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K CBEAEHUIO ABTOPOB!
[Ipu HampaBIeHUY CTAaTbH B PEAAKITHIO HEOOXOINMO COOITIOATh CISAYIONINE TIPABHIIA;

1. CraTps 1oyKHA OBITH MPECTABICHA B IBYX DK3EMILISIPAX, HA PYCCKOM MJIM aHTIIUHCKOM SI3bI-
Kax, HarleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OHOIl CTOPOHE CTAHIAPTHOIO JIUCTA ¢ INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBIH WPUQT U1 TEKCTa Ha PYCCKOM U
anruiickoM sizpikax - Times New Roman (Kupuaauima), Ui TekcTa Ha TPY3UHCKOM SI3BIKE CIIETyeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykornrcu, HaneyaraHHOW Ha KOMITBIOTEPE, JTOJDKEH
o51Th IprTO’keH CD co crarbeit.

2. Pa3mep craTbu 10TKEH OBITH HE MEHEE IECSTH 1 He OoJiee 1BaALaTH CTPaHUI] MAIIHOIINCH,
BKJIIOUAsl yKa3arellb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPY3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIIEHBI AKTYyaIbHOCTh JJAHHOTO MaTepHalla, METO/IbI U Pe3YIIbTaThI
UCCIIeIOBaHUS U MX 00CYKACHHE.

[Ipu npencTaBIeHNN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJIMYECTBO IKCIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIIHECS METOABl 00e3001MBaHUs U
YCBIMICHHUS (B XOJ€ OCTPBIX OIBITOB).

4. K crarbe JOIKHBI OBITH IPUIIOKEHBI KpaTKoe (Ha MOJICTPAaHUIIbI) Pe3OMe Ha aHIIIMICKOM,
PYCCKOM M I'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIEIYIOLINE pa3aesbl: Lieb UCCIeI0BaHNs, MaTepHua U
METO/IBI, PE3YJILTAThI M 3aKIFOUSHHE) U CIIUCOK KITtoueBbIX ciioB (key words).

5. Tabnuupl HEOOXOIUMO NPECTABIATE B Ie4aTHOM hopme. DoTokonuu He TpuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOTKHBI OBITH 03aryIaBICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (DOTOKOIHMHU C PEHTTEHOTPAMM - B HO3UTUBHOM
n300paxeHnH. PUCYyHKH, YepTeKU U IuarpaMmbl CIeLyeT 03arIaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff hopmare.

B noanucsix k MukpogotorpagusaM cieayeT yKa3bBaTh CTEIICHb YBEIMUCHHUS YePEe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIPETHALIUH CPE30B.

7. ®aMUIIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJATCS B OPUTHHAIBHON TPAHCKPUIILINH.

8. I[Ipu opopmnennn u HarpaBneHun crtared B kypHanm MHI nmpocum aBTOpOB cobmronars
NpaBuIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSAX K PYKOMHUCSM, IPEACTABISIEMBIM B ONOMEIUIIMHCKHUE
JKYpHAJIbD», TPUHATHIX MeXKIyHapOAHBIM KOMHUTETOM PEIaKTOPOB MEAMLMHCKUX JKYpPHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIe Kax /101 OPUTHHATIBHOM CTaThU MPUBOIUTCS OMOIHOrpadguyeckuii cucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPbIE UMEIOTCS CChUIKU B TeKcTe. CIHCOK COCTaBIsIeTCs B
andaBUTHOM MOpsAKEe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK IPUBOAUTCS Ha sI3bIKE OpUrMHana. B
CIMCKE JINTEPATyPhl CHavYajIa MPUBOIATCS PaOOThI, HAIMCAHHBIE 3HAKAMU TPY3MHCKOTO anaBuTa, 3aTeM
KApuuien u naruauned. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTATbH JAIOTCS B KBaIPaTHBIX
CKOOKax B BU/I€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmh-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 32 IMOCTETHNUE 5-7 JIET.

9. ns momydeHus MpaBa Ha MyONHMKALMIO CTaThs TOJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJICHUS BU3Y U CONPOBOIUTEIBHOE OTHOILICHHUE, HAIMCAHHBIC WJIM HAlledaTaHHbIC Ha OJIaHKe
Y 3aBE€PEHHBIE MOJIHCHIO U NIEYaThIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBIO MPUBEACHBI UX
(amuIMM, UIMEHAa U OTYECTBA, YKa3aHbl CIIy>KeOHBIH M JOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble KoopAuHaThl. KonmuuecTBo aBTOPOB (COABTOPOB) HE TOJHKHO MPEBBIIIATE IISITH YEJIOBEK.

11. Penakuus ocraBisieT 3a cOO0 MpaBo COKpallaTh U UCHPaBIATh cTarbi. Koppekrypa aBropam
HE BbICBUIAETCS, BCS paboTa U CBEpKa MIPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HenomycTuMO HarpaBiieHHE B pefaklMIo padoT, MPeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeIbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX M3IAHUSX.

