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Abstract. Haemophilia is an X-linked inherited bleeding disorder caused by a deficiency of coagulation factor
VIII (FVIII) in haemophilia A or factor IX (FIX) in haemophilia B. This study aimed to examine the demographic
profile, health status and clinical characteristics of patients with haemophilia A and B in the Kyrgyz Republic. A
total of 81 patients with haemophilia were enrolled, including 70 with haemophilia A and 11 with haemophilia B.
Data collected comprised age, educational level, FVIII/FIX activity levels, the presence of anti-FVIII/FIX inhibitors,
treatment regimen, viral infections and annual bleeding rate. In addition, the translated and validated version of
the Haemophilia Quality of Life Questionnaire for Adults (Haem-QoL-A) and the Haemophilia Joint Health Score
(HJHS) were used. Factor VIII inhibitors were identified in four patients, while one patient had factor IX inhibitors.
No patient in the study cohort received prophylactic therapy; however, inadequate on-demand treatment was
reported. With regard to viral infections, nine patients (11.1%) were found to have transfusion-transmitted
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viruses. The median annual bleeding rate was 23 bleeding episodes per year (range 2-49). The mean Haem-QoL-A
score was 54.26 + 18.73. The average total haemophilia joint health score for adult patients with haemophilia
A/haemophilia B was 39.2 + 18.7 (p < 0.05). There are significant problems for adult patients with haemophilia
in the Kyrgyz Republic, such as insufficient treatment and the lack of prophylaxis. To solve these problems, it
is necessary to develop a strategy for improving the health care system, training health care professionals and

providing sustainable funding
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Introduction

Haemophilia is an X-linked inherited bleeding disorder
caused by a deficiency of coagulation factor VIII (FVI-
II) in haemophilia A or factor IX (FIX) in haemophilia
B. This deficiency results from mutations in the corre-
sponding genes encoding these coagulation factors [1].
This disorder is inherited in an X-linked recessive man-
ner, meaning that it almost exclusively affects males,
who possess only one X chromosome (inherited from
their mother). If the mother is an asymptomatic carrier,
there is a 50% chance that she will pass on the affected
gene to her son. Females need to inherit two defective
alleles (one from each parent) to develop the disease
because the disorder is an X-linked recessive pattern
of inheritance. Thus, clinical symptoms predominantly
occur in males, while females who are carriers of the
mutated gene are generally asymptomatic. However, it
is worth noting that about 80% of affected females have
de novo mutations, and in about 30% of cases with hae-
mophilia, there is no family history [1,2].

Typical sites of severe bleeding in haemophilia pa-
tients include joints (haemarthrosis) and muscles, es-
pecially deep muscle groups like the iliopsoas muscle,
calf and forearm. Recurrent joint haemorrhages can
cause chronic arthropathy and, in the advanced stage,
loss of joint mobility [2]. Replacement therapy involves
the intravenous infusion of coagulation factor concen-
trates (CFCs) VIII and IX, either on demand to treat
acute bleeding episodes or according to prophylactic
regimens to prevent bleeding [3]. A worldwide survey
of factor VIII use showed that replacement therapy
has significantly reduced morbidity and mortality in
individuals with haemophilia A in high-income coun-
tries [4,5]. The use of factor replacement therapy is also
increasing in developing countries. However, in the Kyr-
gyz Republic, due to the low awareness of haemophilia
and the high cost of the treatment, affected individuals
do not receive adequate care. Insufficient treatment
leads to severe complications such as chronic pain,
joint deformity, arthropathy, disability, and even death
in childhood or early adulthood [6].

Patients’ income level within a country also influ-
ences the availability of treatment and the outcome.
In some low- and lower-middle-income countries with
inadequate health care resources, some patients with
haemophilia die from bleeding without receiving any
replacement therapy, and the majority of survivors have
joint deformity and other sequelae [7]. Therefore, the

evaluation of clinical data is important for the recogni-
tion of problems and the initiation of early intervention.
This approach may decrease the occurrence of haemo-
philic arthropathy, enhance the quality of life of patients
and create a basis for further targeted intervention. This
study aimed to investigate the demographic characteris-
tics, health status, and clinical data of patients with hae-
mophilia A and B in the Kyrgyz Republic.

Materials and Methods

This descriptive study was conducted among 81 pa-
tients with haemophilia registered in the National
Centre for Oncology and Haematology of the Ministry
of Health of the Kyrgyz Republic. The severity of hae-
mophilia according to international classification was
based on activity levels of coagulation factors: mild
(0.05-0.40 1U/dL), moderate (0.01-0.05 1U/dL) or se-
vere (<0.01 IU/dL) [8]. Patients’ characteristics includ-
ing sex, age, education level (in the Kyrgyz national
education system, there are three main levels: primary,
secondary, and higher education) and marital status,
clinical manifestations, family history, type of haemo-
philia, severity of the disease, presence of haemophilic
arthropathy (chronic pain, reduction of joint mobility,
muscle weakness, and loss of function), viral infections,
and presence of factor VIII/factor IX inhibitors were
documented. In addition, information was gathered on
bleeding episodes and replacement therapy, including
on-demand treatment, inadequate treatment (defined
as the use of coagulation factor replacement only in
cases of severe bleeding, such as intracranial or gastro-
intestinal haemorrhage, or when bleeding causes intol-
erable pain), and low-dose prophylaxis (10-15 IU/kg,
once or twice weekly).

Laboratory diagnostics and analyses. Factor VIII:C
and IX:C levels were measured using one-stage clot-
ting assays (Coagpia® APTT-N; Sysmex Co.). Anti-fac-
tor VIII/IX inhibitors were detected and quantified
using the Bethesda assay. A positive inhibitor titre was
defined as >0.6 Bethesda units (BU)/mL, and titres =25
BU were considered high. Detection of blood-borne vi-
ruses. Testing for hepatitis B surface antigen (HBsAg),
antibodies to hepatitis C virus (anti-HCV) and HIV an-
tigen/antibodies was performed using ELISA. In cases
of a positive anti-HIV screening result, confirmation
was undertaken by referral of blood samples to the
Republican AIDS Centre of the Ministry of Health of
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the Kyrgyz Republic for Western blot analysis; how-
ever, no confirmed positive results were recorded
among the patients.

The annual bleeding rate (ABR) was calculated ret-
rospectively from the medical records of each patient.
The outcome measure was the validated translation
of the Haemophilia Quality of Life Questionnaire for
Adults (Haem-QoL-A) [9]. This consists of 41 items
divided into 4 domains: physical health, emotions and
feelings, work and studies, and treatment. Missing val-
ues were coded as 0 and not used in the calculation of
the scores. In the total and domain scores, raw scores
were converted into a 0 to 100 scale, with 0 repre-
senting the best and 100 the worst quality of life. Joint
health status was measured using version 2.1 of the
Haemophilia Joint Health Score (HJHS), a standardised
tool developed by the World Federation of Haemo-
philia (WFH) to evaluate joint damage and functional
impairment in patients with haemophilia, including
chronic arthropathy. This instrument assesses pain,
swelling, range of motion and muscle strength, as well
as radiographic changes, and thus allows the monitor-
ing of disease progression and effectiveness of treat-
ment. The scale includes 6 joint-specific domains (0 to
20 each) and a global gait score (0 to 4), with a total
possible score ranging from 0 to 124. The higher the
HJHS score, the poorer the joint status.

Data analysis was carried out by using SPSS ver-
sion 20.0 (SPSS Inc., Chicago, Illinois, USA). Results
were expressed as frequencies and percentages for cat-
egorical variables. Continuous variables are expressed
as medians (25" to 75" percentiles) or means * stand-
ard deviation (SD), depending on the situation. Factor
consumption was compared using a paired t-test, as-
suming a normal distribution of the data. The level of
significance was set at p <0.05. The strength of asso-
ciation between HJHS and Haem-QoL-A scores was as-
sessed using Pearson’s correlation coefficient. Ethical
approval was obtained from the Bioethics Committee
of L.K. Akhunbaev Kyrgyz State Medical Academy (Pro-
tocol No. 31, 10 September 2024).

Results

A total of 81 patients participated in this study: 70
with haemophilia A (Group 1) and 11 with haemophil-
ia B (Group 2). The socio-demographic characteristics,
health status, and clinical data of the study population
are shown in Table 1. Stratified analysis according to
disease severity showed that 41 (58.6%) patients in
Group 1 and 6 (54.5%) patients in Group 2 had severe
haemophilia. Twenty (28.6%) and 4 (36.4%) patients
had moderate disease severity, whereas 9 (12.8%) and
1 (10%) patients in groups 1 and 2 had mild haemo-
philia, respectively.

Table 1. Clinical characteristics of patients with haemophilia

. Haemopbhilia A, n (%) Haemopbhilia B, n (%)
Variables 70 (86.4%) 11 (13.6%) P
Severity
m severe (<1%) 41 (58.6%) 6 (54.5%) =0.325
® moderate (1-5%) 20 (28.6%) 4 (36.4%) <0.004
m mild (>5%) 9 (12.8%) 1 (10.0%) <0.004
Viral infection 7 (10.0%) 2 (18.2%) <0.002
Joint arthropathy 53 (75.7%) 9 (81.8%) =0.273
Family history
® present 42 (60.0%) 7 (63.6%) =0.174
® absent 25 (35.7%) 4 (36.4%) =0.318
= unknown 3 (4.3%) 0 <0.001
Inhibitor 4 (5.7%) 1(9.1%) <0.002
® low titre 3 (4.3%) 0 <0.002
m high titre 1(1.4%) 1(9.1%) <0.001
Education
W primary 33 (47.1%) 2 (18.2%) <0.002
H secondary 27 (38.6%) 6 (54.5%) <0.002
® higher 10 (14.3%) 3 (27.3%) <0.004
Married 46 (65.7%) 8 (72.7%) =0.295
Unmarried 24 (34.3%) 3(27.3%) <0.004

Note: * - p<0.05 indicates a statistically significant difference between groups

Source: compiled by the authors

Infection by virus was detected in 7 (10%) and 2
(18.2%; p < 0.05) patients in Group 1 and Group 2, re-
spectively. Joint arthropathy was more frequent in pa-
tients with haemophilia B, although not significant. No

difference was found between the groups regarding
family history and marriage status. Inhibitor form of
haemophilia was detected in four patients in Group 1
(5.7%; p < 0.05), which was significantly higher than
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in Group 2, with an inhibitor detected in one patient
(9.1%). As for the educational level, in Group 1, 33
(47.1%) patients had primary education, 27 (38.6%)
had secondary education, and 10 (14.3%) had higher
education. In Group 2, two (18.2%) patients had prima-
ry education, six (54.6%) had secondary education, and
three (27.3%) had higher education. Thus, Group 2 had
significantly fewer patients with primary education and
more with secondary and higher education (p <0.05).

