeKTaMU OFHOTO M/IN HECKOTIbKIX
KOMIIOHEHTOB: KJI€TOYHOTO M TyMOPaJbHOTO MMMYHMUTe-
Ta, ¢aronnurosa, CUCTEeMbl KOMIUIEMEHTAa. B HacTosmee
BpeMs uAeHTUGUIPOBAHO MpUMEPHO 176 Hac/menCTBEH-
HBIX HapyIIeHM, NPUBOJAIIMX K CTOMKMM MMMYHHBIM
AUCPYHKIUAM.

Briepsoie IIM]I ynomunaerca O. bpyTonoMm B cepefu-
He 20 Bexa. Y ero MaJsIOJIeTHETO ITAIMeHTa, CTPAJAoIero
peunauBUpyoOmyMY VMHQEKIVAMM BEPXHUX ¥ HIDKHUX
IbIXaTe/TbHbIX ITyTei, MPAKTUYECKM OTCYTCTBOBAIU TaM-
Ma-ppakunu 6enka B ceiBoporke. CocTosiHme pebeHka
obyerunsa Tepamnys MIMMYHOIIOOY/IMHOM B KadecTBe 3aMme-
CTUTEIbHO TepaIniL.

[na panmpHeliero M3ydeHmsA IEePBUYHBIX MMMYHOJe-
¢unnros B 70-x rogax 20 Beka ObUT OpraHm3oBaH Mex-
LYHapOIHBII COI03 MMMYyHonorumdeckux obmects (IUIS,
International Union of Immunological Societies).

4TO CYNTAETCS penkuM 3aboneBaHyeM. Penkie 3abonmeBa-
HIA ONIPEJENATCA B CTy4ae BCTPEYaeMOCTY MEeHee OTHOTO
Ha 2 000 cyyaeB HOBOpOX/eHHBIX [1]. OmHaKO pefKOCTh
TAHHOJ MATOIOTUM MoABepraeTcs coMHeHuto. Ilo mpenBsa-
PpUTENbHBIM OlLleHKaM, B mupe ¢ IIM]I MOryT >KuTh 1mecThb
MIJUIMOHOB 4e/IOBEeK, B TO BpeMs KaK Ha CeTrONHAIIHMIA
TeHb BbIABIEHO TONBKO 27 000 110 COBOKYIIHBIM IAHHBIM 13
perucrpos ITN] [2]. PacpocTpaneHHOCTD 9TUX 3a007IeBa-
HIIT CUTIbHO BapbUpPYeT U B HEKOTOPBIX CTPAHAaX IpeBbIIla-
€T CpefIHMII TI0Ka3aTe/b, OJHAKO CYIIeCTBYeT MHEHME, YTO
BbLABnAeMocTh IV cunpHO npeymenbmieHa. B Espore,
10 OLIEHKaM CIeI[UaINCTOB, Yico mnamnueHtoB ¢ [TM]] co-
craBAeT Kak MUHUMYM 638 000 ciydaes, HO B HacTosIIee
BpeMs 3aperiuCcTPUPOBAHO TOMBKO 15 052 cayyas (2,27 %).
B Adpuxe 1o 902 631 genosexa moryt 6biTh 60/mpHbI [TV]],
B TO BpeMs1 Ha JAHHBIII MOMEHT 3aPeTUCTPUPOBAHO TO/IBKO
1016 cmy4aes.

B 2020 roxy B Poccuiickoit @epepanyu (PP) 6511 po-
BeJleH aHalIu3 JAHHbIX 2472 MalMEHTOB, 3aperucTpUpoO-
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BaHHBIX B 0a3e JaHHBIX IIEPBIYHBIX MMMYHOAeDUINTHBIX
cocrostamit (IIMIC), 6OMBIIMHCTBO M3 KOTOPBIX HeCO-
BepuienHonetHue (61%) [3]. YcranoBmeHo, uto cpemHsis
pacmpocTpaneHHOCTb Bcex IIM]] B PO cocraBmma 1,5 Ha
100 TeICc. HacenmeHmsA. ExxeromHas poXkjaeMOCTb JieTeil
¢ [IM]I cocTaBnsieT He MeHee OJHOTO Ha 16—-17 TBIC. HOBO-
POXJIeHHBIX, a ¢ 2010 I. YMC/IO AMAarHOCTMPOBAaHHBIX IIa-
umentoB ¢ [IV] 3HaumMTenbHO BbIpOCIO. MMHMMAaIbHAA
neTanbHOCTh AnaA cnydaeB ¢ IIMJI cocrasnger 4-5,5%,
Hanbosee BBICOKasi CMEPTHOCTD 3a(pMKCHpOBaHa B IpyIIIie
IeTelt paHHero Bo3pacra [3].

B mHacrosmee BpeMsa ommcaHo 415 HO30/MIOrMYECKUX
¢dopm u cungpoMoB, orHocsmmxcsa K M. B xinnnde-
CKOJM NIpaKTUKe MX IPUHATO pas3fenATb Ha 9 OCHOBHBIX

Tabauua 1. Knaccuduxayus nepsuunvix

UMMYHOO0PUUUMHBLX COCTNOSTHUL, 0CHOBAHHAS HA
UMMYHO0ZUHECKUX HAPYUIEHUSX 8 COOMBEMCIMBUU

IPYII B 3aBUCHMOCTH OT IIPEMMYIECTBEHHOTO IIOpake-
HYISI TOTO VIV IHOTO 3BeHa MMMYHUTeTa [4]:

1)
2)

3)
4)
5)

6)
7)
8)
9)

ryMOpajbHble JieGeKThl (B T.4 HapylleHNe aHTUTENO-
obpasoBanms)

KOMOVHUpPOBaHHAsA  HEJOCTaTOYHOCTD
Y TyMOPAJIbHOT'O UMMYHUTETA
KadeCTBEHHbIE 11 KOIMYeCTBeHHbIe ie(heKThI (ParoluToB
IedeKThbl CUCTeMbl KOMIIJIEMEHTa

cuapipomanbHble popmel [TVIC [B 1.4 fedexTs pema-
paunu gesokcupubonykiaentosoi kucaorsl (JHK)].
ITN]L ¢ MMMYHHO fUCperynanuen

HedeKThl BPOXK/JEHHOTO MMMYHNTETA
ayTOBOCIIA/UTEIbHbIE 3a00IeBaHNUA

dbeHokOMMM

KJIETOYHOTO

Table 1. Classification of primary immunodeficient

states based on immunological disorders according
to the International Union of Immunological

¢ MexncOyHapoOHvim COI030M UMMYHONOZUHECKUX 00ULecm 8 Societies
ITaroreHeTm4ecKue . Pathogenetic .
IIpumepsn1 HO30MOTMIT . Examples of nosologies
MeEXaHU3MbI mechanisms

I'ymopanbHble edek-
THI (B T.4. HApyILIEHNE
aHTHUTeI000pasoBa-
HUA)

Kom6unnposaHnHas
HeJJ0CTaTOYHOCTD
KJIETOYHOTO

U TYyMOPAJTbHOTO
UMMYHHUTETA

KauecTBenHbIe
U KO/IMYeCTBEHHbIe
nedekTs paronuToB

JedexTor
BPOXIEHHOI'O
UMMYHHUTETA

TledekTsl crcTeMbt
KOMII/IEMEHTa

IlepBuunbIit
UMMYHOAePUIUT
C UMMYHHOI1
JUCperynanuei

AyToBOCTIaTUTe/TbHBIE
3a60eBaHmsA

CuHJpoMajbHbIE
dopmsr IINIC

®Genokonuu [TU]]

X-crernieHHast araMMarao0yImHeMys
O61uuit BapnabenbHbI UMMYHO#EPUITUT
Tedunnr cybxmacca IgG

TsKenplit KOMOMHMPOBAHHBI UMMYHOAEDUIINT
Heduuur CD40 nuranpga

Tsxernble clydan HelTponeHun (CUHAPOM
Kocrmana)

Luxnudeckas HeMTPOIEHN A
XpoHMYeCKNI TPaHyIEMATO3

IKTOZepMajIbHAA JUCTIIA3YA

Hedbunut perenrropos VJI-1, acconumpoBaHHbIX
¢ kuHazoi-4 (gedurur IRAK-4)

XpOHMYECKNIT KOKHO-CM3UCTDIN KaHAUI03

HaCHeI[CTBeHHbI]Z aHI‘I/IOHeBpOTI/I‘{eCKI/Iﬁ OTEK
He(bI/ILU/IT OTIENbHBIX KOMIIOHEHTOB KOMIIZIEMEHTA

VIMMyHORePUIIUT C TUIIONUTMEeHTaI Vel
CemeitHblit reModaronuTapHblil CHHIPOM
X-cuerneHHbI TMMbOposndepaTnBHBIIN
CUHJIPOM