Hpﬂ HApyHI€HUU YKa3aHHbIX IPaBUJI CTATbU HE paCCMaTPUBAIOTCH.




Please note, materials submitted to the Editorial Office Staff are supposed to meet the following requirements:

1. Articles must be provided with a double copy, in English or Russian languages and typed or compu-
ter-printed on a single side of standard typing paper, with the left margin of 3 centimeters width, and 1.5 spacing
between the lines, typeface - Times New Roman (Cyrillic), print size - 12 (referring to Georgian and Russian
materials). With computer-printed texts please enclose a CD carrying the same file titled with Latin symbols.

2. Size of the article, including index and resume in English, Russian and Georgian languages must
be at least 10 pages and not exceed the limit of 20 pages of typed or computer-printed text.

3. Submitted material must include a coverage of a topical subject, research methods, results,
and review.

Authors of the scientific-research works must indicate the number of experimental biological spe-
cies drawn in, list the employed methods of anesthetization and soporific means used during acute tests.

4. Articles must have a short (half page) abstract in English, Russian and Georgian (including the
following sections: aim of study, material and methods, results and conclusions) and a list of key words.

5. Tables must be presented in an original typed or computer-printed form, instead of a photocopied
version. Numbers, totals, percentile data on the tables must coincide with those in the texts of the
articles. Tables and graphs must be headed.

6. Photographs are required to be contrasted and must be submitted with doubles. Please number
each photograph with a pencil on its back, indicate author’s name, title of the article (short version), and
mark out its top and bottom parts. Drawings must be accurate, drafts and diagrams drawn in Indian ink
(or black ink). Photocopies of the X-ray photographs must be presented in a positive image in tiff format.

Accurately numbered subtitles for each illustration must be listed on a separate sheet of paper. In
the subtitles for the microphotographs please indicate the ocular and objective lens magnification power,
method of coloring or impregnation of the microscopic sections (preparations).

7. Please indicate last names, first and middle initials of the native authors, present names and initials
of the foreign authors in the transcription of the original language, enclose in parenthesis corresponding
number under which the author is listed in the reference materials.

8. Please follow guidance offered to authors by The International Committee of Medical Journal
Editors guidance in its Uniform Requirements for Manuscripts Submitted to Biomedical Journals publica-
tion available online at: http://www.nlm.nih.gov/bsd/uniform_requirements.html
http://www.icmje.org/urm_full.pdf
In GMN style for each work cited in the text, a bibliographic reference is given, and this is located at the end
of the article under the title “References”. All references cited in the text must be listed. The list of refer-
ences should be arranged alphabetically and then numbered. References are numbered in the text [numbers
in square brackets] and in the reference list and numbers are repeated throughout the text as needed. The
bibliographic description is given in the language of publication (citations in Georgian script are followed
by Cyrillic and Latin).

9. To obtain the rights of publication articles must be accompanied by a visa from the project in-
structor or the establishment, where the work has been performed, and a reference letter, both written or
typed on a special signed form, certified by a stamp or a seal.

10. Articles must be signed by all of the authors at the end, and they must be provided with a list of full
names, office and home phone numbers and addresses or other non-office locations where the authors could be
reached. The number of the authors (co-authors) must not exceed the limit of 5 people.

11. Editorial Staff reserves the rights to cut down in size and correct the articles. Proof-sheets are
not sent out to the authors. The entire editorial and collation work is performed according to the author’s
original text.

12. Sending in the works that have already been assigned to the press by other Editorial Staffs or
have been printed by other publishers is not permissible.

Articles that Fail to Meet the Aforementioned
Requirements are not Assigned to be Reviewed.
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COMMON VARIABLE IMMUNODEFICIENCY AMONG KYIV RESIDENTS:
HETEROGENEITY OF MANIFESTATIONS (CLINICAL CASE REVIEW)

Tsaryk V., Swidro O., Plakhotna D., Gumeniuk N., Udovenko N.

National Bogomolets Medical University, Department of Clinical Immunology and Allergology
with a section of medical genetic, Ukraine

Common variable immunodeficiency (CVID) — is a group of
diseases, which are characterized by the low level of immuno-
globulins, mainly 1gG. Frequency of finding this condition is about
1:10000 in Western Europe and 1:50000 in countries of Northern
America, which is related to limitations of holding immune re-
search. Patients’ average age with symptoms of a CVID is between
10 and 30 years [11,2]. Some of them could have manifestation
of autoimmune processes like cytopenia because of heterozygous
mutation of a TACI gene [18]. The other complication of aCVID
is a chronic granulomatous inflammation, histologically confirmed
in 8-12% of patients, but there is a distinction between groups of
patients from different countries. Splenomegaly is frequently found
in patients with described inflammation [13].

Research goals - analyze frequency of CVID detection in Kyiv
region. Describe a heterogenic clinical manifestation of CVID and
provide differential-diagnostic criteria after analysis of a world re-
search data. Describe clinical case of an unusual late CVID onset
and compare such rare cases with the research data.

Material and methods. Analysis of foreing literature of diag-
nostics and treatment CVID and description of a CVID clinical
case and structural analysis of its frequency between primary
immunodeficiencies in adults.