Of the total cohort, 24 patients with haemophilia A
and all 11 patients with haemophilia B were tested for
HBsAg, anti-HCV and anti-HIV antibodies. In Group 1, pos-
itive results for HBsAg were detected in 4.7% (n=1), an-
ti-HCV antibodies in 37.5% (n=9), and no patients tested
positive for anti-HIV antibodies. In Group 2 (haemophil-
ia B), HBsAg was detected in one patient (9.1%), antiHCV
antibodies in 18.2% (n=2), and anti-HIV antibodies were
not found in any of the patients in this group (Table 2).

Table 2. Comparison of viral detection results across age groups

Type o_f haelpophilia/ HBsAg (+) Anti-HCV (+) HIVAg/Ab (+) Total
infection n (%) n (%) n (%)
Haemophilia A, n=24 1 (4.7%) 9 (37.5%) 0 10 (41.7%)
Haemophilia B,n=11 1(9.1%) 2 (18.2%) 0 3(27.3%)
p value <0.002 <0.002 <0.002

Note: * - p<0.05 indicates a statistically significant difference between groups

Source: compiled by the authors

Bleeding and quality of life. In the study cohort,
joint arthropathy was detected in 77.8% of haemo-
philia A and B (63 of 81) according to the joint ex-
amination. Among patients with haemophilia A, joint
arthropathy was detected in 82.9% (61 of 70), and
among patients with haemophilia B, in 72.7% (8 of
11). Before the introduction of specific measures, all
patients with haemophilia were treated on demand,
and only in cases of severe bleeding were intravenous
plasma products administered. The median number
of annual bleeding episodes was 23 (range 2-49). In
total, 67 adult patients filled in the Haem-QoL-A ques-
tionnaire, 13 of whom were excluded from the analysis
because of incomplete answers. The joints of 43 pa-
tients were scored, whereas 24 patients could not be
scored because of severe arthropathy. The mean HJHS
scores in the different age groups of adults (18-24, 25-
34, and 235 years) were 33.27 £17.39, 47.62 £ 18.15,
and 54.26 +18.73, respectively. The mean HJHS score
was significantly lower in the youngest group. In 40
patients, the Pearson’s correlation coefficient be-
tween the HJHS score (mean 39.24 + 19.31) and the
Haem-QoL-A score (mean 54.26 + 18.73) was calcu-
lated and found a weak positive correlation (r=0.262,
p=0.006, <0.05).

Discussion

It is estimated that there are more than 400 children
and adults with haemophilia in Kyrgyzstan, but many of
them remain unregistered and undiagnosed because of
the low level of awareness about the disease and finan-
cial problems. Despite some progress in the treatment
of haemophilia, the majority of patients with haemo-
philia still have problems with diagnosis and treatment
throughout the world. Thus, the current study aimed to
attract more attention from government agencies, in-
surance funds and social services to improve care for
patients with haemophilia and their families.

In this study, severe haemophilia was found in 58%
of patients, and the moderate form of the disease was
found in 29.6% of patients. Unlike the study results by
V. Payal et al. [10] and E. Berntorp et al. [11], a small-
er proportion of patients with severe haemophilia was
found. This may be due to the fact that bleeding epi-
sodes in patients with moderate and severe haemophil-
ia occur more often and are more easily identified. The
most frequent haemorrhagic manifestations in them
were recurrent haemarthroses, especially in the el-
bows, knees, and ankles, which led to progressive joint
destruction, irreversible disabling arthropathy and
chronic pain [12,13].

A positive family history of haemophilia was found
in 60.5% of the patients, in line with other reports that
about 30% of newly diagnosed cases of haemophilia
have no family history because they are the result of
de novo mutations [10,11]. In terms of education, most
of the patients had only a primary education (43.2%),
while 40.7% had an incomplete secondary education.
The educational status of patients with haemophil-
ia was found to be similar in Bangladesh, where ed-
ucational attainment is also limited by poverty and
illness [14]. Therefore, in this study, only 16% of the
patients were able to complete higher education. A na-
tional registry of haemophilia has been maintained in
the United Kingdom since 1968, with approximately
5,000 people registered with haemophilia A. The prev-
alence of haemophilia B is thought to be about one-
fifth that of haemophilia A [11]. In the current study,
86.4% of the patients had haemophilia A and 13.3%
had haemophilia B. This is comparable to the general
distribution of coagulation disorders, of which hae-
mophilia A is the most frequent (72.3%), followed by
haemophilia B (11.5%) [14]. Therefore, it is likely that
haemophilia B occurs less frequently and consequent-
ly fewer patients with this condition require hospi-
tal-based treatment.
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In the Kyrgyz Republic, recombinant or highly pu-
rified plasma-derived coagulation factor concentrates
are not available for prophylaxis for many patients
with haemophilia because they are too expensive. The
mainstay of treatment for these patients in the past,
and at present, is the transfusion of fresh frozen plas-
ma (FFP) and cryoprecipitate. Both methods carry a
high risk of transfusion-transmitted infections. Posi-
tive HBsAg was found in 4.7% of the patients. The low
prevalence of hepatitis B among these patients could
be explained by mandatory HBsAg screening of blood
donors and the introduction of a national hepatitis
B vaccination programme. Hepatitis C virus (HCV)
infection is another major cause of mortality in pa-
tients with haemophilia [15,16]. The most important
route of transmission is through the administration
of pooled coagulation factor concentrates, cryopre-
cipitate or fresh frozen plasma [17]. In the presented
study, the prevalence of HCV positivity was relatively
high at 37.5%. Importantly, all the patients with viral
infections were more than 18 years old, because the
screening of blood from healthy donors for antibodies
to the HCV virus has been part of routine screening
since 1993, and so, most of the patients with a pos-
itive HCV antibody were excluded. Concerning HIV,
no cases were positive in both groups; this can be ex-
plained mainly by the history of blood transfusions. It
is, therefore, important to consider the prevention of
viral infection and improvement in blood quality as
these are directly related to the prognosis and quality
of life in patients with haemophilia.

Inhibitors are a major complication of replacement
therapy in haemophilia A and B. The major complica-
tion is the development of alloantibodies (inhibitors)
that inactivate FVIII activity in about 30% of the pa-
tients. The management of inhibitors may involve the
use of very expensive bypassing agents or immune tol-
erance induction that may seriously affect the quality of
life of the patients and complicate the treatment [18].
In this study, not all patients with a positive inhibitor
test received immunotherapy, and some of the patients
may have had transient inhibitors. However, the statis-
tical analysis showed that the percentage of inhibitors
in the 70 patients with haemophilia A was only 2.9%,
which is much lower than the frequency reported in
literature for haemophilia A (2%-30%) [19]. Sever-
al reasons could be responsible for the low frequency
of inhibitors; these include the infrequent infusion of
coagulation factor, late detection of inhibitors and/or
late start of factor therapy. In this study, the frequency
of inhibitors in patients with haemophilia B was 9.1%.
According to P. Giangrande et al. [20], the frequency of
inhibitor development in haemophilia B is much lower
than that in haemophilia A and ranges between 1% and
6%. The results in this study generally agree with this
observation, and this could be due to the small number
of patients with haemophilia B in the study.

The 2020 World Federation of Hemophilia (WFH)
Guidelines for the Management of Hemophilia (3" edi-
tion) definitely say that prophylaxis decreases the risk
of breakthrough bleeding and, hence, stress that access
to additional doses for early treatment is necessary [8].
Only 10% of the world’s population with haemophilia,
mainly in upper-middle income countries, have some,
although still not enough, access to care [21], and the
remaining 15% living in high-income countries have ac-
cess to state-of-the-art treatments and treatment proto-
cols [22]. However, it is known that an estimated 75% of
people with haemophilia worldwide, mostly in low- and
lower-middle-income countries, have little or no access
to therapy [23]. The current situation is still typical for
patients with haemophilia in the Kyrgyz Republic. The
development of joint arthropathy in these patients is
associated mainly with on-demand treatment or the ab-
sence of prophylaxis due to financial difficulties or lack
of medications. As a result, patients develop arthropa-
thy of varying degrees, which sometimes leads to dis-
ability. Among all registered patients with haemophilia
in Kyrgyzstan, it is estimated that only 15% of patients
under 18 years of age and older receive prophylaxis.
Prophylactic treatment in children has significantly im-
proved. Therefore, the promotion of prophylactic ther-
apy is important for improving joint protection and the
overall quality of life in these patients.

In the current study, the mean total HJHS score
was 40.1 £ 20.0 (p <0.05). In the study of 29 adult pa-
tients with moderate haemophilia in 11 centres in Eng-
land, Scotland and Wales, the mean total HJHS score
was 10.8 £ 5.2 [24]. Their results were better than in
the presented study. Also, a positive correlation was
found between HJHS and Haem-QoL-A scores (r=0.273,
p =0.008 < 0.05), which indicates that the higher the
HJHS score, the lower the quality of life. Although in re-
cent years, significant successes have been achieved, and
the outcomes of treatment have improved, patients with
haemophilia still suffer from joint dysfunction, acute
and chronic pain, and mental health problems, which
adversely affect health-related quality of life [25]. Conse-
quently, the role of prophylactic therapy in the preserva-
tion of joints in patients with haemophilia is undeniable.

