WmmyHonaTonorus, annepronorusi, uidexronorns

Immunopathology, allergology, infectology

YAK 616-009.863-056.7:314[476]

UMMYHOLE®ULINTBI

2022, Ne2: 12-18

DOI: 10.14427/jipai.2022.2.12

Hdemorpaduyeckas xapakrepucTuKa NaLMeHToB C reHeTUYeCcKu
noATBepP)XXAEHHbIM HAacNeACTBEHHbIM aHIMOOTEKOM B Pecnybnuke

Benapychb

W.E. TypbaHosa', E.41. Ckonoseu,', A.B. Jlobywkun', E.A. Monsikoea', 1.B. OBCcAHMK?,
C.H. Anewxkesny', A.M. Cannonunk®, B.P. Bepténko', 10.C. Xapankosa', M.B. benesues'
! PecnybnnkaHCKuiA Hay4HO-NPaKTUYECKMIA LIEHTP NETCKOW OHKOMOMMKM, reMatooru 1 uMmMyHonorun, MuHck, benapycb

2 PecnybnvkaHckoe 001LecTBEHHOE 00beauHeH e «ToMOLLb NALMEHTaM C HACNEACTBEHHbIM aHrMOOTEKOM>», [POIHO,

benapycb

% Pecryb6nmkaHCKMiA Hay4HO-NPAKTUYECKMIA LIEHTD paauaLyOHHOI MeaMLIMHBI 1 9KONOTMK YenoBeka, fomenb, benapych

Demographic characteristics of patients with genetically confirmed hereditary

angioedema in the Republic of Belarus

|.E. Guryanova', K.Ya. Skapavets', A.V. Liubushkin', E.A. Polyakova', I.V. Ausianik?,
S.N. Aleshkevich', A.P. Salivonchik®, V.R. Vertelko', Yu.S. Zharankova', M.V. Belevtsev'

! Belarusian Research Center for Pediatric Oncology, Hematology and Immunology, Minsk, Belarus

2 Belarusian National Public Organization «<HAE Patients Care», Grodno, Belarus

® Republican Research Centre for Radiation Medicine and Human Ecology, Gomel, Belarus

AHHOTaAUMS

Bseoenue. HacnencrBennsiii anrnoorék (HAO) npencrasisier
c060i11 pegKoe, CTOKHO JUATHOCTHUPYeMOe M yIpoXKaoliee
JKU3HM TeHeTI4YecKoe 3a00meBanue ¢ OKIAAeMOI 9aCTOTOM
BCcTpedaemocTu okomno 1:30 000.

Llenv. Jatp gemorpadiyeckyio XxapakTepucTuKy B KOTopTe
NalMEeHTOB C TeHeTYeCKN MOATBEeP>KAEHHBIM HaCTIeCTBEeH-
HBIM aHTHOOTEKOM B Pecriy6nnke Benapyce.

Mamepuanvt u memodvt. B uccienoBanue BKI0YeHO 92
GenopyccKuX ManMeHTa u3 34 ceMeii ¢ reHeTMYECKH ITOJ-
TBepXAEHHBIM HAO, cooTHOIIEHNE TALMIEHTOB MY>XCKOTO
u >KeHcKoro mona 1:1,3. Knuunueckne n gemorpadirueckne
BaHHBIE Gpany U3 AaHKET, 3aII0/THEHHBIX MALMIEHTaMu 1/ MIn
M3 MeTUIIMHCKUX KapT.

Pesynomamuvr. Meguana BO3pacTa NaljieHTOB cOCTaBuIa 32
roja, MefiyIaHa BO3pacTa HA MOMEHT IOCTAHOBKM AVIarHO3a —
28 net. [Ie610T 3a60meBanuA y 72% NalMeHTOB NPHMIIENCA Ha
Bo3pacr 10 18 net (Megmana - 13 ner), MeuaHa OTCPOIKM OT
Haya/ja IMepBbIX CUMIITOMOB U MOCTAaHOBKM AnarHo3a HAO
- 12,5 net. Y 50% maiyeHTOB MYXCKOTO I0/a Ae60T mpo-
n30men K 9 rogam, ay 90% - kx 20 rogam. Y 50% nmanueHToB
JKEHCKOTO0 Io71a Ae0roT 3aboneBaHust Mpon3omeén K 15 rogam,
ay 90% - k 23 rogam.