AyTouMMyHHBIIT 1uMonponndepaTiBHbLI
CUHJPOM

CeMeitHas Cpefii3eMHOMOPCKas TMX0OpasiKa
ITepmopudecknit CMHLPOM, aCCOLMMUPOBAHHBII
¢ penentopom TNF

TuneplgD cungpom
KpunonupuH-accolmmpoBaHHbI
TepUOANIeCKII CHHAPOM

cuHppoM BuckorTa-Onpgpupxka
cunppom Huiimeren

cuHppom runeplgE

cungpom Ju-Jxopmxn

(beHOKOl'II/II/I, CBsA3aHHbIE C COMATUYECKUMU
MyTaguAMI
(1)8}-10[(01'[1/[]/[, CBA3AHHDBIC C AaHTUTE/IAMU

Humoral defects
(e.g. abnormal antibody
formation)

Combined deficiency
of cellular and humoral
immunity

Qualitative and
quantitative phagocytic
cells defects

Congenital immunity
defects

Defects of complement
system

Primary
immunodeficiency with
immune dysregulation

autoinflammatory
diseases

PIDS syndromic forms

PID phenocopies

X-linked agammaglobulinemia
Common variable immunodeficiency
IgG subclass deficiency

Severe combined immunodeficiency
CD40 ligand deficiency

Severe congenital neutropenia
(Kostmann syndrome)

Cyclic neutropenia

Chronic granulomatous disease

Ectodermal dysplasia

Interleukin-1 receptor-associated
kinase-4 (IRAK-4) deficiency
Chronic mucocutaneous candidiasis

hereditary angioedema
Deficiency of various components of
complement

Immunodeficiency with
hypopigmentation

Familial haemophagocytic syndrome
X-linked lymphoproliferative
syndrome

Autoimmune lymphoproliferative
syndrome

familial Mediterranean fever
TNF receptor associated periodic
syndrome

Hyper-IgD syndrome
Criropyre-associated periodic
syndrome

Viscott-Aldridge syndrome
Nijmegen syndrome
Hyper-IgE syndrome
DiGeorge syndrome

Phenocopies associated with somatic
mutations

Phenocopies associated with
antibodies

Tpumevanne. [TV]] — nepsuanbiit ummyHogedunut; IMNJIC — nepsuynbie
nMMyHoebuuTHbIE cCocTOsAHNA, VIJT — uHTepneiiknupl. Agantuposano us Bousfiha AA,
Jeddane L, Ailal F, Benhsaien I, Mahlaoui N, Casanova JL, Abel L. Primary immunodeficiency
diseases worldwide: more common than generally thought. J Clin Immunol. 2013;33(1):1-7.
doi: 10.1007/s10875-012-9751-7 [2] .

Note. PID — primary immunodeficiency; PDS — primary immunodeficient
states, IL — interleukins. Adapted from Bousfiha AA, Jeddane L, Ailal F,
Benhsaien I, Mahlaoui N, Casanova JL, Abel L. Primary immunodeficiency
diseases worldwide: more common than generally thought. J Clin Immunol.
2013;33(1):1-7. doi: 10.1007/s10875-012-9751-7 [2]
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XapakTepuCTUKM pasnuyuHbIX BapuanToB IIV]I mpen-
CTaBJIeHBI B TabmIe 1.

B P® neonaranpubiii ckpuHuHr Ha I1M]] O6bU1 BBefieH
tonbko ¢ 1 sHBaps 2023 ropa. (IIpukas MuHucrepcrsa
3gpaBooxpaHenns P® ot 21 anpensa 2022 r. Ne 274n «O6
yrBepkaeHun IlopsAnka oxasaHMA MeNUIIMHCKON ITOMO-
Y TAlMEeHTaM C BPOXKAEHHBIMU 1 (M/IM) HAC/IefCTBEH-
HBIMU 3200/IeBaHNMSIMI»). ITO SBUIOCH OOMBLIVM IPO-
PBIBOM B BOIIPOCAaX PAaHHETO BBIABICHUA BPOXKIEHHBIX
UMMYHOIEDUINTOB 1M OKa3aHUs CBOEBPEMEHHOI MeMu-
LMHCKOJ MOMOIIM STUM IAIVIeHTaM, XOTA CKpPMHIHTOBbIE
MCC/IEIOBAHNA YINTBIBAIOT HE BCE€ BO3MOYKHBIE BapMaHThHI
UMMYHOIEPUIITOB.

Kannuuecxkasa kapmnna nepeniHvLx
ummynoodepnynmoas

Knunanyeckne nmpusuaku IV moryT ObiTh paspene-
HBl Ha HeCKoIbKo rpymi. B GonbummucTBe cmydae IIN]T
MmaHudecrupyer MHGEKINOHHbIMK 3abo0neBanusMu. [1pu
3TOM MOTYT OBITb KaK HeOOBACHNMMBIE XPOHMYECKHE pe-
qUAVBYpPYIomye MHQEKIVM, TaK ¥ MHPEKIUY, BI3BaHHbIE
HU3KOBMPY/IEHTHBIMY WM pefkumu Bo36ypurensmu. Jlo-
Kamm3alnys MHPeKIMy BO3MOXKHA Ha KOXKe U CIIM3VUCTBIX
000/109KaX, B BEPXHUX M HIVDKHUX JBIXaTeTbHBIX MYTX,
B JKeTTyZOYHO-KuIIedyHOM Tpakte. Hambonee vacto IV
HeOI0THPYeT XPOHMYECKO peLMAMBUPYIOLIell fuapeeit
[5,6]. IIpn aTom cymecTByer cBA3b MexXmy Bupom I1VI]]
U KJIMHUYECKON (POPMOII TacTPOMHTECTMHANBLHOIO pac-
cTporicTBa. PenmpnBupyromye CHHOIMY/IbMOHA/IbHbIE VH-
dexUM ¢ MHKANCYIMPOBAHHBIMU OAaKTepUsAMM, TaKUMU
kak Haemophilus influenzae tuna B wmm Streptococcus
pneumoniae, MOryT OBITh XapaKTepHbI I CHHAPOMA
medurmra aHTUTeN. JacThle BUPYCHbIE, TPUOKOBbIE MIIN
IIPOTO30JiHbIe MH(EKIUY MOTYT CBUAETENbCTBOBATD O Ha-
pyuternu  ¢yukuyun T-mmmdonntoB. MHOXKeCTBEeHHbIE
cTaMIOKOKKOBBIe MH(EKIMI KOXXY 11 TPUOKOBbIe MH(DEK-
UYL BCTPEYAIOTCA Mpy AUCHYHKIUY HeHTPO(UIOB WIN
CUHJ[pOMe IIOBBIIICHHOJ KOHI[eHTPalluy MUMMYHOITIOOY/N-
Ha E (IgE), a penunuBupyouee nHdekupoBanue 6akre-
pusamu popa Neisseria sABIsieTCs XapaKT€pPHBbIM IIPOSIBJIE-
HueM gedunuta KOMIOHEHTOB KomiuiemeHTa C5, C6, C7,
C8, C9. MukxobakTepuanbHble MHGEKIMN XapaKTepHBI I
HapylIeHuIi B CCTeMe MHTep/eliKuHa-12.

K gpyrum xnuandeckum npossnenuam [IM]I oTHocaT-
cs 3JI0KadeCTBEHHble HOBOOOpasoBaHyA. Ilo cpaBHeHMIO
¢ obmeit momyssinyert cpegy mauneHtoB ¢ V]I 3moka-
YeCTBEHHbIe HOBOOOPa3oBaHMsA MMEIOT 0Oojiee BBICOKYIO
PacIpoCTpPaHeHHOCTb.

Kpowme storo, ITM]] Mo>xeT IpOABIATbCA pa3MTNIHBIMU
ayTOMMMYHHBIMY 3a60eBaHuAMM (10 22 % ciydaes) [7].

Otpenbro crout oT™eTutsh IIM]], KOTOpBIE MPOABMIA-
I0TCA TUIIMYHBIMU CHHIPOMOKOMITIEKcaMu (Tabuua 2).