In the Kyrgyz Republic, for haemophilia patients,
FVIII/FIX are procured at the rate of 13 million IU per
year within the framework of the republican budget. In
addition, the World Federation of Hemophilia (WFH)
provides humanitarian aid at a rate of 6 million IU per
year. Thus, the total amount of FVIII/FIX is 19 mil-
lion IU, which is 2.8 IU per capita and is only enough for
treatment for 8 to 10 months of the year without proph-
ylaxis. For adults with haemophilia, there is no proph-
ylaxis, since the National List of Reimbursed Medicines
does not finance prophylaxis for adults; for children
with haemophilia, prophylaxis has recently been in-
troduced and may be discontinued when they reach
the age of majority. In connection with the shortage of
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coagulation factors in recent years, 18 (14.2%) patients
underwent joint surgery and were enrolled in a multi-
centre, prospective, open-label clinical study of the first
modern plasma-derived FVIII of Russian production,
Etoplasm. Etoplasm was effective both for prophylaxis
and treatment of bleeding episodes, as well as for sur-
gical interventions, including major ones. A good safety
profile of the drug was noted; no development of inhib-
itors, allergic reactions, thrombotic events, or thrombo-
embolic complications was registered [26].

Conclusions
Adult haemophilia patients in the Kyrgyz Republic have
significant problems (inadequate treatment and absence
of prophylaxis). These patients do not receive proper care
because of insufficient awareness of the disease and inad-
equate health insurance programmes. This study demon-
strates the significant unmet needs and challenges of

patients with haemophilia. To overcome these problems,
a wide range of activities is needed, from improving the
material and technical base of healthcare institutions to
increasing the number of medical workers and organis-
ing systematic public funding. The increase in accessi-
bility of affordable prophylactic products through public
funding is of particular importance.
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AxHoTaums. 'eMmodunus - 6y A reMmoduausiceinga VIII kan yroy paktopynyH (FVIII) ke B reMmodunusacsinia
IX paktopyHyH (FIX) xeTumicusuruHeH KeJunl YblKKaH X MeHeH OalJaHbIIIKAH Tybaca KaH aryy oopycy.
MakcaTsel: Keipreia Pecny6snkaceiHa A xaHa B remoduivscel MeHeH OOpyraHJap/AblH JeMorpadusibiK
MYHO3/16MeJIepYH, [leH COOJIyI'YHYH aba/iblH >XaHa KJWHHUKaJbIK MaasJbIMaTTapblH u3uazaee. WU3uineere
reModuinss MeHeH oopyraH 81 OeHTanm KaTbITHl, aHbIH WYMHAEe A reModuausAcbl MeHeH O00pyraH
70 GedTan xaHa B remModusmscel MeHeH oopyraH 11 Geltam 6ap. YorysaTyiaraH MaajablMaTTapra »aul
kyparsl, 6unumy, VIII/IX pakTopyna xaHa VIII/IX ¢akTopyHa Kapiibl HHTUOUTOPIOPAYH aKTUBYYIAYTYHYH
JIeH33J11, apblI0o0 PEeXXUMH, BUPYCTYK UHPeKIHAIap )KaHa XKbIJI/AbIK KaH aryy *bIIITbITbl KUPAW. MbIHaH
ThIIIKapbl, [eModuinsa 6GoloHYA »KALIOO camaThl XOHYHJe MaaJblMAyy/l1ykK OoloH4Ya aHKeTaHblH (Haem-
QoL-A) xaHa l'eModuIMSAHBIH MYYH JeH coosyryHyH mkasackl (HJHS) koTopynraH »xaHa TeKllepuU/TeH
BepcHUschl KosZoHyaraH. XKanneiceiHaH 4 6edTanTta VIII dakTopyHyH MHru6uTOpa0py, aa aMu 1 GeitanTta
IX dakTOpyHyH HHruUOGUTOpJOPy 6ap 3KeHU aHbIKTajraH. Usuiajeesery GedlTantap HpodUIaKTHUKAIBIK
JlapblJIOOHY aJbllIKaH 3Mec, OUpPOK Tasanm O6Ol0OHYA JKETULITYY JAapblioo OOJroH 3sMec. Bupycryk
nHeknusaaapra kejacek, 9 6editanta (11,1 %) kxaH Kyiy MeHeH GaiylaHbIIIKaH BUPYCTap aHbIKTaJraH.
KbLIABIK OPTOYO KaH aryy >KbIIITHITBHI XKblLJIbIHA 23 KaH aryy OKysIChIH TY3reH (guanasoHy: 2-49). Haem-
QoL-A optouo 6asnabl 54,26 + 18,73 TysreH. A ke B remodunusicel (HA/HB) MeHeH oopyraH 4oHJ0p Y4YH
reMoUIHUSHBIH MYYH JleH cooayryHyH kasackl (HJHS) 6otoHua opTovo »kannbl 6ana 39,2 + 18,7 TysreH
(p<0,05). Keiprei3 Pecnny6iMkacbiHia reModU/Inst MEHEH 00PYyTraH YOHAOP YUYH OJYTTYY KbIHBIHUBLIBIKTAD,
aHbIH HYMH/IE JAapblJIOOHYH KETHULICU3/IUTY )KaHa NPoUIaKTUKAHbIH )KOKTYTY 6ap. by Mmacenenepau yedyy
CaJlaMaTTBIKTbl CAaKTO00 HHQPACTPYKTYpachblH >KAKIIBIPTYYHY, CaJlaMaTTbIKTbl CaKTOO KbI3MaTKepJlepuH
KeHEeNTYYHY aHa TYPYKTYY KapKbLJIOOHY KaMChI3 KbLIYYHY KaMTbITaH KOMIJIEKCTYY MaMWJIEHU Tasal KbLIaT

Heruaru cespep: remodunus; VI xana IX kaH yioy dakTopsiopy; [leH COONMYKTYH abasbl; KJIMHUKAJIBIK
MYH®63/6MeJIep
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AxHHOTaums. [emoduns - 3To X-clenieHHOe BPOXK/eHHOe HapylleHHe CBePThIBAEMOCTH KPOBH, BO3SHUKalOLIee
B pesyabraTe Jedunura pakropa ceeprbiBanus VIII (FVII) npu remodunuu A wau dakropa IX (FIX) npu
remodusinu B. llesbio ucciejoBaHust 6b1J10 U3YIUTh AeMorpadpuiecKkre XxapaKTepHUCTUKH, COCTOSIHUE 3/J0POBbS
Y KJIMHUYEeCKHUe JJaHHble NManueHToB ¢ reModunrerd A u B B Keipreidckoit Pecriy6iinike. Beero B ucciiejoBaHUU
NpUHAIM yyacTue 81 nayueHT ¢ remoduarel, u3 Hux 70 nanueHToB ¢ reModuareit A u 11 - c remopunueit B.
Cob6paHHbBIEe aHHbIe BKJIIOYA/JIU BO3PAcT, 06pa3oBaHue, ypOBHU akTUBHOCTU dakTopa VIII/IX u uHrubutopon
antu-¢paxrtopa VIII/IX, cxeMy siedeHusi, BUpycHble HHPEKIIUU U I'OJJ0OBYI0 4YaCTOTy KpoBoTeueHUH. KpoMe Toro,
ObLIM HCIOJb30BaHbl NepeBe/leHHasi M BaJIMIMPOBaHHAsl BepcHsl OMPOCHUKA KadyecTBa >XU3HU B3POCJBIX C
remodusineit (Haem-QoL-A), mkasa onieHKH cOCTOsIHUSA cycTaBoB npu remodunnu (HJHS). Bcero y 4 nanpeHToB
ObLIM BBIsIBJIEHbl MHru6uTOphl daktopa VIII, a y oaHOro manueHta — UHru6uTopbl pakropa IX. [lanueHTs
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HcCleloBaHUs He MoJydyanu NpopUIaKTUKY JieueHHs], HO IPU 3TOM Hea/leKBaTHOe JiedeHHe 10 TPeOGOBaHUI0
npUcyTcTBOBaJO. UTO KacaeTcs BUPYCcHbIX MHeknui, y 9 nmauueHtoB (11,1 %) 6b11M 06HApYKeHbI BUPYCHI,
CBAI3aHHbIE C INepeJMBaHHEM KpoBU. MeauaHHas rojoBas 4aCTOTa KPOBOTEUYEHHUH cocTaBusa 23 ciydaeB
KpOBOTe4YeHUH B roj (fuanasoH: 2-49). Cpeguuit 6asu1 no mkase Haem-QoL-A coctaBuu 54,26 +18,73. CpeaHuit
061K 6aJlJ [0 LIKaJIe OLleHKH 3/10p0Bbs cycTaBoB Ipu remodunnu (HJHS) s B3pocbix c remoduiueit A unu B
(HA/HB) -39,2+18,7 (p<0,05). B3poc.ible nmanueHTs! ¢ reModuineit B Keiproidckoit Pecry6Jivke cTaaIKUBaOTCS
CO 3HAYUTEJbHBIMU MP06JIeMaMy, BKIOYAs HEJJOCTATOYHOE JIeUeHHe U OTCYTCTBUe NpoduaakTUKU. PemeHune
3TUX IP06JieM TpebyeT KOMIIJIEKCHOT0 O/IX0/1a, BKJIIYAIOIIero yay4lleHne MHPPACTPYKTyPhl 3/ipaBOOXPaHEeHMs,
paciiMpeHye MmTaTa MeJUIIMHCKUX pabOTHUKOB U 06ecriedeHre YCTOHYMBOro GUHAHCHPOBAHUS

KnioueBble cnoea: remoduiusi; daxtopsl cBepTbiBaHus VIII u IX; cocTosiHUMe 370pOBbS; KJAMHHUYECKas