KnioyeBble cnosa
HacnencrBennbiit anrnooréx, Cl-unrnéurop, SERPINGI.
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Summary

Introduction. Hereditary angioedema (HAE) is a rare, difficult
to diagnose, and life-threatening genetic disorder with an
expected incidence of about 1:30 000.

Purpose. To study the demographic characteristics in a cohort
of patients with genetically confirmed hereditary angioedema
in the Republic of Belarus.

Materials and methods. The study included 92 Belarusian
patients from 34 unrelated families with genetically confirmed
HAE, the ratio of male and female patients was 1:1.3. Clinical
and demographic data was taken from patient questionnaires
and/or medical records.

Results. The median age of tpatients was 32 years, and the
median age at diagnosis was 28 years. The onset of the
disease in 72% of patients occurred before the age of 18 years
(median 13 years), the median delay from the onset of the first
symptoms and the diagnosis of HAE was 12.5 years. Half of
male patients develop first attacks before the age 9, and 90% by
the age of 20. Of female patients, 50 and 90% have first attacks
before the age of 15 and 23, respectively.

Keywords
Hereditary angioedema, C1-inhibitor, SERPINGI
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AHTMOOTEK — 3TO M30/IMPOBAHHBIN PE3KO BO3-
HUKAIOWMIT OTEK KOXKU VJIM CIU3UCTON, pa3BuBa-
IOLIUIICA BCTIECTBIE TTOBbIIIEHNUA TPOHUIIAEMOCTH
COCYJIOB TIOf} BO3JICIICTBMEM MEAMATOPOB (TMCTaMMH,
OpafiMKMHMH, cyOcTaHuus P, neiikoTpueHsl u fip.)
[1]. CormacHO MCTOPMYECKUM FaHHBIM, aHTMOOTEK
BIlepBble 0BT omycaH B 1576 rogy Mapcemno [lo-
HaTl, OJHAKO TePMUH «aHTMOHEBPOTUYECKIUIT OTEK»
Ob11 BBeTIEH TONbKO B 1882 rony lenpukom KBuHke,
UM KOTOPOTO JAHHOE COCTOAHME HOCUT JIO CUX IIOP.
B 1888 rogy Yunbam Ocnep omy6nmKkoBas onmcaHme
CTydas y>ke HaclefcTBeHHoro aHrmooréka (HAO)
[2]. ITpouwto 75 neT mpexkfie 4eM IpyIina y4€HbIX BO
r1aBe ¢ npogeccopom Bepmxunuueit [Jonanbacon
B 1963 roay upentudunuponana gepunnur Cl-
uHrn6MTOpa, nexxamuit B ocioe HAO (C1-INH-
HAE) [3]. Emé cniycTs 24 ropa, B 1987 rogy, Cromnma
JInonner u Maypunno Toccu nmokasanu, 4To Ha-
pyuenus B rene SERPINGI npuBogsT K fepUInUTy
Cl-unruburopa [4]. Janee B 1987 u 1988 rr. 661111
BbIABJIEHbI IIATOT€HETMYECK) 3HAUMMble HApYILEHA
BreHe SERPINGI, npuBojAIe K KOMIN4eCTBEHHOMY
(HAO tun I) wn ¢pyuxmonansuomy (HAO Ty II)
pedunury Cl-unrnburopa [4, 5]. [Tockonbky Cl-
VHTYOUTOP ABIAETCA eAVHCTBEHHBIM M3BECTHBIM
¢dusnonornyecknm nurubéuropom Clr n Cls, To
IepBOHAYA/IBHO CYUTANIOCh, YTO OTEK, BbI3SBAHHBIN
pedpuunrom Cl-MHIrMOUTOPA, MIPOUCXONUT B pe-
3y/IbTaTe HEKOHTPONMPYEMON aKTUBALUU CHCTEMBI
KOMIIZIEMEHTA, C BbIcBOOOXIeHneM C2-KuHMHa [6].