Anarnocmunxa nepentHoro
ummynoodepnynma
HI/IaI‘HOCTI/IKa IEPBUYHOTO I/IMMYHOI[e(i)I/ILU/ITa MOXET

IIPpENCTABIATD 3HAYNUTE/IbHDIE TPYTHOCTI [I/IA Bpaqeﬁ[ Tep-
BIYTHOTO 3B€Ha B CWJIy HENOCTaTKa I/IH(I)OpMaI.[I/II/I O HUX,

Tab6nuya 2. CunopomanvHoie popmot ITN]]
€O cneyuPuU4ecKUM CUMNIOMOKOMNIIEKCOM

edexT B UMMYHHOIT Knunmyeckne
Cunppomsl
cucreme NPOABIECHUA
Cunjpom I'mnonmasusa Tumyca BposxjienHbIe HOPOKMU
Hu- ceppua
JI>xopmxm I'mnonaparupeos
AHOManuu nuia
Cunppom Huchynknun T- Temopparmyuecknit CMHAPOM
Buckorra- u B-mumbonnros (meTexuu, 3KXMMO3bI, HOCO-
Onppuya Bble KPOBOTEYEHN 1, Me/IeHa)
Ik3ema
IToBTOpHbIE NHPEKI[NOH-
Hble 3a60/IeBaHNA
Cunppom Huchynknun T- Arakcusa
JIyn-bap u B-mumbounnros Teneanruskrasus
Cungpom Myranus NBN (NI- Mukpouedanns
Huiimeren  JMEGEN BREAKAGE  V3meHeHMe mniieBOro cke-
SYNDROME) ¢ Hapy- JIeTa 110 TUILY “ITUYbero

numa”
IIpenpacnonoxXeHHOCTb

K Pa3BUTHUIO 3710KaYeCTBEH-
HBIX HOBOOOPa30BaHMIT

IIeHMeM CUHTe3a OeKa
HUOPIUHA, CBA3aHHBIM

¢ penapanuest JBOMHBIX
PpaspbIBOB HUTEM

Table 2. Syndromal forms of PID with specific
symptomatic complex

Syndromes Defectin the immune Clinical features
system
DiGeorge Thymus hypoplasia congenital heart defects
syndrome hypoparathyroidism
facial abnormalities
Viscott- T- n B-lymphocytes Hemorrhagic syndrome
Aldridge dysfunction (petechiae, ecchymosis,
syndrome nasal bleeding, melena)
eczema
Recurrent infections
Louis Bar T- u B-lymphocytes Ataxia
Syndrome  dysfunction telangiectasia
Nijmegen Mutation NBN (NIJME- Microcephaly
syndrome GEN BREAKAGE SYN- Change of facial skeleton

DROME) Breakdown of
the synthesis of the protein
nibrine, associated with
double-strand repair

by type “bird face”
Predisposition to
malignancy

a TakKe PeKOCTbI0 HEeKOTOPBIX GopM [8]. Bpauy nepauy-
HOTO 3BeHa C/leflyeT OBITh OCBEIOM/IEHHBIM O IIPOSABICHNAX
HEepPBUYHOTO MMMYHOfepUINTA [/I1 CBOEBPEMEHHOIO Ha-
[IpaBJIeHsI TTALVEHTa K MIMMYHOJIOTY.

B momomp mpakTmdeckuMm BpadaM ¢oHpoMm xed-
¢pu Mogenna 8 Coegunennbix IlITaTax Amepuku 6bita
ony0/mMKoBaHa KHMIa «JlecsATh TPEBOXKHBIX IPU3HAKOB
HEPBUYHOrO MMMYyHOfeuuutar. Hipke mepedncieHst
CIeAyIoIe «HACTOPaKUBAIOLIMe» MPU3HAKU IePBUYHOTO
UMMYHORePUINTA Y B3POCTHIX [8].

o nBa mam 6oree Caydasi IIHON MHQEKUMII B TedeHue

1 roga

o 1Ba 1 60JIee CBEXMX CIydas MHPEKIMIT OKOIOHOCO-

BBIX I1a3yX B TedeHue 1 roga (IIpy OTCYTCTBUU ajiep-

run)

o ofyH 1 60JIee SNN30/0B ITHEBMOHNH €XXETOJHO
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XpOHMYecKas iuapes ¢ moTepen Beca
PeLVANBUPYIOLYe BUPYCHbIE MH(EKINN
TIOBTOPAIOIIAACA HOTpe6HOCTI) BO BHYTPMBEHHOM BBE-
IEHUY aHTUOMOTUKOB /IS KYIMPOBAaHI I/IH(l)eKLU/H/[
HePCUCTUPYIOMINIT KaHVO3HbI/I CTOMATUT WV IPH6-
KOBBI€ TIOPAYKEHM ST KOXKI

TAXEbIC a6cuecc1>1 KOXI NI BHYTPEHHIX OPTraHOB
I/IH(i)eKI_U/II/[, BbI3BAaHHbBIE OOBIYHO HEITaTOreHHBbIMU M-
KObaKTepusImMm

HePBUYHDIN MMMYHOZIeUIIUT B CEMEITHOM aHaMHe3e

AHaMHecTHYeCKue 1 TabopaTopHble JaHHbIE, KOTOPHIE
HEeOOXOMMO YYMTBIBAT [ TOTO, YTOOBI 3aIOZO3PUTDH
[TV]T n Ha3HaunTh IpUIleNbHOE 00C/IeTOBaHIE, IPEICTaB-
JIEHbI HA PUCYHKe 1.

YuuTbiBasdg, YTO NepeyncieHHble PU3HAKN XapaKTep-
HBl HE TOJBbKO Ui MEPBUYHOTO, HO U TPUOOPETEHHOTO
UMMYHOZepUINTA, B3POCIbIM MALMEeHTaM Hepef IpoBefie-
HUeM TPUIleNbHOrO 06cmenoBanus st BoisiBnenus [TV,
HEOOXO[MMO UCKTIOUNTD CUHAPOM NPUOOPETEHHOTO VM-
myHopeduiuta (CIIV]) u caxapHblit guaber.

KnnHuko-
nabopaTtopHble
nposasnenusa N4

I

I

KnuHunyeckue

AHamHecTuyecKue
AaHHble

NabopatopHble

npoAasneHuA npoAasneHuna

I u ' I

CemeliHbIi

Peuunansupyrouias

aHamHe3
nua

NHbEeKUnoHHbIe Hevitponexus,

3abonesaHus

Avapes c noTtepei
Beca

Numdonenus,

CHuxeHue IgA, IgM, IgG

MMnonpoteMHemus
Peunavsupytowme OTUTbI, CUHYCUTBI,

NHEBMOHUU

lpnbKOBbIE, BUPYCHbIE MHDEKL UM

NHbEKUMM, BbI3BaHHbIE HENAaTOreHHbIMU
MMKpOOpraHM3Mamu

Pucynox 1. Knunuueckue u anamHecmuueckie 0CHOBAHUS 07151 OUAZHOCINUYECKO20 NOUCKA NePBUUHBIX
ummynodepuvumos (IIVJ])

clinical and laboratory

manifestations of PID

Clinical

Anamnesis : 2
manifestations

laboratory manifestations

I u ' I
Family

history of Infectious
PID diseases

Recurrent diarrhea Neutropenia,

with weight loss

Lymphopenia,

Decrease IgA, IgM, IgG

Hypoproteinemia

Recurrent otitis, sinusitis, pneumonia
Fungal, viral infections

Infections caused by non-pathogenic
microorganisms

Figure 1. Clinical and anamnestic basis for primary immunodeficiency (PID) diagnostic search
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Tabnuua 3. Ckpununzoevle mecmot 014 évisAneHus 1IN

IIpegmonaraemsrii gedext

JIaGopaTopHbIe OTK/IOHEHM, TI03BOAIOIL e
sanoposputs IIN]L

YTounsronine metonpl ana guarHocTuku I

['ymopanbHbLii UMMYHUTET

KneToyHbIif UMMYHUTET

DarounTel

Komnnement

CriBoporounsie nMMyHorno6ymunst (IgA, IgM, IgG)
TuTp HoCTBaKIMHAMBHBIX AHTHUTE /TN
M30TeMarTTIOTHHIHOB

YpoBeHnb 06111er0 6enKa B CIBOPOTKE KPOBU

Jumdomnenns

Ko>xHbie TeCThI 3ame11neHHor71 TUNEPYYBCTBUTETDPHOCTU

HeitrpomneHus nin Heiirpoduies

AHeMus, NeiiKOTIEHN A, TPOMOOIMTONIEH N A, CHIDKEHE
CBIBOPOTOYHBIX MMMYHOITOOyMHOB (IgA, IgM, IgG)

Omnpepenenne nogknaccos IgG

Omnpepenenne cogepxanns 1 GeHOTUITNPOBAHUSA
B-1umM¢onnuToB € MOMOIIBI0 MOHOKIOHATBHBIX
anturen CD19 (CD20, CD21)

Konnuecrso T-mumdonnros (CD4, CD8)

TecT BOCCTAHOB/IEHU S HUTPOCUHETO TETPA3OINs
(HCT-recr)

O61mast reMOIUTIYECKASI CTIOCOOHOCTD CHIBOPOTKIA
(CH50)