Diagnostic criteria and clinical manifestations of CVID. The
leading diagnostic criterion of CVID is a reduction in serum level
of IgG below 5 g/1. Also, many patients have a decrease of IgA con-
tent in blood serum, although 12% of patients have IgM in normal
range (> 0.5 g/l) (according to Chapel H. et al, 2008) [5]. Further-
more, the low serum level of IgG does not correlate with the greater
severity of infectious manifestations in CVID. Researchers think
that the lowest number of B-cells memory is more reliable predictor
of the pneumonia progress than the decrease of IgG level [2]. The
computation of the IgE level was proposed as additional labora-
tory parameter (early marker) for determining a risk of developing
immunodeficiencies with impaired antibody production and condi-
tions that exacerbate immunodeficiencies [8].

As we know many patients suffer from upper respiratory tract
infections such as chronic bronchitis, sinusitis, and one or more
episodes of pneumonia. Otitis recurrence is a common mani-
festation of children’s CVID [5,11]. Most of pneumonia and
meningitis cases are caused by S. pneumoniae, N. meningitidis
or H. Influenzae. Usually they develop before the diagnosis of
CVID and rarely occur at the beginning of intravenous immu-
noglobulin therapy. Repeated episodes of shingles and Myco-
plasma spp infections also appear among infections caused by
CVID. [5,7]. Opportunistic infections are much rarer but are oc-
casionally present among CVID patients with the background of
appropriate CD4 + T-cell lymphopenia or in patients who had
undergoing iatrogenic immunosuppressive therapy. Many CVID
patients also suffer from gastrointestinal infections caused by
Giardinia lamblia, Campylobacter or Salmonella spp. [5,11].

Pathological changes in the form of nodular lymphatic hyperpla-
sia, granulomas, disorders of absorption, celiac disease, and chronic
inflammatory bowel disease can be detected in the digestive sys-
tem. The inherent celiac disease histological pattern does not allow
some patients with CVID to receive the expected response for a
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gluten-free diet. Moreover, clinically, these changes show signifi-
cant similarity to Crohn’s disease or ulcerative colitis, despite the
fact that histologically chronic colitis in CVID is different [19].

Approximately 20-30% of patients with CVID had autoim-
mune manifestations and/ or the development of autoimmune
diseases. The most common autoimmune manifestations of
CVID is idiopathic thrombocytopenic purpura and autoimmune
hemolytic anemia, which clinically characterized by a combi-
nation of idiopathic thrombocytopenic purpura / autoimmune
hemolytic anemia with splenomegalias. Other autoimmune ob-
served states include malignant anemia, celiac disease, autoim-
mune thyroid disease, rheumatoid arthritis, vitiligo, psoriasis,
alopecia, and systemic lupus erythematosus [12]. Some CVID
patients have risk of autoimmune diseases provided by a hetero-
zygous mutation of the TACI gene [13,18].

Among the major complications of CVID the most significant is
a chronic granulomatous inflammation determined. The combina-
tion of such histologic inflammation with splenomegaly covers an
average of 8-12% of patients depending on the country [4,5]. Al-
though any organ could be involved to the process—lungs are most
commonly affected. In case of involvement of lungs and / or liver
patients prognosis are getting worse [9]. The relationship between
the presence of human herpes virus type 8 and the development of
granulomatous / lymphoblastic interstitial lung disease was tested
on a small group of patients with CVID [17].

In addition, patients with CVID have an increased susceptibil-
ity to illness. Mortality rates increase with cancer patients with
CVID, despite the fact that in recent studies the incidence of
cancer has been reported to be less frequent [5,10].

Most of scientific researches indicates that lymphoma and
gastric cancer are the most common diseases in patients with
CVID [4,5,10,12]. Most of these lymphomas are b-cellular
(called “non-Hodgkin’s”) and usually are extranodal [5,6]. Some
of them comes from lymphoid tissue associated with mucous
membranes, whose cells proliferate due to chronic antigenic
stimulation or an autoimmune process [6]. One of these carcino-
genic triggers in this territory is Helicobacter pylori, which plays
the role of an inducer of gastric lymphoma and adenocarcinoma
in patients with CVID [6,18,19]. Some researchers suggest to
consider the increase of radiosensitivity in CVID patients as pre-
requisite for increased cancer incidence [1,14].

Clinical case of CVID. Patient M, 42 y. o., without any epi-
sodes of pneumonia in his childhood and currently employed in
woodworking factory complains of frequent pneumonia (3 epi-
sodes in the last 3 years, mild course) and frequent cases of chronic
pansinusitis. He was referred to the immunologist with suspected
immunodeficiency for the first time. Tuberculosis, HIV, diabetes
was excluded. For the last year; he has been registered with two
cases of pansinusitis. On CT — splenomegaly there is an increase in
abdominal lymph nodes, bronchiectasis. An immunological exami-
nation of peripheral blood was performed for the first time in his
life: IgM <0.07 g/I; IgG <1.4 g/l; IgA <0.15 g/l; IgE <1.5 IU/ml;
CD*" cells -79.6%; CD*" CD* - cells - 18.8%; CD*" CD*" cells -
50.3%; CD"" cells - 9.6%; CD'"* CD*" - cells - 10.6%; indicators
of phagocytosis was without deviations (Tables 1,2).