XapaKTepHUCTHKa

Beenenue

lemodunusi - ato X-CleljieHHOE BPOXJEeHHOe Ha-
pylLieHHe CBepThIBAEMOCTH KpOBH, BO3HUKAlOIee
B pe3yabraTe jAedunurta ¢GakTopa CBepThIBAHUSA
VIII (FVIII) npu remodunuu A nau dakropa IX (FIX)
npu remoduanu B. IToT medunUT BO3HHUKAET H3-
3a MyTalluid B COOTBETCTBYIOILIMX reHaX (aKTOpPOB
cBepThiBaHUsA KpoBH [1]. HacienoBaHue remoduinu
MPOUCXOJUT MO X-CLieNJIEHHOMY PeLleCCUBHOMY THILY,
MopakarlleMy MY>XYHH, KOTOpble MOJy4alT OT Ma-
Tepu ofHY X-XpoMocoMy. ITa reHeTHYeCcKas nepejada
naet myxunHaM 50 % BepoOSITHOCTb HacJe[0OBaHUSA
3a60J1eBaHUs, €CJIM MATh SIBJSETCS 6eCCUMITOMHBIM
HocuTesieM. JKeHIHUHBI, C IpPyTOd CTOPOHBI, J0JKHBI
yHac/e0BaThb JedeKTHhIE ajlIeJId OT 000UX POJIUTE-
Jiel, 4TOoObl MPOSIBUTHCS 3a0o0JieBaHUe, U3-3a X-Clie-
IIJIEHHOTO PeleCCUBHOTO THIa HacJjejoBaHus. Cie-
JlOBATeJIbHO, ¥ MY>KUMH IPOSIBJISIOTCH KJIUHUYECKHE
CUMIITOMBI 3a60JiIeBaHUs, TOTJA KaK >KEHIL[WHbI-HO-
CUTEJIbHUIbI MYTUPOBAHHOIO TeHa, KaK MpaBHJIO,
OCTalTCsl 6eCCUMITOMHBIMU. Ba)KHO OTMETHUTBH, YTO
npuMepHo y 80 % nopakeHHbIX >KEHIIUH UMEEeTCS MY-
Tayus de novo, a B 30 % ciyyaeB reMopUINU OTCYT-
CTBYeT ceMelHbI aHaMHe3 3a6oJsieBaHus [1,2]

K pacnpocTpaHeHHBIM MecCTaM CHUJIbHBIX KPOBOT-
e4yeHUH y MaIlUeHTOB C reMopUINENd OTHOCATCS Cy-
CTaBbl (reMapTpo3), MbIIIbI (0CO6EHHO ITy60KHE OT-
JleJibl, TaKue KaK IOZB3/JO0LIHO-OSICHUYHAs MbILIIa,
rojieHb W IpeJIuUiedbe), a TaKKe pelruUMBUPYIOIINe
CyCTaBHble KPOBOHW3JIMSHHUS, KOTOpble MOTYT IpHUBe-
CTH K XpOHUYECKOH apTpOINaTHH U JaXKe IoTepe Moj-
BW)KHOCTU CYyCTaBOB [2]. 3aMecTUTeJsibHasi Tepamnus
BKJIIOYAeT BHYTPHUBEHHOE BBeJ/leHHE KOHIIEHTPATOB
¢daxTopa ceepteiBanusa kposu (KPCK) VIII u IX, s1u6bo
3MU30UYECKU [JIs1 JIeYeHUs] OCTPBIX KPOBOTEYEHUH,
JI160 B COOTBETCTBUU C IPOPUIAKTUIECKUMU CXeMaMHU
JUIsl TIpeJIOTBPAIeHUs] 3MU30/i0B KpoBoTedeHUH [3].
[J106anpHOE HCCIefl0OBaHHE UCMOJIb30BaHUSA (GaKTo-
pa VIII nokasaso, YTO 3aMeCTUTEJIbHAsA Tepanus 3Ha-
YUTEJbHO YJIyYllIMJa MoKasaTeaud 3a60seBaeMOoCTH U
CMEPTHOCTH Cpesiy JtojieH ¢ reMmoduireit A B cTpaHax
C BBICOKMM ypOBHEM Jioxo/a [4,5]. Ucnosib3oBaHue 3a-
MeCTUTEJbHON Tepanuu $paKTopaMHu TaKxkKe BO3POCJIO
B pa3BUBAOIMXCA cTpaHax. OJHaKO [/ MallMeHTOB

Keipreiackoit Pecny6yivky, orpaHuyYeHHast [JOCTYII-
HOCTh MHOpMALUU O TeMOPUINM U BBICOKAs CTOH-
MOCTb JIeYeHHUs] NPUBOJAAT K HeaJ[eKBaTHOMY YXOJY.
JTO Hea/leKBAaTHOe JiedeHHe NMPUBOJAUT K CePbe3HBbIM
MOC/IeZICTBUSIM, BKJ/IIOYasi XPOHUYECKYI 00Jib, Jedop-
MalllM CyCTaBOB, apTPOIATHIO, UHBAJNU/IHOCTb U Jjaxe
CMePTh B ZIETCKOM UJIM paHHEM B3pOCJIOM Bo3pacTe [6].

YpoBeHb [J0X0/la MALMEHTOB B CTpaHe HrpaeT
3HAYUTEJbHYI0 POJIb B ONpeJieJIeHUH UX J0CTyna K
JIeYeHHI0 U 06L1ero Nporuosa. B crpaHax ¢ HU3KUM U
CpeZiHe HU3KHUM YPOBHEM Jl0X0/la U OTPaHUYeHHBIMU
pecypcaMu 3/ipaBOOXpaHEHUs] HEKOTOpbIe MaljdeHThI
¢ reModuINel YMUPAIOT OT KPOBOTEUEHUH, He TMOJIy-
yasg HUKaKOM 3aMeCTUTeJbHOU Tepaluu, B TO BpeMs
KaK BbDKHUBILIHE 4aCTO CTAJKUBAIOTCA C AedopMalus-
MU CYCTaBOB U JIPYTHMU HapyLIEHUSIMU 3/10pOBbs [7].
[losToMy aHa/iU3 KJAMHUYECKUX JAHHBIX MMeeT BaX-
HOe 3HaueHue /J151 BbISIBJIEHUS IPO6JIEM U BHE/IPEHUS
paHHUX Mep BMeIlaTeJbCTBA. TaKOU MOAXOJ MOXET
NOMOYb CHHU3UTh YAaCTOTY BO3HUKHOBEHMs apTpona-
THUU CyCTABOB, Y/IyYIINTh Ka4eCTBO KU3HU NMallUEHTOB
Y 3aJI0KUTb OCHOBY JIJIs1 6yIyLIMX LleJleHanpaBJIeHHbIX
BMeIlaTe bCTB. llesbio nccae0BaHus 6blJI0 U3YYUTh
JfeMorpaduueckre XapaKTepPUCTHUKH, COCTOSIHUE 3/[10-
POBbsl U KJIMHUYECKUE JaHHble NalMeHTOB C reMopu-
nueit A u B B Keiproizckoit Pecniy6irike.

Martepuans u MeTOAbI
B JaHHOM omnucaTesbHOM HCCJe0BAaHUU TNPUHSIU
yyactve 81 mamueHT ¢ reModuIrel, COCTOSAIMNX Ha
ydyeTe B HalMoHa/JbHOM LieHTpe OHKOJIOTHM W reMa-
ToJIOTUM MHHHCTepCTBA 34paBooxpaHeHUsa KbIpreis-
ckolt Pecny6sinky. CortacHO MeXAYHapoAHOMY ompe-
JleJIeHUI0, TshKecTb reMouInMy KiaaccupuuupyeTcs
Ha OCHOBE YPOBHS aKTHBHOCTH $aKTOPOB CBEpThIBaA-
Hus KpoBu: Jierkas (0,05-0,40 ME/pn), ymepeHHas
(0,01-0,05 ME/pn) nnm tsxenas (<0,01 ME/pn) [8].
B sToM wucciefoBaHUM ObLIM COGpaHbl pas/UyYHbIE
XapaKTepPUCTUKU NalMeHTOB, BKJIlOYasl I10J, BO3PAcT,
ob6pa3oBaHHUe (cucTeMa 06pPA30BaHUs CTPAHbI BKJIIO-
JaeT HavyaJIbHOe, CpeJiHee U BhIcliiee 06pa3oBaHue) U
ceMelHOe noJiokeHue. Takke GbLJIN 3aperucTpUpoBa-
HbI KJIMHUYeCKHEe CUMIITOMbI, CEMEHHbIA aHaMHe3, TUII
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reMouJINH, TSKECTDb 3a00JIeBaHUs, HAIMYHe reMopu-
JINYEeCKOM apTponaThH (BKJI0Yasi XPOHUYECKYIO 60JIb,
CHIKEHHe aMIJINTY/bl IBUXKEHUH B CycTaBaX, MOTePIo
cusbl U QYHKIMOHAJIBbHYH HeJleeCIOoCOOHOCTh), BU-
pycHble HUHQEKIIUHU U HaJIMYMe HHTHOUTOPOB pakTopa
VIII/dakTopa IX. Kpome Toro, 6b11a cob6paHa uuop-
MalUsl O Cay4yasiXx KpOBOTEYEHUU U 3aMeCTUTEJIbHOU
Tepanuy, TaKUX Kak JieueHue Mo TpebGoBaHUI0, HeJ0-
CTaTo4yHoe JsedyeHUe (Korjla 3aMecTUTeJbHas Tepa-
nus $akToOpaMH CBEPTHIBAaHHUS KPOBHU HCIOJIb3YETCS
TOJIBKO IPH TSKEJbIX 3NIM30/jaX KPOBOTEUYEHUS], TAKUX
KaK BHYTpHUUYEpeIHoe UJIY KeJIYA0YHO-KUIIeYHOe KPo-
BOTeYeHHe, UM, KOTJlJa KPOBOTEUeHEe BbI3bIBAET He-
BBIHOCUMYO 60J1b), U NpOPUIAKTHKA B HU3KHUX [J[03aX
(10-15 ME/xkr, 1-2 pa3a B HefieJ110).