Copep)xaHie KOMIIOHEHTOB KOMIIIEMEHTa

B CBIBOPOTKE

TIpumeuanne. [TN]] — nepsudnpiii ummysogeduunt; [gG — ummynornobymun G knacca; IgA — ummynorno6ynnn A knacca; IgM — nmmynorno6ynnn M kinacca, CD19,20,21 —
GelIKI Ko-peIenToph! Ha moBepXHOCTH B-mumbonnros; CD4,8 — 6enku ko-perentops Ha T-mumdormrax

Table 3. Screening tests for PID detection

Suspected immune
system defect

Laboratory abnormalities that make PID suspect

Clarifying methods of diagnostics

Humoral immunity

Serum immunoglobulins (IgA, IgM, IgG)
Titer of post-vaccination antibodies and/or

Detection of IgG subclasses
Determination of B-lymphocytes content and

isohemagglutinins
Serum total protein level

cellular immunity Lymphopenia

Skin Delayed Hypersensitivity Tests
phagocytes Neutropenia or neutrophilia

complement

Anemia, leukopenia, thrombocytopenia, reduction
of serum immunoglobulins (IgA, IgM, IgG)

phenotyping with the help of monoclonal antibodies
CD19 (CD20, CD21)

T-lymphocyte count (CD4, CD8)

Nitroblue tetrazolium test (NBT test)

Total hemolytic capacity of serum (CH50)
Content of complement components in serum

Note. PID — primary immunodeficiency; IgG — Immunoglobulin G class; IgA — Immunoglobulin A class; [gM — Immunoglobulin M class, CD19,20,21 — co-receptor proteins on

the surface of B lymphocytes; CD4,8 — co-receptor proteins on T-lymphocytes

Kpome atoro, cymjectByer psify 1abOpaTOpHBIX CKpU-
HIHTOBBIX MTAHEJIEl /Il TeCTUPOBAHNS IEPBUIHBIX UMMY-
HopleuIMTOB, paspaboTaHHbx Pabouert rpynmoii EBpo-
IeJICKOro ofIiecTBa MO MEpBUYHBIM VIMMYHOfepUIUTaM
(Tabmmma 3) [8].

Tepanml nepenitHoLy
MMM_’)/HO(?@ nymnmos

O6wme npuHuunsl nedeHuss [IV]] mpemcTaBieHbI
HIDKeE:

1) 3amecTnTeNbHAs Tepallisd MMMYHOITIOOY/IMHOM /LA IIa-

PEeHTeparbHOTO BBEJECHNSA
2) Ilpodwmnakruka MHEKIVOHHDIX IPOABICHNI
3) Tepamms HeMH(EKIVIOHHBIX IPOSIBICHNUI
4) Koppexuyst 0C/IO)KHeHMIT UMMYHHON AUCPETysILnm

ITpepcraBieHHOE HIDKe KIMHUYECKOe HAOMIoneHe MO-
JKET CIY>KUTh WUtocTpauueri Boiasnenus [V mo xmm-
HIYECKOIl CMMIITOMATHKe 1 abOpaTOPHbIM METOAM WC-
C/IeOBaHMs, a TaK)Ke JIa/IbHEIIIero BefieHNs MalyeHTa Ha
CTaIMIOHAPHOM U aMOY/IaTOPHOM 9TAIlax.

ITanment C., 36 net. B cembe, co c/1oB maiueHTa, Ha-
CJIefICTBEHHBIX 3a00JIeBaHMII He OTMEYaIoCh, POfICTBEHHN-
KM 37,0pOBbIL. VIMeeT IBYX 30POBbIX fleTeil. B neTcTBe 9acTo
60ren octpbiMu pecrinparopHbimu 3aboneBanvsivu (OP3).
C peTcTBa AMArHOCTMPOBAH XPOHMYECKUIT PUHOCHMHYCUT

¢ obocrpenusamu 6onee 4 pas B rog. IIpoBopmnacey Tepa-
Iyt aHTUOAKTEPUATbHBIMI IIPEIapaTaMyl C IOJIOXKUTENb-
HOJ JVHAMMKOJ, OJJHAKO, CTOMKOJM PEMMUCCUA OCTUYD He
ynasanock. B 2013 rogy nposefieHa MUKpPOraliMOpOTOMMUS,
B pesy/bTaTe 4ero YAA/NOCh JOCTUYb CTOMKON PEMUCCHMN.
ITocnepHee o6ocTpeHue rajiMOpuTa 3aperuCTPUPOBAHO
B 2019 ropy.

ITomyMo 3TOro, ¢ JI€TCKOTO BO3pacTa OTMEYa/lNCh
3MU307bl AVapeu 1o 4-6 pa3 B CYyTKU C NEPUOJUIHOCTHIO
3-4 pasa B rofi, conpoBoXxaBIunecs A ysHbIMU 601AMU
B XKuBOTe. Kynmposanach flaHHas CUMITOMATIKA IIPMEMOM
KIIIEYHBIX AHTUCENTUKOB, pri)aMUKCIHA U IIPOONOTIKOB.

B 1998 roxy Oblra BbIsB/IEHA TMIIOraMMArIOOyINHe-
M, JIedeHNe OoMyYayl Hecrenyduyeckoe ¢ He3HaYMUTe/b-
HBIM yIy4IIEHNMEM, JOKYMEHTA/IbHOTO MOATBEPKIEHNUA
He npepnocrasieHo. B 2013 rofy BbIABIEHO He IOATBEPXK-
IeHHOe reHeTmdecku cHipkeHue IgA, IgG, IgM (co cnos
HalJeHTa, JOKYMEHTAIbHBIX IOATBepXKeHui Het). Ilpu
HOIIBITKE TIPOBEMICHNUS JIeYeHNsI UMMYHOITIOOYIMHOM pas-
BIJIACh aHAUIAKTIYeCKas peaKIys, U3-3a 4ero Tepamys
He GbIIa IPOJOKEHA.

B HOs16pe 2017T. BOSHMKIIO TsDKeNIoe 060CTpeHnme fua-
PeiHOrO CMHAPOMA C SIU30/IaMU JKIUJIKOTO CTY/Ia HECKO/Ib-
KO pas B CYTKH, IIOsIBIeHMEM 0OMM B SIUTACTPUM, OKOJIO-
IIYIOYHON O6aCTM M IO XORY TOJICTOJ KMIIKM, a TaKXXe
B3/JyTMeM XIBOTA I IePMOANIECKIM IIOBBILIEHEM TEMIIe-
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parypsl tena o cy6debpunpubix sHadeHwil. [lanyeHT 6501
FOCIIUTAN3UPOBAH B TACTPOIHTEPOIOTIIECKOE OTENIeHNE
C mojo3peHneM Ha Ienuakuio. Ilo pesynpratam mabopa-
TOPHBIX ¥ MHCTPYMEHTA/IbHBIX OOCIE[OBAHNUIT [MATHO3
«LieNMaKus» He MOATBEpPANICA, MAUMeHT OblI IepeBefeH
B MH(QEKIMOHHOE OT/ie/IeHNe C JMATHO30M «CaIbMOHeTIe3-
Hasg MHQEKUVs, racTpOoMHTeCTHHaIbHAs (opmar. IIpo-
BOAMIACh Tepalvsi (Pypaso/nioHOM, SHTepocopbeHTaMu
1 MHQY3MOHHOIT TePAIIIelt, OfHAKO [OTHOTO KYIIMPOBAHIII
CUMIITOMATUKY JOCTUYD He YJaIOoCh.

IIpn ob6cmemoBaHuy B MHQEKIVOHHOM OTHE/IEHNN
ObUTM BBISABIIEHBI aOCOMIOTHAS TMMQOIEHNsI, CHIDKEHIe
PasIMYHBIX QpaKIMil UMMYHOIIOOYINHOB, a TaKXe Ia-
ToMopdonorndeckue u3MeHeHuA (cM. Tabmmuy 4), 4To
CBUIETEIbCTBOBAJIO O HAIMYMM UMMYHOAeDUIIUTHBIX CO-
crosiHuit. Ilocie KynmpoBaHMS OCTPOI CUMIITOMATHKU

Tabnuya 4. Pesynvmamol uccnedosanuti nayuenma
C., 35 nem (8 nepuood 06cne006aHus 6 UHPEKUUOHHOM
omoeneruu, 2017 2.)