GEORGIAN MEDICAL NEWS

No 9 (306) 2020
Table 1. Research results (Lymphocytes subpopulations)
Study Name Result Units Reference Values
T-lymphocytes 79,6 % 60-80
T-lymphocytes 1,16 x10*9/n 0,8-2,2
% cytolytic T lymphocytes (CD3+CD16/56+) 8,1 % 0-10
% activated T lymphocytes (CD3+HLA-DR+) 53,7* % 3-10
T-helpers (CD3+CD4+) 18,8* % 33-52
T-helpers (CD3-+CD4+) 0,27* x10*9/n 0,5-1,4
% activated T-helpers (CD3+CD4+HLA-DR+) 34,7* % 2-9
T cytotoxic lymphocytes (CD3+CD8+) 50,2% % 19-35
T cytotoxic lymphocytes (CD3+CD8+) 0,72 x10*9/n 0,3-0,9
% activated T cytotoxic lymphocytes (CD3+CD8+HLA-DR+) 59,2% % 3-19
Ratio CD3+CD4+/ CD3+CD8+ 0,38%* 1,0-2,5
CD3+CD4+CD8+ 0,2 % <3,0
CD3+CD4-CDS8- 13,0%* % <7
B-lymphocytes (CD19+) 9,6 % 7-19
B-lymphocytes (CD19+) 0,142 x10%*9/n 0,1-0,4
NK-cells (CD3-CD16/56+) 10,6 % 6-20
NK-cells (CD3-CD16/56+) 0,157 x10*9/n 0,1-0,4
Phagocytic activity of granulocytes 95,1 % 80-100
Granulocyte oxidative intensity 6,5% 8-15
Phagocytic activity of monocytes 95,1 % 80-100
Table 2. Research results (Humoral immunity)
Study Name Result Units Reference Values
Immunoglobin IgE <1,5% units / ml 1,5-158
Immunoglobin IgA <0,15% g/l 0,7-4
Immunoglobin IgM <0,07* g/l 0,4-2,3
Immunoglobin IgG <1,4%* g/l 6,5-16
Circulating immune complexes, medium molecular weight 3 ODU <55
Circulating immune complexes, low molecular weight 5 ODU <115
Complement activity 104* LO 56-91

Table 3. Research results after IVIG (intravenous Immunoglobulin) administration after 1 month of start traetment

Study Name Result Units Reference Values
Immunoglobin IgA <0,15% g/l 0,7-4
Immunoglobin IgM <0,07* g/l 0,4-2,3
Immunoglobin IgG 2,1%* g/l 6,5-16

Unspecified CVID, possible, but not confirmed: late debut of
Bruton’s disease, was diagnosed to the patient M. Further ge-
netic testing found the mutation in RAG2 gene. According to
the standards of treatment and resulted in clinical improvement
and reduction of episodes of synopulmonary infections of this
patient conducted treatment with immunotherapy replacement
drugs of intravenous immunoglobulin (IVIG).

Currently, the patient is-registered with an immunologist and
receives monthly replacement immunotherapy with dose-adjust-
ed IVIG drugs according to the clinical practice and controlled
by IgG levels before administration (Table 3). The description
of this clinical case demonstrates an unusual manifestation of
CVID and its combination with cell immune deficiency as a re-
sult of RAG2 gene mutation in adult patient. The differential di-
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agnosis must be improved between late onset of X-linked agam-
maglobulinemia primarily associated with a decrease in CD'*
B cells in adults and with CVID. The diagnosis of CVID should
be accompanied with family consulting: the identification of the
gene in female and the early detection and treatment of diseased
offspring.

Differential diagnosis of the CVID. The common variable
immunodeficiency is one of the common primary immunode-
ficiental diseases which is often diagnosed among adults and in
the same time, X-linked hypo-/agammaglobulinemia and he-
reditary humoral immunodeficiency rather ts diagnosed in early
childhood as soon as maternal immunoglobulins are faded out.
However, there are occurrences in world research data when
symptoms of the disease manifested in the late ages or CVID
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was diagnosed by mistake, and later mutation of brutonian tyro-
sine kinase was detected, which was followed by reclassification
of disease as X-clutched agammaglobulinemia with late mani-
festations [16]. Typical reduction of number of B-lymphocytes
more inclined to the side of X-linked agammaglobulinemia,
but not for CVID and can be used as sensitive test for detection
of that condition with consecutive more specific tests such as
analysis of mutation of BTK [3]. There is description of CVID
with the combination of the defection of the antibody formation
and the lymphocytopenia which are combined with mutation in
genes RAG-1 and RAG-2. Further confirmation of the CVID is
possible with analysis of the gene mutations [15].