JlabopaTopHas JUarHOCTHKA M aHaJU3bl. YPOBHU
¢dakropa VIII:C u IX:C usMepssn ¢ NOMOLIbIO OJHO-
CTaIUMHBbIX KOATyJsUOHHBIX aHanu30B (Coagpia®
APTT-N; Sysmex Co.). AuTU-dakTop VIII/IX naruéuro-
PBI BBISIBJISIJIM U KOJIMYECTBEHHO ONPeeIsiiv C IOMO-
mblo aHanusa berecga. [los10)KUTENBHBIA TUTP UHTH-
6uTopa onpeneasiu Kak >0,6 enunun berecga (BU)/
MJI, TpU 3TOM TUTP 2= 5 BU cunTasncs BbICOKUM. BbIsiB-
JIeHUe BHPYCOB, NepeJalliuxcs yepe3 KpoBb. TecTbl
Ha HBsAg (moBepXHOCTHBIM aHTUIeH remaTtuta B),
antuTtesna k renatuty C (HCV) u anTuTesa/aHTUreH
BUY npoBoguuck ¢ ucnosbzoBanueM UPA. B cayya-
AX MOJIOXKUTEJIbHOTO pe3ysbTaTa TecTa Ha aHTU-BUY
MO/TBEPXK/I€HUE TT0JIy4Yald MyTeM OTIIPaBKU 06pasia
kpoBHU B Pecny6imkaHckuil nentp CIIM/l Munucrep-
cTBa 3/paBooxpaHeHUs Kbipreidckoit Pecny6anku
JU1s IpoBeJileHus1 BecTepH-6s10TTUHTA (BB), HO Takue
pe3yJIbTaThl OTCYTCTBOBAJIM Y MAllUEHTOB.

[ogoBas yactora kpoBoTedyeHui (['UK) perucrpu-
poBaJsiach Ha OCHOBE JIJaHHBIX MeJUIIMHCKON HUCTOPUU
nanueHToB. Mcrosb3oBasack IepeBeJleHHas W Ba-
JINIMPOBaHHAsl BepCHUsl ONPOCHHMKA KavyecTBa >KU3HU
B3pocabix ¢ remodpusnnert (Haem-QoL-A) [9]. dtoT
ONPOCHHUK COCTOUT U3 41 NMyHKTa, OXBAaThIBAIOLIUX Ye-
ThIpe 06/1acTU: QU3UYECKOE 3/10POBbE, IMOIIUHU U YYB-
CTBa, paboTa u y4yeba, a Takxe JiedeHue. OTCyTCTBYIO-
e aHHble ObLIM OTMevYeHbl Kak 0 M MCK/II0YeHbI U3
npolecca nozcyera 6anioB. Kak AJis aHamu3a 0611ero
Gassla, Tak U JJig aHaju3a Kakaod obsactu Haem-
QoL-A, 6asbl 10 1IKaje GbLIM TPeo6pa30BaHbl B LIKa-
ay ot 0 7o 100, rae 0 npeacTaBseT HaWJIydllee Kaye-
cTBO xHU3HY, a 100 - Hauxyaee. COCTOSTHUE CYCTaBOB
OIIEHHMBAJIOCh C UCMOJIb30BaHUEM IlKaJjabl Hemophilia

Joint Health Score (HJHS) B Bepcuu 2.1, koTopas siB-
JIleTcs  CTaHJAPTHU3UPOBAHHBIM  HHCTPYMEHTOM,
paspaboTaHHbIM BcemupHoW ¢enepanueir remodu-
aun (WFH) a1 KosnyecTBEHHOM OIlEHKH IOBpEX-
JleHUH CycTaBOB U (QYHKIMOHAJbHBIX OrpaHUYEHUHN
y HMaLMeHTOB ¢ reModuvel, BKIOYass XpPOHUYECKHE
apTpoIlaTHH, U BKJOYaeT OLleHKY 60JIM, OTeKa, Jua-
Ma30Ha JABUKEHUU Y MBILIEYHOMN CUJIbI, A TAKXKE PEHT-
reHOJIOTHUYeCKHe W3MeHEHHUs], 03B0JIsAs MOHUTOPUTh
nporpeccupoBaHue 60sie3HU U 3$PEKTUBHOCTD Jieye-
Hus. lllkasa BKJIIOYaeT IIeCTb OT/AE/IbHBIX IOKasaTe-
Jiet coctosiHusA cyctaBoB (oT 0 1o 20) u 06U mokKa-
3aTesib NoxoAkH (0T 0 0 4), YTO B cyMMe JlaeT OOIIUH
6asn (0-124). Bosiee Bbicokuii 6asi HJHS yka3sbiBaeT
Ha Xy/illee COCTOsSIHUE CYCTaBOB.

AHaynM3 JaHHBIX TNPOBOAWJICA C HCIOJIb30BaHU-
€M CTaTUCTHUYEeCKOro MpPOrpaMMHOT0 obecrnedyeHus
SPSS 20.0 (SPSS, Inc., Yukaro, Witunoiic, CIIA). Onu-
caTeJibHasl CTaTUCTHUKA Npe/CTaBJeHa B BHJE 4acTOT
Y MPOLIEHTOB JJII KaTeropuabHbIX lepeMeHHbIX. He-
NpepbIBHbIE JIaHHBIE NPE/CTaBIEHbl B BUJIE MeIUaH C
Jnana3oHaMu (25-%-75-1 NpoOLeHTHIN) UK CPeSHUX
3Ha4YeHUH €O CTaHJAPTHBIMU OTKJIOHeHUsAMH (SD). [o-
TpeGseHre GAaKTOPOB aHAJIHU3UPOBAJIOCH C MOMOIIbIO
NapHBIX t-TECTOB NPU YCJIOBUU MOATBEPNKIAEHUST HOP-
MaJIbHOCTHU pacnpeziesieHrs. YpoBeHb 3HAUUMOCTH OB
yCTaHOBJIEH Ha ypoBHe p <0,05. /l/1s1 O1leHKH CUJIbI B3a-
MMOCBA3U MexJy nokasateseM HJHS u nmokasartesnem
Haem-QoL-A ucnosib3oBasicss K03pUITUEHT KOppessi-
nuu IlnpcoHa. PaspenieHne Ha npoBefieHUe UCCIIef0-
BaHUA 6bLI0 osydeHo oT KomuTteTa no buoatuke Koi-
PrbI3CKOW TOCYAapCTBEHHOM MeJWIIMHCKOW aKaJleMHUU
umenu U. K. Axyn6aeBa (K'MA um. U. K. AxyH6aeBa)
(mpoTtokou 31 oT 10 cenTsi6psi 2024 roza).

PesynbTaThbl
B ucciegoBaHrM npuHsIU yyactue 81 yesioBeK, U3 HUX
c reMmodunmnei A - 70 4es. (mepBas rpynmna), ¥ ¢ remMmo-
¢dunueit B - 11 6osbHBIX (BTOpas rpynna). Conuanb-
HO-ZleMorpaduyeckre XapaKTePUCTHUKH, COCTOSIHUE
3/I0POBbsI U KJIMHUYECKHE JAaHHbIE MAlUEeHTOB UCCJIe-
JIoBaHus mpenctaBieHbl B Tabaune 1. Kak BUJHO U3
Ta6iuue! 1, pasaesieHue MAUEHTOB 110 CTENEHU TshKe-
CTH I10 IpyIIaM [10Ka3aJIo, YTO TsKeJsasi CTeleHb 3a60-
JieBaHUs 6blia Bepuduipponana y 41 (58,6 %) nanu-
eHTa B iepBoH rpynne u 6 (54,5 %) - Bo BTOpoii rpyiire,
ymepenHas - y 20 (28,6 %) u 4 (36,4 %) u Jierkas - y
9 (12,8 %) u 1 (10 %) manueHTa, COOTBETCTBEHHO.

Tabnuua 1. KiiuHuveckue JaHHble MAllMEHTOB ¢ reMobuInen

Temoduams A, n (%) Temodums B, n (%)
llepemennrre 70 (86,4 %) 11 (13,6 %) P
CTeneHb TKECTH
® Tsprenas (< 1 %) 41 (58,6 %) 6 (54,5 %) =0,325
m ymepeHHas (1-5 %) 20 (28,6 %) 4 (36,4 %) <0,004
W JierKas cTemneHsb (> 5 %) 9 (12,8 %) 1 (10,0 %) <0,004
BupycHast uHbeKL st 7 (10,0 %) 2 (18,2 %) <0,002
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Zhaparova et al.

Tabrnmua 1. NMpogorkeHue

Temodums A, n (%) Temodunus B, n (%)

lepemennnie 70 (86,4 %) 11 (13,6 %) P

ApTpomnartus cycTaBoB 53 (75,7 %) 9 (81,8 %) =0,273
CeMeliHbIN aHAMHe3
B eCTh 42 (60,0 %) 7 (63,6 %) =0,174
W Her 25 (35,7 %) 4 (36,4 %) =0,318
B HEeH3BECTHO 3(43%) 0 <0,001
HHruburtop 4 (5,7 %) 1(91 %) <0,002
B HU3KUH TUTP 3(43%) 0 <0,002
B BbICOKHUH TUTD 1(1,4 %) 1(91 %) <0,001
O6pa3oBaHue

B HavasbHOE 33 (47,1 %) 2 (18,2 %) <0,002
B cpeJHee 27 (38,6 %) 6 (54,5 %) <0,002
W BbICIIEE 10 (14,3 %) 3(27,3 %) <0,004
KenaTsrit 46 (65,7 %) 8 (72,7 %) =0,295
He »xeHaTbIl 24 (34,3 %) 3 (27,3 %) <0,004

MpuMevaHue: * - p<0,05 - fOCTOBEPHO NPY CPAaBHEHUHU MEX /Y I'PyNNaMHU

MNcTouHUK: pa3paboTaHo aBTOpaMH

BupycHass wuHbekuus HabJw0Aanack B NEpPBOU
rpynne y 7 (10 %), a Bo BTopo# rpynmne -y 2 (18,2 %;
p < 0,05) GosbHBIX HcciaenoBaHus. UyTb O6oJiblle B
rpymnmne naindeHToB ¢ remoduarveil B ormevanack ap-
TpONaTHs CYyCTAaBOB, HO Pa3/jiMYUe He MMEJIO CTaTH-
CTUYECKOUW 3HAUMMOCTH. [10 HaJIMYHI0 U1K OTCYTCTBUU
ceMeHHOro aHaMHe3a, BKJ/II0Yasl MPOXKUBaHHE B OpakKe,
3HaYeHUs B Ipynmax HUCCAe[0BaHUSl He OTJIMYaIUCh
Mex/Jy co6oi. UHrubutopHas ¢popma remodpunuu B
[epBOM rpymnIe NanyMeHToB 6bL1a BeisiBaeHa Y 4 (5,7 %;
p<0,05), 9TO FOCTOBEPHO GbLIA BhIIIE TPU CPABHEHUH
CO BTOpPOU TPYNIOH , TAje UHTUOUTOP OblI BBISIBJIEH
TosbKOo ¥ 1 (9,1 %) nanuenTa. KacatesnbHo o6pa3oBa-
HUs, B IEPBOH TpyIiIe NalMeHTOB, Ha4yaJlbHOE 06pa3o-
BaHue umesu 33 (47,1 %) ven., cpenuee - 27 (38,6 %)
u Bbiciiee - 10 (14,3 %) manueHTOB, TOrAa Kak BO
BTOPOW rpynmne HadaJbHOe 06Gpa3oBaHHE IOJYYUJIH

2 (18,2 %) 4en., cpennee — 6 (54,6 %) u Bhiciee — 3
(27,3 %) nanuenToB. To ecTh B JAHHOH I'pyIINe AOCTO-
BEPHO MeHblIe MallMeHTOB C HayaJbHbIM, U COOTBET-
CTBEHHO 060JIbllle NMAIlUEHTOB CO CPEJHHUM U BBICIIUM
ob6paszoBanueM (p<0,05).