MeTonbr
Pesynprarni
MCCIeJ0BaHUA
Knnanaecknii abcomoTHas MM OLUTOIIEH ST

AaHa/IN3 KpOBA OTHOCUTE/TbHBIN MOHOLIMTO3

Bruoxnmmyeckuit TCPBb

aHa/IN3 KPOBU

ViMMyHOTpaMma l1gG

Kononockonus BbIpakeHHOe fuddy3HOe BocaneHme

¢ Guorncueit C YKOpOY€EHVEeM BOPCUH; OTCYTCTBIUE WIIN

Amnanus xana Ha
nucbuos

AnTHUTENA
K T/IMafinHy

YMEHbIIEHNE IIIa3MaTNIECKUX K/IETOK;
TMeXanuTennaabHbIX III/IM(i)OIH/ITOB

HapyIlIeHNst 6aKTepuaaIbHOTO PaBHOBECSL:
loudunobaxrepnii, nakrobakrepuii
TlnaKTO30HEeraTMBHbIE SIEPUX UL,
cTaMIOKOKKY, YCTOBHOIIATOT€HHA S
MUKPOGIIOPA, APOXKIKENOZOOHbIE IP1ObI

lIgA (0,2 r/m)

Ipumeuanne. CPb — C-peaxrusubiii 6enok; IgG- ummyHornobynnu G knacca;
IgA — uMMyHOINIOOYIMH A Kacca, I nonmxkenne, T moBbllIeHe

Table 4. Patient’s results of examination in infectious

department in 2017
| Methods | Results
complete blood absolute lymphocytopenia

count

biochemical blood
test

Immunogramm

Colonoscopy with
biopsy

Stool test for
disbiosis

Gliadin antibodies

relative monocytosis

TCRP

l1gG

significant diffuse inflammation with
shortening of the intestinal villi; absence
or reduction of plasma cellsT interepithelial
lymphocytes

bacterial imbalance

lbifidobacteria, lactobacteria

Tactosonegative Escherichia, staphylococci,
conditionally pathogenic flora, yeast-like fungi

lIgA (0,2 r/m)

Note. CRP-C-reactive protein; IgG- immunoglobulins G class; IgA- immunoglobulins
Aclass, | decrease, T increase

nanyeHT ObUI Halpab/ieH B KOHCyIbTaTMBHO-MAarHOCTH-
4yecKoe OTfe/ieHMe ajieproaorun u ummysnonorun Topop-
ckoit kmuuudeckon OonbHuLbl (I’KB) Ne 52 (r. Mocksa)
C HampaBUTENbHBIM auarHo3oM «O6mjas BapuabenpHast
MMMYHHas HelOCTaTOYHOCTb».

[Tpu manpHeiteM 06CIENOBAHNN B OT/IEIEHNN a/lIep-
TOJIOTMM ¥ IMMYHOJIOTUY OBIIO BBISIB/IEHO CHVDKEHUE CBI-
BOPOTOYHBIX IMMYHOITIOOY/INHOB, a TAKXKe IIPOBELEHO VM-
MYHO(EHOTUIMPOBaHNE TUM(OLNUTOB, T.e. MOUCK 6enka
Ko-perjeritopa Ha mumdonurax (CD), cnenuduanoro mus
KaXJ0ro ceMeiicTBa mMM¢onuTos. Pesynbrar ObU1 HOTy-
YeH CIefyIoIMit: IToBbleHHOe cofepykanyue CD3-, CD19+,
yMmepeHHoe cHmKeHne CD3+, CD19-; CB3+, CD4+; CD3-,
CD8+.

B pesynbTaTe NpoBeeHHOTO AMAarHOCTUYECKOTO MOVC-
Ka YCTaHOBJIEH uarHo3 «[lepBUYHBI MMMYyHOZE(DULINT.
Obujas BapuabenpHasi MMMYHHAs HELOCTATOYHOCTD —
araMMarao0y1nHeMusi».

PexomeHpioBaHa Tepamys BHYTPMBEHHBIM BBelEHVEM
HOPMa/IbHBIX MMMYHOITIOOY/IMHOB YeloBeKa B mo3e 10 r
OerKa B leHb Ha HeolpefeIéHHO [JOnruii epuon. Ilpu npo-
BEJEHUM 3TOV TEPAIMU AJJIEPIUYECKUX PEeaKUUIl y Malu-
€HTa He HaO/II0aIoCh.

ITocne Bepucukanyu guarnosa [1V]] Bo Bpems cTaryo-
HapHoro nedenus B 2017 ropy HEOOXOIMMOCTD B TOCIIUTA-
N3l BO3HMKJIA IUIIb OGHOKpaTHO B 2020 rogy B cBA3K
C BBIP@XEHHBIM 00OCTpeHNEeM XPOHNYECKOro OpOHXMUTA.
B panpHerimeM manyeHT HaOmiomancs B aMOylIaTOPHBIX
YUpeXIeHMAX.

B ¢espae 2018 r manyent C. 6bUI KOHCY/IBTUPOBAH I'a-
CTPO3HTEPOJIOTOM IO MOBOJY PEeLUANBUPYIOLIEN Auapen,
CHIDKeHMsT Macchl Tena Ha 10 xr (¢ Hos6ps 2017 T), 6071
B s1eBoM nofipebepne. [Tamnent o6cnegoBan aMOyIaTOpPHO.
YcrapieH narHos «XpOHMYECKMII TacTPUT C BHELIHece-
KPeTOpOll HEJOCTaTOYHOCTDHIO ITO/KETYIOYHON Kele3bl;
BTOpMYHAA IMaHKPeaTOTeHHAaA SHTEPOINATUA C CMHIPOMOM
Manbabcopunu. CHHAPOM M30BITOYHOTO OAaKTepHUaTbHOTO
pocrax. Ilo pesympraraM AMAarHOCTUKY OBUIM Ha3HAYEHBI
nonudepMeHTHbIe TIperapaTbl, a TaKXe O00s3aTeNbHbIN
KypC NpOOMOTMKOB M KMIIEYHBIX AaHTUCENTUKOB. IIpe-
IapaThl IPYHMMAIOTCS TAIMEHTOM /0 BPEMEHHOTO II0JI0-
JKUTeBHOTO 3 dekTa B Bie HOpMAIU3aLN CTY/Ia Yepes
7-8 [Hel, Kypc IpueMa Ha3Ha4aeTCs IIOBTOPHO IIPU pely-
JVBE€ CUMITOMATUKIU. B pesynbrare MpoBeNEeHHON Mepuo-
IOMYEeCKOil Tepamuy OTMEYanoch 3HAUMTEIbHOE YIIydvllle-
HIe, Y TallMeHTa CHM3WIACh YaCcTOTa ¥ TSXKeCTDb 3MM30L0B
IVapen.

B mapte 2019r. manyeHT 06paTUics K TepaIeBTy II0 HO-
BOJY KallIsi B Te4eHIe IHS ¢ MOKPOTOIL, Hanbosee 001Ib-
HOI1 110 yTpaM. XapaKTep MOKPOTbI MEHAJICA OT CIU3VUCTOTO
IO CIM3UCTO-THOVHOro. Kamenp oTMmevan mepuopmdeckn
¢ 2016 roga. Y4YuThiBaAg UIATENIbHOCTb HNAHHBIX >Kamoo0,
OBbI/T YCTAaHOBJIEH AMArHo3 «XpoHWYeckuit 6poHxut». Pe-
KOMEH/JallM BK/IIOYaau mnpueM neBodokcanmua 500 mr
B TeueHre 10 fHeit, B codyeTaHun ¢ HeOyIail3epHBIM BBe-
IeHMeM Iperapara unparpommuit/peHorepon. B cenrsabpe
2019 roga manyeHT OblI TOCIUTAIN3NPOBAH B IIyJIbBMOHO-
JIOTMYecKoe OTHeTIeHIe C TsDKENbIM 000CTpeHneM XpOHM-
YeCKOro OPOHXNTA, MPOSIBABIINMCS TUXOPAIKON, OBIII-
Koit Ipu xonbbe meHee 100 MeTpOB, CabOCThIO, KAITIEM
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C OTXOXJEHMEM MOKPOTBI JKEITO-3€/IeHOro I1BeTa. bpuro
BBITIIOJTHEHO KOMIUIEKCHOE JICCTIelOBaHMe (PYHKIMN BHEII-
Hero pgbixannda (OB]I), perrreHorpadus opraHoB IpyfHOI
KJIETKM B 2-X IIPOEKLMAX, I0CEB MOKPOTbI He BBIIIOITHATICA.
Ha penTrenorpammax rpygHo KIETKM CBEXMX OYaroBbIX
U VHOQUIBTPATUBHBIX T€HeNl He BBLABJICHO, JIETOYHBI PU-
CYHOK IIPOC/IEeXMBAJCA 1o BceM nonAM. Ilo pesynbraTam
nccnenopanua PBJl Hapymenuit He ormedanoch. IIpo-
BefleHa TepamusA BaHKOMUIVHOM, OpOHXOAMIaTaTOpaMu
U MYKOJIUTUKAMMA.

ITanmenT BBIMMCaH TOCIe 6 fHEN TOCHUTANIU3ALUN
C IIOJIOKUTE/IbHOM OVIHAMUKONM € PEKOMEHJALAMY IO Me-
IVMKaMEHTO3HOMY IIpMeMY:

— Dmmkonmpponus 6pomup 50 MKr/uHr 110 1 Broxy 1 pas
B CyTKU 21 neHb

— @moxoHasona 50 MT 10 2 KaIlC. yTPOM IIOC/IE efibl B Te-
gyeHne 10 gHe.