B 1994 r. JI.P. llymerikep 1 COaBTOPbI ITOKa3a/In
ex vivo, uto C2-KMHUH He ABNAETCA MeUaTOpOM
BO3HMKHOBEHMA O0T€Ka y nanuenTos ¢ HAO u no-
Kasajm, YTO IMEHHO OPaMKMHUH 00yC/IaBIMBaeT
HOBBIIIEHHYIO IPOHMUIIAEMOCTD COCY/IUCTON CTEHKN
y nanmentos ¢ HAO [7]. Emé ogHuM nepeioMHbIM
MOMEHTOM B IoHMMaHuu natorenesa HAO crano
uccnenosanne Konpana bopka u coaBropos, omny-
6nmukoBaHHOe B 2000 rofy, B KOTOPOM OIMCHIBA-
J1ach KIMHMYecKasA KapTuHa 36 manueHTos u3 10
HEpOJICTBEHHBIX CeMell C Hac/eCTBEHHOI HopMoit
aHrnooréka 6e3 geduuyura Cl-naruéuropa [8]. Vc-
cnegosanus JI.P. lllymerikep u K. bopk nocmyxumm
HayazioM GOpPMMPOBAHUA NOHVMAHNSA TOTO, YTO
MMEHHO CHCTeMa FeMOCTa3a UrpaeT KI4eByIo Poib
B nnatoreHese HAO. YyTb nosxe, B nepuop, ¢ 2006 o
2021 rr. 6bUIM BBIABJIEHBI HapyIIeHNs B reHax F12,
PLG, ANGPT1, KNGI1, MYOE HS3S8T6, accounnpo-
BaHHbIe C KIMHIYecKuMu npossneHnavmy HAO 6e3
nedpuunra Cl-unrunoéuropa (nC1-INH-HAE) [9-14].

HAO - pepkoe renerndeckoe 3aboneBaHue c
ayTOCOMHO-IOMMHAHTHBIM TUIIOM Hac/le[J0BaHNs,
XapaKTepusylolieecs OTEKOM B Pa3INYHBIX 4aCTAX
Tesa, BKI0Yasd KOHEYHOCTH, NUIL0 ¥ TOPTAHb.
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Hamnbomnee omacHbIMM ABIAITCA OTEKYM BEPXHUX
IbIXaTeNbHbIX ITyTell, KOTOPble MOTYT BbI3BATh YA Y-
mbe [1]. Kax 11 MHOTUX opdaHHBIX 3a00/1€BaHNI],
ninsa HAO xapakTepHa HU3Kas BbIAB/IAEMOCTD U Ha-
nM4YMe OTCPOYKM B IIOCTAaHOBKe AMarHosa. Pacipo-
crpanénHocts HAO ¢ gedurmrom Cl-unrnbéuropa
(C1-INH-HAE) B Mmupe ouennpaetcs 1:10 000 -
1:50 000, 6e3 pacoBBIX U OMOBBIX padmuynii [15]. B
CTpaHaX OCTCOBETCKOTO IIPOCTPAHCTBA CYILECTBY-
€T sIBHas HeJlO[JMarHOCTMPOBAHHOCTD JJAHHOI T1a-
TOJIOTUU, TOCKONBKY BblsABIsAeMocTb C1-INH-HAE
B 3TUX CTPaHax B cpefjHeM cocTasdeT 1:500 000
[16]. HAO 6e3 pedunura Cl-unrnb6uropa (nCl-
INH-HAE) BcTpeudaeTcss B Mype HAMHOTO pexe,
IO IMTEPATYPHBIM JJAHHBIM OIIMCAHO BCETO OKOJIO
650 manuenrtos ¢ nC1-INH-HAE [14, 17]. HAO
peKOMeHyeTCA IMAaTHOCTUPOBATh KaK MOXKHO
paHblIle, a Aydlle — /IO IPOABIEHN MEePBbIX K/N-
HIYeCKNX cuMITOMOB [18]. be3 ycTaHOBIEHHOTO
IMaTHO3a IallMeHT MOJ|BEPraeTcs NOBbIIIEHHOMY
pPUCKY pa3Butus 6osee TsxEN0oN GopMbl OTEKA
U CMEPTHU, OCKOJIbKY OTEKM HE NMOJNAITCA Te-
paneBTUYECKOMY J€YE€HNI0O aHTUTUCTAMUHHBIMU
U KOPTUKOCTEPOMUHBIMU NpenapaTtamu [1, 18].
YpoBeHb cMEPTHOCTM OT OTEKA 'OPTAHU Y HefMa-
THOCTMPOBaHHBIX NanueHToB ¢ HAO cocraBnder
npu6msuTenbHo 30%, a y AMATHOCTUPOBAHHBIX —
1-3% [19, 20]. AHpipea 3aHWYe//IN C COABTOPAMMI
BBIIIOJIHWU/IV aHA/IN3 JAHHBIX PETUCTPOB, BK/II0Ya-
fouux nHpopmanuio o nanuentax ¢ HAO us As-
ctpun, bpasunun, Hanunu, Opanuun, lepmanuny,
Ipeuumu, Mspanns, Uranun, Vicnanun, Isenyu n
Benukobpuranuu, B pe3yabrate KOTOPOro OBIIO
IIOKa3aHOo, 4TO 44,3% malueHToB, BOUIEAIINX B MC-
cefloBaHume, uMenu 6osee OHOTO HeIPABUIBHOTO
ouar"osa go nmocranosku um HAO [21].