COMMON VARIABLE IMMUNODEFICIENCY IN
THE STRUCTURE OF PRIMARY IMMUNODEFICIEN-
CY AMONG ADULTS OF KIEV CITY AND KYIV RE-
GION (SCHEME 1)

ON MAY 2019 IN KIEV 21 ADULT PATIENTS WITH PRI-
MARY IMMUNODEFICIENCY ARE REGISTERED

namely:

Common variable immunodeficiency with the need for substi-
tution therapy with immunoglobulins — 6 patients

heritable hypo-/agammaglobulinemia with the need for sub-
stitution therapy with immunoglobulins— 5 patients

IgG subclass dysmunoglobulinemia with need for substitution
therapy with immunoglobulins — 2 patients, one of which has
pancytopenia

heritable angioedema with the need for substitution therapy
with Cl-inhibitor preparation— 6 patients

Hyperimmunoglobulinemia E (hyper-IgE syndrome) — 1 pa-
tients

Di-George syndrome with the need for substitution therapy
with immunoglobulins and treatment with rituximab - 1 patient

Other ID
11%

IgM

deficiency
4%

Hyper CVID and
IgE hypo/aga
4% mmaglob

ia
HAE
22%

I
class
deficiency
7%

Scheme 1. Structural distribution among the primary immu-
nodeficiencies detected in citizens of Kiev region

In the Kiev region in 2018-2019 are detected: Common vari-
able immunodeficiency — 2; Heritable hypo-/agammaglobulin-
emia — 1; Selective IgM deficiency — 1; Chronic granulomatous
disease — 1; Phagocyte myeloperoxidase deficiency — 1.

Conclusions. Based on the information provided above, we
can conclude that the common variable immunodeficiency and
hereditary hypo-/agammaglobulinemia prevail in the structure
of the diagnosed primary immunodeficiencies, because of the
severity of the clinical manifestations and the need of substitu-
tion therapy with immunoglobulins.

Despite the expected highest incidence of humoral and PID
deficits in general, isolated immunoglobulin A deficiency re-
mains undiagnosed very often.
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Manifestations of infectious syndrome in clinical findings are
mainly detected in patients with CVID: cases of upper respirato-
ry tract infections, which occur in the form of chronic bronchitis,
sinusitis and one or more episodes of pneumonia, predominate.

Mentioned clinical case and other researchers’ results let us con-
clude that serum levels of IgG have no prognostic value for clinical
course features, and low IgG content does not correlate with more
severe manifestations of CVID. According to this data, the low
quantity of memory B-cells is @ more likely predictor of infection,
in particular pneumonia, than reduced IgG levels.

Deficiency of immunoglobulin E can also be considered as
early prognostic marker of the development of CVID and other
defects in antibody formation.
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SUMMARY

COMMON VARIABLE IMMUNODEFICIENCY AMONG
KYIV RESIDENTS: HETEROGENEITY OF MANIFES-
TATIONS (CLINICAL CASE REVIEW)

Tsaryk V., Swidro O., Plakhotna D., Gumeniuk N.,
Udovenko N.

National Bogomolets Medical University, Department of Clini-
cal Immunology and Allergology with a section of medical ge-
netic, Ukraine

Common variable immunodeficiency (CVID) is a kind of hy-
poimmunoglobulinemia of different spectrum with a dominant
decrease of IgG with heterogeneity of clinical manifestations.

In this publication, we provide an analysis of some world
research sources on the diagnosis and treatment of the CVID
and description of a clinical case of the CVID and the structural
analysis of its frequency among primary immunodeficiencies in
the adult population.

We described the clinical case that demonstrates unusual
manifestation of adult’s outcome of CVID with cellular immune
deficiencies and immunoglobulin A deficiency and RAG-2
gene mutation. There is the prevalence of CVID and hereditary
hypo-/agammaglobulinemias among the primary diagnosed im-
munodeficiencies in the inhabitants of the Kyiv region, that is
given the severity of clinical manifestations and need of replace-
ment immunoglobulinotherapy. As early prognostic marker for
the development of CVID and other defects of antibodies an im-
munoglobulin E deficiency can be considered.

© GMN

Keywords: immunodeficiency, humoral, immunoglobulin
therapy.

PE3IOME

OBIIUII BAPHABEJBLHBIII HMMMYHOJIE®HULNUT
CPEJIM KHUTEJEN I. KHEBA: TETEPOTEHHOCTD
MPOSIBJIEHAIIT W ONUCAHHME KJIMHHUYECKOI'O
CIIYUAS

Hapuk B.B., Ceuapo E.B., [Lnaxornas /I.B., l'ymeniok H.A.,
Ynosenko H.C.

Hayuonanonuii meouyunckuii ynueepcumem um. A.A. Bozo-
Monbya, Kageopa KIUHUYECKOU UMMYHOIOSUU U ANIePeON02UU
¢ cexyuell MeOUYUHCKol eeHemuKy, Ykpauna

OO0mmit BaprabenpHblii nMMyHonedumut (OBU/I) - coBokym-
HOCTB 3a00JIeBaHHH, XapaKTEePHBIM MPH3HAKOM KOTOPBIX SBIISIOTCS
Pa3NIHIHBIE THIONMMYHOITIOOYITHHEMHH C JJOMHHHPYIOIIUM CHH-
skeHreM [gG ¢ TeTeporeHHOCTHIO KITMHUYECKUX TPOSIBIICHHH.