— Amuxannmsa 1 rp. + 10,0 M ¢usmnonorndeckoro pac-
TBOpa B popMe pacTBOpe /isA HeOyaii3epHbIX MHTaIA-
U KaKable 8 YaCOB B TeUeHMe OJJHOTO Mecslia

— Asurpomuiuna 250 mMr no 1 ta6. 1 pas B 3 fHs B Tede-
Hue 3 mecsues (ccpiika Ha KP) [9]

— Ilonndepmentreix mpenaparos 10000 Ex mo 1 Tab.
3 pasa B cyTKu B TedeHue 10 gHeit

— Tpume6yTrra 200 Mr 110 1 Kamc. 2 pasa B CyTKI B Tede-
HIUe 2-3 Helenb

— Banxommnumna 500 Mr 4 pasa B CyTKM IIEpOPaIbHO Kyp-
coM 10 14 mHert.

— Budnnym-6akrepuna mo 10 5os 3 pasa B CyTKu B Tede-
HIe 2 Heenb
[Tpn oboCTpeHMM XPOHMYECKOTO OPOHXMTA IOKasa-

HO IIpoBefieHye HeOyali3epHOil Tepalni 10, KOHTPOIeM
CIVIPOMET P
— unparpoms 6pomus\denorepon 6ygeconny 15-20 xa-
nenb Ha 2,0 puspacTBopa 2 pasa B [IeHb
— 6ymeconnp 0,25 mr\mi 1 Hebyma mwin 0,5 mr.mi 1\2 He-
6yrbl 2 pasa B JieHb
— ambpokcon 40 xarernb Ha 2,0 puspacTBopa 2 pasa B ieHb
B siBape 2020r BO3HUK/IN >Ka/m00BbI HA KAIIeIb CO CIIN-
3UCTO-THOITHOJ MOKPOTOI1, Cy6(heOpUIbHYI0 TeMIepaTypy
terma. Ha peHTrenorpaguy opraHoB rpyfHOI KIETKH — Jie-
TOYHBIE IONA 6e3 OYaroBbIX U MH(QWIBTPATUBHBIX M3Me-
Henuii. Ilo pesynbratam mccnegosanna OBJI napymennit
He BbIsiB/IeHO (06beM popcrpoBaHHOTO BbITOXA 3al-fo ce-
kyany (O®B ) 95 %, dopcupoBanHas )XusHeHHAA eMKOCTD
nerkux (PXKE) 98 %). Tak xak o6ocTpeHne 6610 HETSIKe-
JIBIM, KYPC aHTMOMOTUKOTEpany 65T IPOBefieH B aMOy/ia-
TOPHBIX YCTIOBMAX C HONOXKUTENbHONM AnHaMukoii. Ilocne
2020 roga manyeHT IO HOBORY 00OCTPEHNIT XPOHIYECKIX
3a00/eBaHNI1 B OMKIMHIUKY He 00Opalliajcs, TOCIUTaIn-
3anuit He 6pu10. Habrmopascs y anepronora-uMMYyHOJIOL,
ITy/IbMOHOJIOTA M OTO/IAPMHTIOJIOTA.

B suBape 2023r manumeHT obpatmics aMOymaTOpHO
K JIePMATOJIOTy ¢ kKanobamu Ha 06pasoBaHme Ha KOXKe IIpa-
Boit wekn. IIpu ocMoTpe Ha KoKe IIpaBoIll 1eKU OTMeval-
¢s1 Biasblii py6bern go 5 MM. I1pu epmMaTockommy 1o Kpasm
pybua HabmOmamNCh APeBOBUAHBIE COCYABL PerrmoHaib-
Hble J1/y He Na/JbIIMpPOBAINCD. Bbl/la BBIOTHEHA OUOTICHS;
IIPY TUCTONOIMYECKOM UCC/IeNOBaHMY BepuuIpoBaH 6a-
3aJIbHOK/IETOYHBIN PAaK B HA4aJIbHOM CTaJVM, HOJLY/IAPHAA

¢dopma. bbIio mpoBefeHO pafuKaJbHOE XMpPyprudeckoe

nedeHre (MccedeHms obpasoBaHus). B Hacrosee Bpe-

M HaLMeHT HaOMIoaeTCs Y epMaTo/Iora B IIO/IMK/IMHIKE

C IUIAaHOBBIM JJYICHAHCEPHBIM OCMOTPOM pa3 B Ionropa. Pe-

IIU/IUBOB OITyXOJIY He BO3HUKAJIO.

Oxonuamenvholii 0UAzHO3: NePEUHHBILL UMMYHOOe-
duyum. Obuias eapuabenvHaAsT UMMYHHAST HEOOCMAINOY-
Hocmb — azammaznoOynunemus. Xponuueckuii 6ponxum,
cmotikas pemuccusi. Xponuueckuii nanKpeamum ¢ 6Heul-
HeceKkpemopHoil HeOocmamouHocmvio. Bmopuunas nan-
KpeamozeHHAsI IHMEPONAMUS C CUHOPOMOM MATTbAGCOPO-
yuu. Cunopom u3bvimouHoz20 6aKmepuanvHozo pocma.
Basanvnoknemounviii pax Kosxu, HOOynApHas dopma,
COCMOAHUE NOCTIE XUPYP2UHECKO20 TeHeHUST.

Iuarnos chopmynnposan B cepenune 2023 I. BpauoM
0011jeil IPaKTUKY HOMMKINHIKY Ha OCHOBAaHUI Me[VILIVH-
CKOJI IOKYMeHTallM)I Bpadell ZepMarTo/ora, ajuleproyora-
MMMYHOJIOT3, ITy/IbMOHOJIOTa.

Ha MOMeHT AMHaMM4YeCKOro HAOMIOEHNS JaHHOIO
manyenTa (ceHTAOpb 2024r.) OTMEYAOTCS >KamoObl Ha He-
6O0IBILION CYXOJi Kallle/b, HEPUOANIECKN HEeYCTONYUBBIN
CTY/I, TAKTUKA BeIeHM 3aK/II0YaeTCsA B CINYIOMNX Mepo-
IPUATHAX:

1. HaGmrofeHue y TepaleBTa, a/UIeproyiora-yMMMYHOJIOTa,
ITy/IbMOHOJIOTd, OTOPUHOJIAPYHIOJIOTA, TaCTPO3HTEPO-
7I0ra, OHKOJIOTa

2. IloxusHeHHas  3aMeCTUTeNbHAass  MMMYHOTEpAIys
B/B MMMYHOIOOY/IMHOM 1 pa3 B MecA1 B o3e 0,4 r/Kr

3. Kourpons nperpancdysuonnoro yposus IgG, IgA, IgM
1 pas B 3 MecAna B cTaioHape

4. O6uuit aHaIN3 MOKPOTBI, II0OCEB Ha POCT OaKTepuab-
HOJI U IrpUOKOBOIL (IOPHI, OIpefeeHne YyBCTBUTEb-
HOCTM K XUMMOTepaIleBTMYeCKMM IIpemaparaMm 1 pas
B 3 Mecsla

5. Cnmpomerpus, uccnefoBanme fudysnoHHOI cr1ocoob-
HOCTHM JIETKKX 1 pas B 3 MecAla

6. dubpoxomoHockonus 1 pas B rox

7. Tlocep Kaja Ha Ha/M4Me YCIIOBHO-IIATOTEHHON U ITaTO-
Te€HHOIT QJIOPBI IPK pPeUNANBE AMAPETHOTO CHHAPOMA

8. Kmmumueckmit aHamus KpoBu, C-peakTuBHBII 6el1oK
(CPD), ¢pubpuHOreH, KaIbIpoTeKTHH 1 pa3 B 3 MecsAna

9. VmprpasBykoBoe nccnenosanue (Y3V) opranos 6pror-
HOJI IIOJIOCTU U II0YeK, 3a0PIOIIHHOTO IIPOCTPAHCTBa,
Bcex rpym mumM¢oysnios 1 pas B rof

10. ITpodunakrudeckas BaKIVHAIMA INPOTUB
U THEBMOKOKKa.

rpuIIa

O6cyxpeHne

Oco6eHHOCTD IPECTABIEHHOTO KIMHIUYECKOTO CIyvas
3aK/I09AeTCA B JIJIMTEIBHOCTU U CIOXKHOCTY IOCTAHOBKI
[MArHo3a MepBUYHOTO MMMYyHOmeduinTa C fe6I0TOM BO
B3POCJIOM BO3pPacTe, a TAKXKe B pPaspaboTKe TAKTUKY BeJie-
HIISI TAKUX TTALJMEHTOB B aMOY/IaTOPHOIT IPAKTHUKE, YTO MO-
JKET BBI3BATH MHOT'O BOIIPOCOB Y JIeYall[X Bpadell.