W3 o6uiero yucjaa namydeHToB, 24 mamyeHTa C re-
Moduinet A u 11 - ¢ remodunueit B 6p11u 06¢1€es10-
BaHbl Ha Hannyue HBsAg, antutesn k HCV u antuTten
K BUY - unoeknuu. [IponeHT nauueHTOB B MEPBOH
rpymie c reModuanei A, y KOTOPbIX ObIIM 0OHapy»Ke-
HBbI N0JIOKUTeJIbHbIe pe3ysabTaThl Ha HBsAg coctaBua
4,7 % (n=1), aututena k HCV - 37,5 % (n=9) u a"THU-
Tesia K BUY - He 6bL/1M BbISIBJIEHBI HU Y OZHOT'O TaIK-
eHTa. Bo BTOpO#i rpymnmne nanueHToB ¢ reModuinei B,
HBsAg 6b1a1 BeisiBaeH v 1 (9,1 %), antutena k HCV -
y 18,2 % (n=2), a antutesna k BUY orcyTcTBOBanu y
Bcex 60JIbHBIX 3TOU rpynnel (Tabauna 2).

Tabnuua 2. CpaBHeHUE Pe3yJIbTATOB BhISBJIEHH BUPYCa B pa3HbIX BO3PACTHBIX IPyMIax

Tunsl remoduanu / HBsAg (+) Anti-HCV (+) HIVAg/Ab (+) Beero
HHPEeKINU n (%) n (%) n (%)

Temoduus A, n=24 1 (4,7 %) 9 (37,5 %) 0 10 (41,7 %)

TFemoduus B,n=11 1(91%) 2 (18,2 %) 0 3(27,3 %)
3unayeHue P < 0,002 < 0,002 < 0,002

MpuMevaHue: * - p<0,05 - [OCTOBEPHO NPY CPAaBHEHUHU MEX /Yy I'PyNNaMH

MNcTouHUK: pa3paboTaHo aBTOpaMHU

KpoBoTedeHre U KauecTBO »KM3HU. B uccienona-
Huny 77,8 % (y 63 u3 81) nauueHToB c reMopuineit A
Y B 6bly1a BbIsIBJIeHA apTPONATHsl CyCTaBOB, YTO ObLIO
MO/ATBEPXK/IeHO 06ce/joBaHUEM cycTaBoB. U3 HUX, y
MalMeHTOB ¢ reMobuIreld A apTponaTus oTMevyanach
y 82,9 % (y 61 u3 70), a y 60/bHBIX ¢ reModuanen
B -y 72,7 % (y 8 us 11). lo BHe/ipeHUs LieIeBbIX Mep
BCe MallUEeHTHI ¢ reModuInel MoJydau JedeHue Mo
TpebGOBaHUIO, WJH TOJIyYaJd TOJbKO BHYTPHUBEHHOE

BBeJleHHe NpelnapaToB IJIa3Mbl B C/y4asx CHUJIBHOIO
KpoBoTedeHHUs. MeaimaHHas ro/ioBast 4acTOTa KPOBOT-
€4eHUH cocTaBJssa 23 cly4aeB KPOBOTEUYEHUH B TOJ
(nmamaszoH: 2-49). B o61elt cioHOCTH 67 B3POCJIbIX
NaLMeHTOB NPUHAJIN ydyacThe B onpoce Haem-QoL-A,
M3 KOTOpbIX 13 OBLIM HCKJIIOYEHBbI M3-3a HEIOJHBIX
OTBETOB; COCTOSIHUE CyCTaBOB OLleHUBaJIOCh y 43 mna-
LIMEHTOB, a OCTaBluMecsa 24 He MOIJIM ObITh OljeHe-
Hbl M3-3a TsKeJbIX JepopManuil cyctaBoB. CpejHue
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6asel - HJHS 'y B3poc/ibix pasHbIX BO3paCcTHBIX
rpynn (18-24, 25-34 u 35 seT U BbIlIE) COCTABUIIU
33,27 +17,39, 47,62 + 18,15 u 54,26 + 18,73 cooTBeT-
CTBEHHO, B TO BpeMs Kak cpeiHUH 6as11 HJHS 6611 3Ha-
YUTEJIbHO HUKe B MOJIOJOW nonyasuuu. Y 40 nanu-
€HTOB JIJI1 OLleHKHU CHJIbI CBAI3W Mex[Jy 6asiom HJHS
(39,24 £19,31) u 6a/stom Haem-QoL-A (54,26 +18,73)
OBLT UCIOJIb30BaH K03 duiueHT Koppessaiuu [lupco-
Ha, KOTOPBIA BBISIBUJI Ca0YI0 MOJIOXKUTENbHYIO B3au-
MocBs3b (r=0,262, p=0,006,<0,05).

O6cyxpeHue

B Keipreiscrane, Mo 3KClepTHBIM OLeHKaM, HaCYUThI-
BaeTcs 6osiee 400 4yesioBeK ZieTedl U B3POC/bBIX, CTPa-
Jarimux reMopuireld. BaKHO OTMETHUTh, YTO MHOTHE
MaLMEeHThbl OCTAlOTC HEe3aperucTPUpPOBAHHBIMU U HeE
JIMarHOCTUPOBAHHBIMH, YTO B OCHOBHOM OGBSICHSET-
Csl OTPAaHUYEHHOW OCBEJIOMJIEHHOCTbIO O reMoUINU
M 3KOHOMHYECKHMMH OrpaHh4yeHUsaMH. HecMmoTps Ha
OTpe/ieJieHHble JIOCTH)KEHHUS] B JIeUEHUH TeMOUINH,
GOJIBLIIMHCTBO MAllUEHTOB MO-MPEXHEMY CTAJKHUBAIOT-
Csl C TPYAHOCTSMH B JUarHOCTUKE U JIeYeHUH, TaK U BO
BceM Mupe. [10aTOMy Hccie/joBaHHEe HAllpaBJIeHOo Ha TO,
YTOOBI MPU3BATh K OOJIbIIEH MOAJEPKKE CO CTOPOHBI
roCy/lapCTBEHHBIX OpraHW3alUi, CHCTEM MeJJULIMHCKO-
I'0 CTPAaXxOBaHHUS U COLHa/IbHBIX PA6OTHHKOB /IJ1s1 OKa3a-
HUS [TOMOIIY NALMeHTaM ¢ reMopUINeH U UX CEMbSIM.

B sToM ucciaesoBanuu y 58 % manueHTOB GbLIa
reMouIns TSKEJOU cTeneHH, a y 29,6 % - cpefnHe-
TshKesas GopMma 3aboJieBaHUs. B oTiiMyre OT pe3yJib-
TaToB uccaegoBaHuil V. Payal et al. [10] i E. Berntorp et
al. [11], B aTOM KOropTe HabJIIO/A/IACh MEeHbLIAs /105
MaLMeHTOB C TshKes10M GpopMoit 3a6os1eBaHus. ITO pac-
XOX/leHHe MOXKeT ObITh CBSI3aHO C TE€M, YTO KPOBOTe-
YeHMs yallle BCTPEYarTCs U Jierdie 060HapyKUBAOTCA Y
MaLMeHTOB ¢ reModuInel cpefiHeN U TSXKeJI0H cTele-
HU. HaubGoJsiee yacTbIMU reMopparu4ecKiMHU NposiBJie-
HUSIMU Y 3TUX NALMEeHTOB ObLJIY peluMBUpPYIOLIHE re-
MapTpO3bl, 0COGEHHO B JIOKTSX, KOJIEHSIX U JIOJbDKKAX,
KOTOpbI€e IPUBOAMWJIN K IPOrPECCUPYIOIEMY paspylie-
HUIO CyCTaBOB, HEOOPATHMOM HWHBAIUU3UPYIOIEN
apTponaTHy U XpoHHU4Yeckon 6oun [12,13].