B crarpe npencraBieH 0030p IUTEPATypPHBIX HCTOYHUKOB TI0
JMaTHOCTHKE U JICUCHUIO OOIIEro BapHaOeNbHOTO MMMYHOJe-
¢unuTa, CTPYKTYpPHBIH aHAIN3 9aCTOTHI €r0 PacIpOCTPaHEeHHS
cpemu B3pocioro HaceneHnst Knuesa, a Takke ONmMcaHne KIHMHH-
geckoro cimydas OBU/la.

Knuandeckuii ciaydail TeMOHCTPUPYET HEOOBIYHYIO MaHH-
tdecranmio OBW/la y B3pociioro genoBeka B COYSTAHUH C Kile-
TOYHBIMH HapyMICHUSMH UMMYHHTETa U JIePUIIUTOM UMMYHO-
moOynuHa A. B cTpyKkType AMarHOCTHPOBAHHBIX MEPBHIHBIX
MMMYHOeUIIMTOB cpern kuteneld r. Kuesa m obmactu mpe-
Banmpyror OBUJ] u HaclieICTBEHHBIE THUIIO- W arammarniofy-
JMHEMHUH, Ha 9TO YKa3bIBAET TSKENIOE KIMHHYECKOE TEUCHHE.
ABTOPBI PEKOMEHAYIOT TPOBEACHHE 3aMECTUTEIBHON Tepanuu
mpenapaTaMi HMMYHOTJIOOYIMHOB. PaHHUM IPOTHOCTHYECKHM
MapkepoM pazButust OBU/] u npyrux nedekToB MpomyKIuu
AQHTHUTEI CIAeAYeT CUNTATh JePUIINT UMMyHOrI00ynHa E.

@9boydy

Log@mm  go@osdgeyg®o  0dybmeggocodo  3oggol
33300005 do@ol:  doboggbBoiEogdbol dgBgamygbmds,

genobogygdo dgdmbgggs

3350030,  9.bgoAm,  .Imadm@boos,

b.9900mg9630

6.3:9396079 30,

s.bmgmdmeaol  Lob.  g@mgbyamo  LadgwoiEobm  «bo-

390L0H A0, gmobogy@o  0dgbm@myools s S g®-

am@myools gosmge®s bsdgooizobem ggbgdogzol Lgdioom,
936506s

Log®mm go@osdgeyg@o 0dybmeggnocodo (bgow) Jom-
0o gbls  osgoEgdosms  gAMMA@ombsl, AMmdgenlsi
obalinomgdls Lbgowslbgs do3modybmgmmdymobgdogdo,
IgG-0l  ©od39009b0L  @MmdoboGgdon ©s  3eobogy®o
3odmgmobgdols 3969 magbmdom.

bEo@osdo dmggobognos Log@mm go®osdgmeydo  0dvy-
bmEgRoEoR0L  ©ospbmlGodgdols ©s d3y@bsgmdbols
dbmgmomn  mo@g@s@g@ygmo  Tys@mgdol  sbognobo,

o53Mgmgg, bgow-ol garobogydo Jgdmbgggol smfgds ©s
dolo Lobdo@mol LA®YJH YO sbsgobo ImbOoee

3m39e305do 30Mggemowo 0d9bmegRnoEod ool wAOML.
91



s ghomo  gaoboggdo  gdmbgggs  gg0bhggbgdls
Lbgow—ol  bgggem  3sboggbBoEosl dmb@wom  3o-
(3096630, gxGgegmo 039bodgHol ©sMEgyzIdmob ©s
099bma@mdyob A-I ©g80G0E®msb ghmswe. 309300
©s dobo meJols dobmg®gdagddo osgbmlbBo®gody-
@0 30Mggeeo  0d9bmegno3o@gool  LE®Y]Ggmsdo
39350090l Lgoe ©s 3933300090 303m- ©s opo-

MEJIMIJUHCKHUE HOBOCTHU I'PY3UU
LSIS@HOZIRM LSFIRNGO6(M LOSLLI6()

dopamdyaobgdogdo, @by dogmomngdl  geobogygdo
3odmgaobgdgdols  Loddody. ogBm®gol  dobobdgfmbo-
o doshboso 0dgbmyammdyamobgdom hsbsgen gdomo
095300l BoBodgdols sygEomgdarmds. Lgoo—ol ©s ob-
Hobbgyagdol 3GmEYE0M o0l Lbgs ©989]Hgdol ow-
gy 3Omabmbya domdygdoe dgodmgds hsomgsammls
0d9bma@mdygmob E-l ogago3odo.

INCUXOOBPA30OBATEJIBHASI TPOT'PAMMA B TIPO®NITAKTHKE IICUXUYECKOTI'O 3JOPOBbs
BHYTPEHHE NEPEMEINEHHBIX JINI]

Mapyra H.A., [1anbko T.B., Kanenckas I.10., Cemuxkuna E.E., lenucenxo M.M.