JlmarHocTudeckass CIO)KHOCTb B JAQHHOM CJIydae 3a-
K/II0Yajach B OTCYTCTBUM OTSTOILEHHOTO HAC/IEf[CTBEH-
HOro aHaMHe3a (PORMTeNN, CUOCHL U JaXKe HeTU Hal[eHTa
He CTPAfia/Iil OT NATO/IOTHUIT MUMMYHHOI CUCTEMBI), @ TAKXKe
B II03/jHeM [1e010Te IMMYHHOIT TaTOIOT M.
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JIJs1 KOPPEKTHOII TIOCTAHOBKY [JaTHO3a CIEAYeT IIOM-
HUTH O KIIMHNYECKUX «MacKaxX» UMMyHonebuiyura: nHpex-
[[IOHHBIX, OHKOJIOTMYECKNX, ayTOVMMYHHBIX, ajIeprude-
ckux u T.J. Heobxonumo o6paruTh BHUMaHME HAa YacTO
BcTpeyatomuiicss knnHndecknit npusHak I[MMIC momumo
PeLVANBUPYIOMNX MH(EKINIL, KOTOPBII B JAHHOM CIIy-
Jae HATO/IKHY/I Bpadell Ha MbIC/Ib O IIPABUIBHOM [i1IaTHO3e.
Pedb ujIeT 0 YACTHIX AMN30/AX JUAPEN, COIIPOBOXK/IAIOLINX-
cst i dysHbIMY 60/LIMI B )KUBOTE. ITO OOBSICHSIETCS TEM,
YTO KPYIHbIN MMMQONUIHBII alNapar >KeTyI0YHO-KHUIIed-
HOTO TPAKTa, BBICTYNAMOMINII KaK [EePBUYHbIN Oapbep 3a-
I[UTBI, MICTOHYAETCSI, YTO IPUBOANUT HOPKEHUIO BOPCHU-
HOK TOHKOJI KMIIKHU Yy>KePOJHBIMY MUKPOOPTaHU3MAMI.
B pesynbrare BO3HUKAeT Amapesi BOCIIATUTEIBHOTO VIIN
OCMOTHMYECKOTO THUIA. AYTOMMMYHHBII XapaKTep Imopaxe-
HISI XKeTY0YHO-KIIIETHOTO TPAKTA, TAKXKe CIIOCOOCTBYeT
pasBuTHiO auapeu. Ilpy MckmoueHnn pyroi M3BeCTHON
stonorun (Bupyc mmMmyHopmeduumrta denmoseka (BMY),
MHQEKIVOHHBII 9HTEPOKONMNUT, 60mesHb KpoHa, omyxonu
U TyOepKyné3 KUIIEeYHNKA, IICeBIOMEeMOPaHO3HBIII KOJINT,
Lenmmakus u mp.) crout samnoposputs V]I, [6]. B xannu-
YECKOM aHaj/iM3e KPOBU XapaKTepHbIM npmsHakoMm I[IV]I
Oymer abcomoTHasT MUMQOLUTONEHNS, B MMMYHOTPaM-
Me — CHIDKEeHUe BCeX (PppaKuuil MMMYHOITIOOY/IHOB, IIpU

OMOICUM TO/ICTON KUIIKY — YKOPO4YeHMe BOPCUH B CO-
YeTaHUM C YBeIMYEHMEM KONMMYeCTBA MEXKSINUTeNNab-
HBIX TMMQOLNUTOB, a TaKXKe HapylleHNe GaKTepyasbHOro
paBHOBecKst B aHanu3e Kaja. UTOObI MOCTaBUTh OKOHYA-
TenbHbli uarHo3 I1V]] Heo6XoAMMO IPOBECTH PAJ, yTOY-
HSIOIIMX METOf{OB MCCIEHOBAHNS B 3aBUCUMOCTHU OT IIO-
Zo3peBaeMoill rpynmbl uMMyHomedunura (cM. Tabnumy 3).
B mpefcTaBIeHHOM K/IMHMYECKOM Cilydae ObUIO IIpOBe-
IeHO MMMYHO(EHOTUIIMPOBaHMe IUMQOLNUTOB, 4TO Ha-
TOJIKHY/IO Ha MBICTb 06 0011jeil BaprabebHO MMMYHHO
HEJJOCTATOYHOCTIL.

B rtepanmn IIV]] He06XOAMMO COOMIOZATH IPUHIINAI
HO>KM3HEHHOJ HEIPepbIBHON 3aMeCTUTE/IbHOI Tepanuu
MMMYHOITIOOY/IMHOM C KOHTPOJIEM VIMMYHOTPAMMBI pa3
B 3 mecsua [10]. Kpome atoro, cienyer mpoBOfuTh Tepa-
M0 BCEX CONYTCTBYIOIMX 3a00/IeBaHMIl TTAlVeHTa, IIPU
HOSIB/ICHUN TSDKETIBIX 060CTPEHNIT — HEMEJJIEHHO TOCIIN-
TanusupoBaTb. CTOUT OTMETHUTD, YTO B TEPAINI MallMeH-
toB ¢ IIMJIC 6onpuyio ponb urpaer clnaxkeHHas pabora
MeXJy aMOylTaTOPHBIM 3BEHOM U CTAI[OHApOM. 3ajjada
KIMHULMCTOB Ha CTAI[IOHAPHOM 3Talle — BepUPMKAIVA
muarnosa IIV]] u okasanme KBanuUIMPOBAHHON IO-
MOILIY B 3KCTPEHHBIX cocTosHuMsX. Ha amOymatopHom
9Tale IPOM3BOAUTCA KOPPEKLMS TEKYIIEro COCTOSHUS

MaymeHT. C, 36 nert, r. MockBa. HacneactBeHHOCTb He oTArolleHa. B getcree yacto 6onen
OPBMW, o6ocTpeHue xp. cuHycuTa 6onee 4 p/rog, anapesa 3-4 p/rog 4-6 p/peHb.

Hanpasnerue 8 TKBNe52.

HazHaueHb! ummyHorpamma (W I1gA,G,M);
uMmmyHodeHoTUNMpoBaHue
naumdouuTos, cHuXeHue peuentopos CD

[AVATHO3: NEPBUYHBIA UMMYHOAEGULIUT,
OBLUAA BAPMABE/IbHAR UMMYHHAR

HEAOCTATOYHOCTb-ATAMMAI/IOBY/IMHEMUA

JleveHue: NoXU3HEHHAA Tepanua
8/8 UMMYHOrNOBYNMHbI UenoBEKa HOPMaNbHbIe

(Ul Bena, Okraram, lFamyHekc ) B gosuposke 40 mr

¥anobbi: Kawwenb ¢ MOKPOTOM CAU3UCTO-
rHOMHOrO XapaKTepa, NePUOAUUERCKH KeAToro
useta c 2016 roaa.

AWUATHO3: XpoHuueckuit 6poHxut

JleueHue: nesodpnokcauux, GpoHxoamunaTaTopbl

¥anobbi: nuxopaaKa, 0AbIWLKa, Kalwenb ¢
CAUBUCTO-FHOMHOI MOKPOTOM

HazHaueHb! uccneposaHua OB/ (Hopma), RgOMK
(Hopma)

JledeHne: aHTUBMOTUKM, AHTUMUKOTHKN,

l Hos6pb 2017 - DOeKabpb 2017 . bespanb 2018 '

6poHxoanNaTaTOPbI, MYKOAUTUKMN
I fAiusapb 2023

¥anobei: 60b B 3nUracTpum, OKOAONYNOYHOM
obnactv 1 No xoay TONCTOM KULLKY, B3AyTUe
KMUBOTA C NOADBEMOM TeMNepaTypb! A0
cy6debpunbHbix uncen. 3anogo3peH AMarHos
uennakua. HasHaueHb! KAMHUUECKUM aHanus
kposu (numdouutonenus), 6/x (1 CPB),
KonoHockonua ¢ 6uoncueit (audpdysHoe
BOCNaneHue C yKopoueHuem BOpPCUH;
PmexkanuTtenuanbHbix AMMbounTos), aHanus
Kana Ha gucbuos (Hapywerue 6ak.pasHosecus),
ummyHorpamma (\J IgA). Boissnena

¥anobet: peuugusupyowan guapes,
CHUKeHue maccbl Tena Ha 10 kr (¢ Hoabpsa
2017 roaa), 60nb B KUBOTE B NEBOM
nogpebepve. Haznauens 3rAC
Konoxockonua ¢ 6uoncueit

¥Y3U 6prowHoit nosoctu

AHanus Kana Ha aucbuos.