BbL10 06Hapy»eHo, uTo y 60,5 % nanueHTOB UMe-
Jlacb ceMelHasi UCTOPUS reMOUINH, YTO COTJIACYeT-
csl C APYTUMH HCCJIeIOBAaHUSIMHU, COOGIIAIOIIUMU, YTO
npuMepHo y 30 % J1uL] ¢ BiepBble JUarHOCTHUPOBAHHOMN
reModuIred OTCYTCTBYyeT ceMeiHasi UCTOpHs, 4YacTo
n3-3a MmyTtanuit de novo [10,11]. Yto kacaeTcst o6paso-
BaHUs, OOJIBIIMHCTBO YYaCTHUKOB UMeJM HayajlbHOE
o6paszoBanue (43,2 %), 3a HUMHU cneayoT 40,7 % c
00pa30oBaHUEM Ha YPOBHE HEIIOJTHOM CpeiHeH IIKOJIbI.
AHasorvyHble pe3ysibTaThl OblJIM NOJy4eHbl B baHria-
Jlelll, I7le YpOBeHb 00pa30BaHUs Y MALMEHTOB C IreMo-
dunmnel Takxe GbLJI OTpaHUYEH M3-3a 6eIHOCTH U 60-
JiesHel [14]. B pe3ysbTaTe JUIIb HEMHOTHE MAIUEHThI
(16 %) B uccieJo0BaHMY CMOTJIU TTOJIYYUTh BhICILIEE 06-
pa3oBanue. B Besnko6putanuu ¢ 1968 rona Besercs

HallMOHAJIbHBIM PEerucTp mnanueHToB ¢ reModuinew,
B KOTOpPOM 3aperucrpupoBaHo okosio 5000 desoBek
c reModuireit A. PacnpocTpaHeHHOCTb reMOQUINU
B cocTaBsisieT npuMepHO O/IHY HATYIO OT pacnpocTpa-
HeHHOoCTH remModunuu A [11]. B uccienoBanuu 66110
0OHapyXeHo, 4To ¥ 86,4 % narueHTOB ObLIa reModu-
aus A, ay 13,3 % - remodunusa B. ITo coracyetcs ¢
ob11el pacnpoCTPaHEHHOCTbIO HapyIIeHUH CBEPTHI-
BAaeMOCTH KpOBH, I/le HauboJsiee pacnpoCTpaHEHHOU
sapisieTcs remoouus A (72,3 %), 3a KoTopoii ciienyet
remodusus B (11,5 %) [14]. 3To no3BossieT npeamno-
JIOXKUTD, UTO reMouIns B MoXKeT BCTpeyaThbCs pexe,
YTO NMOTEHI[MAJbHO MOXKET NPUBECTU K YMEHbIIEHUIO
Yyyc/a MalueHToB, 00pallaloIuXcs 32 MeJULUHCKON
MOMOLIbIO B CTALOHAD.

B Keipreizckoil Pecny6/imke pekoMOGUHAHTHbIE
WM BbICOKOOYHIIlEHHbIE KOHLEHTPAaTbl ($aKTOPOB
CBEpTbIBAaHUSA KPOBH, MOJIyYeHHbIe U3 IJIa3Mbl, HEJl0-
CTYTHBI /151 NTPOPUIAKTHUKH Y 3HAYUTEJIBHOIO YUCIa
NalyeHTOB ¢ reModuInel U3-3a UX BBICOKOW CTOUMO-
CTU. McTOpUYecKkd OCHOBHBIMU MeTOJAMHU JiedeHHs
TaKMX NAlMEeHTOB ObIM U OCTAIOTCS NlepeIMBaHuE CBe-
»Ke3aMopokeHHOH mu1a3mel (C3I1) u kpuonpenunuTara.
OZiHAKO 3TU METO/bl CONPSKEHBI C BBICOKUM PHUCKOM
MH}eKUUH, nepearolUxcs IPU NepeuBaHUN KPOBH.
3To uccaenoBaHue BBIABUIO 4,7 % MOJM0XKUTETbHBIX
pesysnbraToB Ha HBsAg. OTHocuTesbHO HM3Kas pac-
POCTPaHEHHOCTh BUPYCHOIO renaTuTa By manueHToB
MOXKeT ObITh CBsI3aHa C 06s13aTeJIbHbIM CKDUHUHIOM Ha
HBsAg nJ11 OHOPOB KPOBU U BBEeJleHUEM IPOTrpaMMbl
BaKLMHALMK MPOTUB remnatuta B. UHekusa renatu-
Ta C (BI'C) siBsisieTCs ellje O/{HOW OCHOBHOM MPUYHUHOHU
CMEPTHOCTH Cpe/iM MallMeHToB ¢ remoduaneit [15,16].
Bupyc nepesjaeTcs npeuMyLieCTBEHHO Yepe3 BBe/JleHHe
06'beIMHEHHBIX KOHLEHTPATOB GaKTOpPOB CBepPThIBA-
HUA KPOBH, KPHUONPELUNUTATOB HJM CBEXe3aMOopo-
»KeHHOH 11a3Mbl [17]. YpoBeHb uHunuponanus BI'C,
BbISIBJIEHHBIN ¥ GOJIbHBIX, ObLJ JJOBOJBHO BBICOKUM U
coctaBua 37,5 %. [lpuMeyaTesibHO, YTO BCe UHPUIU-
pOBaHHbIe NALMEeHThI ObIM cTaplle 18 jieT, YTO MOXKHO
00BACHUTD TeM, 4To ¢ 1993 rosa TecTUpOBaHUE HA aH-
TuTesa K BI'C BK/II04YeHO B pyTUHHBIM CKPUHUHT KpO-
BM 3/I0pPOBBIX JJOHOPOB, YTO IMPHUBEJO K MUCKJIIOYEHUIO
60JIBIIMHCTBA JIL] C [T0JI0XKUTEbHBIM PE3y/IbTaTOM Ha
aHTUTeJa K BUpycy renatura C. YTo KacaeTcs ucciaefo-
BaHUA KpoBU Ha BUY-uHekuI0, y nanueHToB B 06e-
UX TPYIIIax M0J0KUTENbHBIN pe3y/bTaT OTCYTCTBOBAJ
y BCeX NalMeHTOB. BeposTHO, 3TO CBSI3aHO B NEPBYIO
oyepe/ib C MPeLIECTBYOIIMMH HeGe30IIaCHbIMU Tepe-
JIUBAaHUSIMU KpoBH. [loaToMy KpaliHe Ba’KHO cocpejio-
TOYUTHCA Ha NMPOPUIAKTUKE BUPYCHBIX UHOEKIUN U
yJIy4dlLIeHUH KauyecTBa KPOBH, ITIOCKOJIbKY 3TH GpaKTOPbI
HaIpsIMyI0 BJIMSIIOT HAa MPOTHO3 U Ka4eCcTBO KMU3HU Ma-
IIMEHTOB C reMouIrel.

WHru6uTOpSHl ABJSIOTCS CEPbe3HbIM  OCJI0X-
HeHUEeM 3aMeCTUTEeJbHOW Tepanuu y MNaLUeHTOB C
remodunueid A u B. [IpumepHo y 30 % mnanueHTOB
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OCHOBHBIM OCJIO)KHEHUEM SIBJISIETCS pa3BUTHE aJlJjo-
aHTUTeJ (MHTUOUTOPOB), KOTOPblE WHAKTHUBUPYIOT
akTuBHOCTh ¢akTopa VIII. 3To MoxeT moTpe6oBaTh
MpUMEHEHUs] Ype3BbIYaHHO [JOPOTOCTOSIINX 06X0/-
HBIX NIpernapaToB WK HHAYKIUU UMMYHOJIOTHY€ECKOH
TOJIEPAHTHOCTH, YTO MOMET CyIleCTBEHHO MOBJIUATH
Ha Ka4yeCTBO >KU3HU NALlUEHTOB U OCJIOXXHUTb UX Jie-
yeHue [18]. B ucciejoBaHNM He BCe NALUEHTHI C [10JI0-
YKUTEJIbHBIM Pe3y/JIbTAaTOM Ha MHTUOUTOPHI MOJIydaIn
MMMYHOTepPAIu0, ¥ BO3MOXHO, YTO y HEKOTOPHIX Na-
LUEeHTOB MOTJIM OBbITb TPAH3UTOpPHblE UHTHOGUTOPHI.
CorsacHO CTaTUCTUYECKOMY aHa/IM3y, 4aCTOTa UHIU-
6utopoB cpeau 70 manueHTOB c reModuarel A co-
ctaBuJia Bcero 2,9 %, 4To 3HAaYUTEJIbHO HMKe, UeM 4a-
CTOTAa, coobIlaeMasi B JJUTepaType AJsg reMmodunuu A
(20-30 %) [19]. Heckosibko paKTOPOB MOTYT 00'BsC-
HUTb 3Ty 6oJiee HU3KYI 4acTOTY, BKJIIOYas pejKoe
BBejleHHe GaKTOPOB CBEPThIBAHUS KPOBH, 3a/I€PKKY
B BBISIBJIEHUU WHTUOUTOPOB UJIM NPEKJIOHHBIA BO3-
pacT, B KOTOpoM OblJI0 HAa4aTo BBeJeHHEe (HAKTOPOB
CBepThIBaHUS KpoBU. KpoMme Toro, pacrnpocTpaHeH-
HOCTb MHTMOWUTOPOB y NMalMeHTOB ¢ remModuueit B
cocTaBusa B 3TOM uccaeaoBaHuu 9,1 %. [lo jaHHBIM
uccnegosanua PL.F. Giangrande et al. [20] yacToTa
pPa3BUTHS UHTUOUTOPOB y MAaLlUEHTOB C reModuireit
B 3HaYMTEJNbHO HUKE, UeM Y TALUEHTOB C reMoUIIH-
el A, 1 06bI9HO cocTaBJisieT OT 1 710 6 %. Pe3ynbTaThl
HCCIeJ0BaHUSA MOYTH COIVIACYIOTCS C 3TUMH JIaHHBbI-
MU, BO3MOXXHO, U3-3a OrPaHUYEHHOI0 YMC/Ia NalueH-
TOB ¢ reModuIrel B, BKIIIOYEHHBIX B UCC/Ie[JOBaHHUE.
B pykoBozcTBe BcemupHoil desnepanuu reMmodu-
auu (BOI') no Benenuto remodunuu 2020 roga (3-e
M3/laHue) YeTKO YKa3aHo, YTO NpodUIaKTHKA CHUXKA-
eT PUCK NPOPBbIBHBIX KPOBOTEYEHUH, U, CIe/j0BATEb-
HO, CYLIeCTByeT HeoOX0JUMOCTb B JIOCTyIle K JIOTOJI-
HUTEJbHBIM 103aM /IJIS1 CBOeBpeMEHHOTO JiedyeHus [8].
[MpubausutenbHo 10 % sronel ¢ remoduaneis, B oc-
HOBHOM B CTpPaHaX C ypOBHEM /[0X0/la BbIIlIe CPEJIHETO,
HMEeKT HEKOTOPbIM, XOTS U HEAOCTAaTOYHbIH, JOCTYI
K Tepanuu [21], B To BpeMs Kak ocTtaBuuecs 15 % B
CTpPaHax C BICOKUM YPOBHEM /10X0/]a UMEIOT TOJIHbIH
JIOCTYII K TIepe/JOBbIM MeTO/jaM JIeYeHUs U CXeMaM Te-
panuu [22]. OfHAaKO TOJIbKO HTPUOJU3UTENBHO 75 %
Jwojed ¢ reModpuvelr BO BCEM MHUPE, B OCHOBHOM B
CTpaHax C HU3KMM YPOBHEM /I0X0/la U CTPaHaX C YPOB-
HeM [Jl0XOJja HWXKE CpeJIHEero, He MMelT WM UMEIT
OTpaHUYeHHBIN JocTyn K Tepanuu [23]. [JanHasa cu-
TyalUsi OCTAaeTCsl XapaKTepHOU /sl MallueHTOB C Te-
Modunnedt B KeiproidctaHe. Pa3BuTue apTpomaTuu
CYCTaBOB Y TALIMEHTOB C reMoUINEN B OCHOBHOM CBsl-
3aHO C HeZIOCTAaTOYHOU Tepanuei o Tpe6oBaHUI0 UIJIH
6e3 MpodUIAKTUKH, YTO YaCTO OOYCJOBJIEHO IKOHO-
MHUYECKUMHU OTPaHWYEHUSIMU WJIM OTPaHUYEHHOH J10-
CTYNHOCTBIO JIEKapCTB. B pe3y/sibTaTe Takou cuTyaluy,
y 3THUX NALMEeHTOB pa3BUBAETCSl apTPONATUs Pa3Iny-
HOM CTENEeHM TSHKECTH, B HEKOTOPBIX C/Iydasix MPUBO-
JAdias K uHBaaugHocTy. B Kelpreisctane cpeny Bcex