'V «Hncmumym nesponoeuu, ncuxuampuu u Hapkonoauu HAMH Ykpaunwvry, Xapvkos, Yxpauna

B 2014 rony YkpanHa CTOJNKHYNach ¢ mpoOIeMOil BHyTpeH-
He nepemerieHHbIX aull (BILUI): B pe3ynsraTe BOMHBI U OKKY-
Maluy yKpauHIbl CTaly MOKKAATh poaHble ropoaa. CormacHo
odurmanpHoOi craTucThkKe, Ha KoHer aekabps 2019 roma B
VYkpaune (o ganHbM EnnnHoit nadopmMannonHo#i 6a3sl JaHHBIX
0 BHYTpPEHHE MEpPEeMELICHHBIX JIMIaxX) Ha y4eT B3aTo 1432290
MEPECENEHIIeB U3 BPEMEHHO OKKYIMHPOBAHHBIX TEPPUTOPHIA
Jonenxoii u Jlyranckoit obnacteit 1 AP Kpsim [S]. Hecmotps
Ha TOT akTt, yro BILJI nokunynu cBou noma Oosee 5 jer Ha-
3a], OHM TPOJOIKAIOT CTANKUBATHCS C PSAAOM MPOOIEM, KOTO-
pBIE OCTAIOTCSI HEPENIEHHBIMU: TPOOIEMBI BBITIIATHI JOTAILMH U
MEHCHH, OTCYTCTBHE KHJbS M PAaOOTHI, COIMANbHAS M3O0JISLIUS,
HEY/I0BIETBOPUTENILHOE COCTOSIHUE 3/J0POBbS, KaK OOIIEro, Tak
u ncuxuueckoro. Ilo gaHHbIM oTdyera MexayHapoqHOl opra-
HU3AIIMM MUTPALUHU M0 COCTOSHMIO Ha MioHb 2018 T, TombKo
42% BIIJI 6b1m1 TpymoycTpoensl, 51% ormymann oTCyTCTBUE
WM HEJO0CTAaTOYHOCTh BakaHcuil, 14% BILJI cronkmymuck c
JUCKpUMMHAIMEH Tpu mpueMe Ha padoty [1]. BoeHHbIH KOH-
Gkt B YKpauHe U, Kak CIECTBUE, BHIHYXKIEHHAs MUTPAIHs
HaceNeHns, OTHOCATCA K MpobieMaM, KOTOpble HHUIMHPYIOT
pa3BUTHE HapyIIeHNWI Ha ypOBHE MICHXOCOMATHYECKOT0, CHXO0-
JIOTUYECKOTO 370POBBS, YXYAIIAIOT COIMANBHYIO aJanTaldio |
Ka4ecTBO u3HU [2,4,7]. 1o JaHHBIM THIEMHOIOTMYECKUX UC-
cnenoBanuit y 32% BIIJI ormMeuanuch CUMOTOMBI TTOCTTPaBMa-
Tuueckoro paccrpoiictsa (IITCP), y 22% - cumnTomsl fenpec-
cun n'y 17% - cumnromsl TpeBoxkHOCTH [12]. MccnenoBanuii B
VkpanHe, MOCBSIIEHHBIX H3yYEHHIO COCTOSHUS TMCHXHYECKOTO
3n0poBbs BIUJI, Hannuust y HUX TeX WM MHBIX NCUXUYECKUX
paccTpoiicTB, 0COOEHHOCTEH UX aAaNTalUK U B3aUMOACHCTBHUS,
JINYHOCTHOM, COLIMAJIBHONM M CEMEMHON peann3auuu, KpaiiHe
Mmano. HefoctatouHo H3yueHHBIMU OCTAIOTCS BOTIPOCHI O CTPYK-
TYPHBIX HapyHIEHUAX ICUXUIECKOTO 3/I0POBbS JINII, BEIHYKIEH-
HBIX TOKUHYTh CBOM MECTO KUTENBCTBA, X CIIOCOOOB MX BOCCTa-
HosieHus [8,10]. IlpuBeneHHble BhIIE TaHHBIC YOEAUTEIHHO
MOKa3bIBAIOT HEOOXOAMMOCTh CBOEBPEMEHHOH JMarHOCTUKH,
npoUIAKTUKH, (HapMaKOIOTHUECKOM, MCUXOTEePareBTUIECKOM
1 TICUXOCOLMATBbHON MOMOIIH IAaHHOTO KOHTHHTeHTa Ju1l. dakTt
MEePEXUTOH BBIHYKACHHOI MUTpalUK sBisieTcs GpakTopoM pu-
cka ¢opmupoBanus y BILJ nmcuxuveckoil MaTogoruu B BHIC
OT/IENIbHBIX CHUMIITOMOB HIIH C(HOPMHPOBAHHBIX TCHXHUYECKHX
paccrpoiicTs. Beicokuii ypoBeHb pricka GOPMUPOBAHUSI ICHXHU-
YECKHMX PACCTPOICTB, TEHACHIMS K UX XPOHU(UKALMU U PELU-
JIMBBI UMEIOLIMXCSI TICUXONATONOIHYeCKUX HapymeHuil y BITJI
00yCITOBIMBAIOT HACTOSITENBHYIO TOTPEOHOCTh B MPHUIIEIEHOM
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BHUMaHHMM K BONpocaM Mcuxuueckoro 3n0posbs BILJI, paspa-
00TKe 1 MPOBEAESHUH CKPUHUHTOBBIX M ICHX000Pa30BaTeNbHBIX
MEpONpPHATHH, HANPaBIEHHBIX Ha CBOEBPEMEHHOE BBLISBICHHE
U TpopHIaKTHKY (HOpMUpPOBaHUS MM OOOCTPEHHE IMCHXOIMa-
TONOTMYECKUX HapymeHui. OfHUM 13 Ba)KHBIX HAIpaBICHUH
peLIeHns 3TOr0 BOMPOCa UBISIETCSI HEOOXOMMOCTD Pa3padOTKH
U BHEJpeHHs ncuxoobpaszoBarenbHbix nporpamm (I1I1) mo Bo-
MpocaM ICUXUUYECKOTO 3/10POBbsS, MAPKEPOB OMACHOCTHU U CaMO-
nomoru jutst BITJI.