AUNATHO3: XpoHuueckuit naHKpeaTuT ¢
BHELWHel CEeKPETOPHO HeA0CTaTOUHOCTBIO
noAMenyaouHoi xenesbl. Bropuuxas
naHKpeaToreHHanA 3HTepPonaTuA c

Mapr 2019
CeHtabpb 2019
¥anoboi: 06pazosaHme Ha KOKe
npasoii weku. Mpu ocmoTtpe Ha
KOXXe NpaBoii WeKn oTMeuaeTca
snanbiii pybey Ao 5 mm. Mpu
AepmaTockonuu no Kpaam pybua
APeBOBUAHbIE COCYAbI.
PeruoHanbHble numdoyznbr He
NanbnUpyTCa
HazHauena 6uoncus
AWUATHO3: ba3anbHOKNETOUHbIN
paK KOXu Npasoit Wweku,

canbMoHennésHan uHbekuua,
racTpouHTecTuHanbHas popma. JledeHue:
dypazonuaoH, npotusoauapeitHbiil npenapar ¢
aacopbupyowmm aerictenem, uHPysuoHHan
Tepanua, CNasmoAUTUKN

Pucynox 2. Bpemennas wixana Habno0eHus 3a 601bHbIM € NEPBUUHBIM UMMYHOOePUUUIMOM

cuHapomom manbabcopbuuu. Cusapom
n36biTouHoro 6akTepuanbHOro pocra
JleyeHue: nonudepmeHTHbIE Npenaparbl,
obazaTenbHbIl Kypc NpobuoTukos u
KULUEUHBIX aHTUCENTUKOB

HoaynapHana popma
JleqeHue: pagukanbHoe
XUPYPruyeckKoe neyeHue
(ucceuerHue obpazosaxua)

Ilpumeuanne. OPBV — ocrprie pecnimparopHbie BupycHbie nHdexuun, KB — roponckas xnmumdeckas 6onbuuna, Ig/VII' — uMMyHOrno6ymiH, 6/x — 6MoXuMudeckuit aHamm3
kposu, CPB — C-peaktusHsiii 6e10k, IIIC — asodaroractponyonenockomnus, Y3V — ynbrpassykosoe nccnegosanue, ®BJI — bynkius BHeHero goixanus, RgOTK —

peHTreHorpadusa opraHoB IPYHO KIeTKI
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PA3BBOP KAMHMYECKUX CAVIAEB

Patient S., 36 years old, Moscow. no hereditary diseases. He often suffered from infections as a child

including chronic sinusitis and diarrhea

ﬂamination in a specialized climx

an immunogramm was performed
decrease IgM, IgG, IgA was
detected

immunophenotyping

Diagnosis: primary
immunodeficiency: common
variable  immune  deficiency
(agammaglobulinemia)
Treatment: lifelong therapy with

Qtravenous immunoglobulin /

Nov 2017

Feb 2018

ﬁomplaints of cough with pumleh

sputum (periodically since 2016)
Diagnosis: chronic bronchitis
Treatment: levofloxacin,
bronchodilators

Complaints of cough, fever,
dyspnea

Chest X-ray and spirometry — no
abnormalities

Treatment: antibiotics,

Qﬁmycotics, mucolytics /
March-Sep 2019 Jan 2023

ﬁomplaints of abdominh

/Complaints of recurrent dianhea,\

?:2; b(l;c;;t::g, di:::::bmi: weight loss of 10 kg since Nov

’ o 2017
m;:mmmtztc?d(): EGDS, ultrasound, colonoscopy,
ACRP, colonoscopy with stool test were performed

Diagnosis: chronic pancreatitis

4 N

Complaints of defect on right
cheek

5 mm sunken scar was detected by
examination, tree-like vessels was

b{f:ﬁsy gﬁ’se mﬂamtx.nautzn with exocrine secretory seen on dermoscopy
?‘;&:nnal' ri,m ® Sto 1 te; insufficiency, secondary S0y as pa e
(:acteﬁal in1.;1’31);!1“)00 pancreatogenic enteropathy with D:ag.nosxs: basal cell skin cancer of
2 Juay malabsorption syndrome, bacterial the right cheek, nodular form
gasttomt(ianfsnnalﬁ salmonella overgrowth syndrome )
) . °nI A Treatment: multienzyme drugs, Surgical treatment
?zau::mgxzmm furalzo gli dingeA probiotics and intestinal antiseptics
sorbeats, infusion therapy, K / \ /

K antispasmotics J

Figure 2. Timeline of observation of a patient with primary immunodeficiency
Note. Ig — immunoglobulin, CBC — clinic blood cells, CRP — C-reactive protein, EGDS — esophagogastroduodenoscopy

TmanyenTa ¥ MOHUTOPUHT Ha6opaToprIx " MHCTPYMEH-
TaJIbHBIX JaHHBIX.

Y [OaHHOTO MalMeHTa HPOTHO3 ONarONpUsITHBINA, T.K.
TIOANEPKNBAETCA OITUMATbHBIN YPOBE€HDb ChIBOPOTOYHDBIX
MMMYHOITIOOYTIMHOB ITyTeM €>KeMeCSYHbIX BHYTPMBEHHBIX
nHpy3uii, ceppe3HBIX 000CTPEHNIT XPOHNIECKUX 3aboe-
BaHUI He OTMEYAeTCA, M IMAMEHT NPOSABIAET BbICOKYIO
TIPUBEP)KEHHOCTD K JIEYEHUIO.

JakArueHue

Tlogxon x muarnoctuke u nedenuio ITVIC saBmser-
Cs1 KOMIIEKCHOM MeXAMCHUIIIMHApHOI 3afaueii. Ctout
MIOMHUTD O BEPOSITHOCTH TIO3/IHETO JiebioTa 3a601eBaHus,
BO3MOYXHBIX «MaCKaX» MaTONOTUM, 00A3aTe/TbHOI TOXKN3-
HEHHOJ 3aMeCTUTE/IbHOI Tepaluy MMMYHOIIOOYINHOM
C KOHTPOJIEM YPOBHsI MMMYHOIIOOY/IMHOB IIa3Mbl KPO-
BI, @ TAK)KE PEry/IPHOM HabIIOeHNN Bpadeli-CIeuaim-
CTOB, 3aHMMAIOLIVXCSA Tepalyeil COyTCTBYIOIUX 3abore-
BaHMUIL.

Bknap aBTopoB:

Bce aBTOpbI BHEC/IM CyILLeCTBEHHBIV BK/1a/, B MOArOTOBKY paboThl, Tpoy/n
1 0406punu GuHaNbHYIO BEpCMIO CTaTbk nepes nybankaumen

NapuHa B.H.: pa3paboTka KOHLENLMM 1 An3aiiHa PyKOMUCH, aHaau3 1 MH-
TeprnpeTaLun AaHHbIX, pejaKTUpoBaHMe TeKCTa, MPOBEpKa KPUTMHECKU
BAXHOIO MHTE/INIEKTYa/IbHOTO CO/AEPXKaHUsA, OKOHYaTe/IbHoe YTBepXae-
HUWe pyKonucu Ansa Ny6avKaLmMm, OTBETCTBEHHAsA 3a BCe acrekTbl paboThl
Kyauna E.B.: aHann3 1 UHTepnpeTaumu faHHblX, MPOBEPKa KPUTUYECKN
BaXXHOIO MHTENNEKTYaNbHOrO CO/AEPIKaHWA, OKOHYaTe/IbHOe YTBepX/e-
HUe pyKomucK Ans ny6aMKaLum, NoAroToBKa TeKCTa PyKonmcK, OTBeT-
CTBEHHas 3a BCe acnekTbl paboThbl

MartBeituyk T.A.: 0630p ny6/MKauuil No TeMe CTaTbM, MHTepRpeTaLus
faHHbIX, NOArOTOBKA TEKCTa pyKomnucy, paboTa C MTepaTypoid, oTBeT-
CTBEHHas 3a BCe acnekTbl paboThbl

LLleperoea E.H.: 0630p nybankaumii no TeMe ctatbu, c6op, aHaM3 1 UH-
TepnpeTaums JaHHbIX, OPraHU3aLMOHHOE 1 pecypcHoe obecrieyeHue ny6-
/MKaLMK, OTBETCTBEHHbIA 3a BCe acreKTbl paboTbl, UTOrOBble BbIBOAbI,
OKOHYaTe/IbHOE YTBEPX/AeHNe PyKonucu A1s ny6ankaumm

BuHokypoBa O.0.: pejakTpoBaH1e TeKCTa, POBEPKa KPUTUHECKM BaXKHOTO
VIHTE/NIEKTYa/IbHOrO COZiePXKaHUsA, OTBETCTBEHHaA 3a BCE acneKThbl paboThl
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