3aperucTpUPOBAHHbBIX NMALMEHTOB C reModuInel, 1o
oIleHKaM, Tosibko 15 % siui B Bo3pacTe o 18 jieT u
cTapuie noJiyyajau npoduaakTuky. [Ipoduiaktuka y
JleTell 3HAYMTEJbHO yaydiuuaack. CiefoBaTesbHO,
NpoJiBM)KeHHe MPOPUIAKTUYECKOTO JIeUeHUs] UMeeT
Ba)KHOE 3HAYeHUe JIJIs1 yCUJIeHUs 3alUThI CYCTaBOB U
yJIy4dLlIeHUs 0011ero KauecTBa XKU3HU 3THX NAllUeHTOB.

B 3ToM wuccieoBaHUM CpeAHUN O6UIUA 6ast
HJHS coctaBun 40,1 + 20,0 (p <0,05). B uccnenona-
HUH, NIPOBEJIEHHOM cpeAu 29 B3pOCJBbIX YYaCTHUKOB
c yMmepeHHOU remoduineid u3s 11 neHTpoB B AHI/IUY,
[lloTnanany u Yasbca, cpeHUN 061U 6aJJI COCTaBUI
10,8 £5,2 [24]. Ux pe3ynbTaThl 60/1€e 6JarONPUSATHBI,
YeM Te, KOTOpble HAOJIOAAIMCh B 3TOM HCC/Ie/0Ba-
HUH. KpoMe Toro, 66110 06HAPYKEHO MOJI0KUTENbHYI0
koppessnuw (r=0,273, p=0,008 < 0,05) mexay Gas-
aamu HJHS u Haem-QoL-A y manueHTOB, UTO yKa3bl-
BaeT Ha To, 4TO GoJiee BbICOKKe Gasibl HJHS cBsi3aHbI
c 6ojiee HM3KHUM KaueCTBOM >KU3HHU. XOTS HeJlaBHUE
JIOCTIPKEHUS] TIPUBEJM K CYyIeCTBEHHOMY YJIydyllle-
HUIO pe3y/IbTaTOB JIeueHHUs] MalMeHTOB, NMallUeHTHI C
reMouIMel NMPOAOKAIT UCHBITHIBATh HAPYIIEHUS
GYHKIME CyCTaBOB, OCTPYIO U XPOHUYECKYIO 60Jib, a
TaKXe IIJIOXOe NCUXUYECKOe 3/I0pOBbe, YTO J0KHO
HEraTHUBHO BJIHUATH Ha KAa4eCTBO XKU3HH, CBSI3aHHOE CO
3p0poBbeM [25]. [loaToMy npoduiakTuyeckoe Jjeye-
HUe UrpaeT pellawllyo poJsb B 3allUTe CyCTaBOB MNa-
IIMEHTOB € reMouIre.

KacatesipHO 06ecnieyeHus NanueHTOB C reMopUIIH-
et KOCK VIII u IX B Kbipreizckoit Pecniy6iirike, o IMHUM
Oro/pKeTa 3aKymaeTcs B 061eM o6beMe 13 muiH. ME Brog,
a o JIMHKUY 'YMaHUTapHOM IOMOLHY, OKa3blBaeMoi Bce-
MupHo# Qesepanueit l'emodpuauu (BOI') - 6 man. ME B
rof. /laHHbIA 0OUIUN 06'bEM JIEKAPCTBEHHBIX CPEJICTB
19 msH. ME cooTBeTcTByeT 2.8 ME Ha Ayiuy HacesieHUs
Y [TIOKPBIBAeT MOTPEOHOCTD B JIeUEHUH NAl[MeHTaM, Bce-
ro JIMIIb Ha TPU KBapTaJja B TOJI, TO eCTb IPUMEPHO Ha
8-10 MecsineB, He roBopsi 0 NPOPUIAKTHKE JIeUeHHSI.
[IpoduiakTrka HeLOCTYIHA JJI1 B3POCJbIX MaljMeH-
TOB, MOCKOJIbKY HalroHa/bHbIN MepedyeHb BO3Mella-
eMbIX JIEKAPCTBEHHBIX CPEJCTB He MpeAycMaTpUBaeT
¢$rHaAHCOBOH NOMOLIY /1151 TPOPUIAKTHKU Y B3POCIIBIX,
XOTs JIeTH ¢ reMouIrMel HadaIy oJIy4aTh TpoduIak-
THUYECKOe JIeUeHHe, HO 110 AOCTHKeHHUI0 18 sieT faHHas
npodusaKTUKa MOXeT NpeKpaTUTbcs. B mocienHue
ro/ibl U3-3a HejlocTaTKa GaKTOPOB CBEPTHIBAHUS KpO-
BY, HO JIJIs TIPOBE/I€HUs ONlepaTUBHBIX BMeEIIATEIbCTB
Ha cycTaBax, NalueHThbl B KosndecTBe 18 (14,2 %) ve.
NPUHSJIM Y4acTHE B MHOTOLIEHTPOBOM IPOCIEKTUB-
HOM OTKPBITOM KJINHHUYECKOM MCC/IeJ0BaHUH TEPBOTrO
COBPEMEHHOr0 Ipernapara njasMaThuieckoro ¢axkropa
cBepTbiBaHus kKpoBu VIII, pazpaboTanHblil B Poccuii-
ckoit enepannu — «IUTOMIA3M». IUTOIIIA3M 0KA3AJICS
3¢ deKTUBHBIM B KauecTBe Cpe/CTBa A1 NPOUIAKTH-
KM W JIedeHUs] KPOBOTEUEHUH, a TaKKe NPU NpoBeJie-
HUU XUPYPTrUYeCKHUX BMEIIATebCTB, B TOM YHCIe KpyII-
HbIX. [IpernapaT 06J1a/jaeT 6J1arONPUATHBIM NPOdUIEM
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6e30MacHOCTH, ero NpUMeHeHHe He CONPOBOX/AN0Ch
06pa3oBaHWEM HWHTUOUPYIOLMX aHTHUTEJN, Pa3BUTHEM
aJJIEPTUYECKUX PeaKIUH, TPOMOOTUYECKUX U TPOMGO-
3MOOJIMYECKUX OCTIOKHEHHUH [26].

BoiBOabI
B3pocsible manueHThl ¢ reModunreid B KeIproiackoi
Pecny6/iMKe CTaJKMBAIOTCSl CO 3HAYUTEJbHBIMU IPO-
6sileMaMy, BKJIIOYasi HeJ0CTAaTOYHOe JieyeHUe U OT-
cyTcTBUe NPOPUIAKTUKU. [laljeHTbl He IMOJIy4aroT
aJleKBaTHOM [TOMOILY U3-3a TAaKKX GAKTOPOB, KaK orpa-
HUYEeHHasi OCBEIOMJIEHHOCTb O 3a00JIeBaHUM U Hea-
JleKBaTHbIe MPOrpaMMbl MeJUIIUHCKOI'0 CTPAaXOBaHHUS.
JTo uccies0BaHUe MOAYEPKHUBAET KPUTUYECKH BaXK-
Hble Hey/l0BJIeTBOPEeHHbIe NOTPEOGHOCTH U MP06JIeMBI,
C KOTOPBIMHU CTAJIKUBAOTCS NALUEHThI C reMopUIne.
Pemienue aTux npo6seM TpebyeT KOMIJIEKCHOTO TO/J-
X0/la, BKJIIOYAIOLIEro yJydylleHHe HHQPPACTPYKTYpPhI

3/lpaBOOXpaHEHMUs, pacliMpeHue TaTa MeJULMHCKUX
pabOTHUKOB U oGecreyeHHe YCTOMYMBOro GpUHAHCHU-
poBaHuA. KpailiHe Ba)XHO YBEJMYUTb JOCTYIHOCTb
HeJloporux npoduIaKTHIECKUX NpernapaToB 3a CYET
rocyZlapcTBeHHOTro GMHAHCUPOBAHMUS.

BnaropapHocTHU
ABTODBI BBIPAXKAIOT UCKPEHHIOI0 6J1arolapHOCTb BCEM
y4YaCTHHUKaM HCC/ieJOBAHHUA U BCEM NpeJJaHHbIM CBO€E-
MYy AeJiy KoJijieraM, KOTOpble MOMOIJIM YCIIEUIHO ITPpOo-
BECTH 3TO HCCJIeJOBaHHE.

MuHaHCcUpoBaHue
HccneoBaHMe He UMeJIO CIIOHCOPCKOH MOAJIEPIKKH.

KoHpnukT uitepecos
ABTODBI 3asIBJISAIOT 06 OTCYyTCTBUU KOHQJIHUKTA UHTe-
pecos.
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