Lenp uccienoBaHus - pa3paboTath U OUEHUTH IPHEeKTHB-
HOCTh TCHX000pa30BaTeNbHON MPOrpaMMBbl, HANpaBIeHHON Ha
CBOEBPEMEHHOE BBISBICHUE, TPOYUIAKTHKY (OPMUPOBAHUS U
HPEAOTBPAIICHUS XPOHU(DHUKALUK TICUXUYECKUX HAapyLICHUH Yy
BHYTPEHHE TIEPEMEIIEHHBIX JIUII.

Marepuan u Meroabl. [[iis oneHkd 3GPEeKTHBHOCTH Mpes-
JIOKEHHOH TICHX000pa30BaTeNbHOM MPOrpaMMbl MO Mpoduiak-
THKE TICUXUUYECKOT0 310poBbs y BIIJI ncnonb3oBancs KoMmieke
KJIMHHUKO-TICHXOMATONIOTMYECKUX, ICUXOMETPUUECKHUX (aHKETH-
poBanue u mkana 6esnaaexnoctu beka (BHS), tect «KauectBo
xkusam» (J. Mezzich et al.), mcuxommarHoCTHYeCKHX (IIKaga
peakTUBHON M JTMYHOCTHOW TpeBokHOcTH Y./I. Crimnbeprepa,
10.JI. Xanuna n mkana ncuxoaoruniyeckoro crpecca PSM-25) u
CTaTUCTUYECKUX METOOB (TOUHbII MeToa durepa, t-Kputepuit
CrelozienTa) uccienosanus [3,6,9,11].

B uccnenoBannu npunsio ydactue 414 BHyTpeHHe miepeMe-
HIeHHBIX JUI. B pesynsrare oOcnenoBanus ObUTH BhIAEICHBI 3
rpynmnel: | rpynma (n=223) - 53,86% u3 o0mieii momynsuu, y
KOTOPBIX HE BBISBIEHO MCUXUYECKHX PACCTPONCTB M OTIEIb-
HBIX Tcuxudyecknx cumnromos; Il rpymma (n=83) - 20,05%, y
KOTOPBIX OIpPEIENeHbl OTAETbHBIE TCUXUUECKUE CHMIITOMBI,
He JocTHramonye knuHudeckoro yposus u Il rpynma (n=108)
- 26,09%, nmMeronye MCUXUIECKHE PACCTPOICTBA U MPOXOIUB-
mue Kype jieueHus B I'Y «MIHCTUTYT HEBPOJIOTHH, ICUXUATPUU
u Hapkosoruu HAMH VYkpaussny.

Pe3yabTarsl 1 ux o0cyxaenne. ITo corpansHo-aemorpadu-
YEeCKHM TOKa3aressiM, cpean obcnenoBanHbix BILJI, Obuto 58
(53,70+3,42%) xenumn u 50 (46,30+3,17%) myxuus. Ilo ce-
meitHomy cTatycy 33,33% BILJI Obinn He sxenatsl, 35,19% g
umenu cembio u 24,07% BILJI 6s1mn passenensl. Cpenu obcre-
JTyeMBbIX TIpeo0iajaiiy JInna, uMeBIme aerei (66,67+3,60)%. Y
BILJI 6111 3apuKCHpPOBaHBI HEPEIIEHHbIE TPOOIEMBI B KHITUIL-
HO#t cdepe: 42,59% nun umenu coumansHoe xuibe, 24,07%
BILJI npoxuBanu B 00eKUTHAX, 12,96% U1 CHUMAIHU KUITbE,
7,41% BIIJI umenu rocynapCTBEHHOE XKUIIbE MM MPOKUBAIN