HAO BosHUKaeT B pe3ynbTaTe BPEMEHHOTO YBe-
TMYEHMA COCY/IUCTONM IPOHNUIIAEMOCTH, BbI3BAHHO-
ro BBICBOOOX/IEHJEM Ba30aKTUBHOTO MeAMaTopa
OpafMKMHMHA. BpaJuKNHUH aKTUBMPYeT Opajgu-
KMHUH B2 penenrop, crumynupyer obpasopaHne
OKCH/JIa a30Ta ¥ IPOCTALMK/INHA, YTO ¥ IIPUBOAUT
K TTOBBIIIEHNIO TIPOHNIIAEMOCTH SHA0TemuA [22].
HecmoTps Ha To, yto nC1-INH-HAE acconunpo-
BaH C HapyLIeHUsMU B 6 pas3IMyuHbIX reHax (F12,
PLG, ANGPTI1, KNG1, MYOF, HS3ST6), Ha ero
IO IpUxoauTca okono 1% Bcex cmyyaes HAO,
BCe ocTajbHble caydan (99%) accoummpoBaHbl ¢
HapymeHusaMu B reHe SERPINGI, kogupytomieM
Cl-unruéurop [18]. Cl-unrnburop - ato peryusi-
TOPHBIIT 6€/T0K, PyHKIIMEl KOTOPOTO ABJIAETCA He
TOJIBKO PETy/IMPOBaHNe aKTUBALUY O€/IKOB CYICTEMBI
KOMIIJIEMEHTA, HO TAaK)Ke MOJlaB/IeHNe aKTMBHOCTH
(baKTOpOB CBEPTBIBAHNA KPOBH, YUaCTHe B PETy/id-
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1y 06pasoBaHus IIa3MIHA, Ka/UIMKpenHa u 6pa-
AMKVMHUHA. B muteparype npencraB/ieHbl JaHHbBIE,
4TO accouyuupoBaHHble ¢ HAO Hapymenns nmu6o
3aITyCKAIOT MOBBIIIEHHYIO aKTYBALVIO KMHIH-KaJI-
JIMKPEMHOBOJ CUCTEMBI, BbI3bIBasA HecHamaHCUPO-
BaHHOE yBe/lnM4eHye OpajyKuH1Ha (HapyLUIeHs B
redax FXII, PLG, KNGI u SERPINGI), 6o Hapy-
IIAI0T MEXaHM3MbI, Y4aCTBYIOIVIe B OTPaHIYEHUN
IPOHUIIAEMOCTU COCYAMCTON CTeHKM (HapyLIeHVs
B redax ANGPT1, MYOF u HS3ST6) [14, 23].

Hecmortps Ha T0, uTo seduunt Cl-unruburopa
IPUCYTCTBYET C POXKAEHUA, BeOIOT MEePBBIX K/IN-
Huyeckux nposasnennsa HAO MoxeT BOSHUKHYTb
B 1060M Bo3pacTe. Cpefjyt eBpOIENCKOIl IOMYy-
nanuu ne6or C1-INH-HAE 06b19HO BO3HMKAET
B IETCTBE MM IOLPOCTKOBOM nepuope n K 20
rogaM y 6O/NbIIMHCTBA MAL[MIEeHTOB CUMIITOMBI
HAO, xak npaBujo, yxxe npossnsiorcs [24]. Cpe-
IV MAIVIEHTOB 13 cTpaH BocrouHoit Asun gebior
C1-INH-HAE npuxoputcsa Ha 6onee MO3JHUI
BO3pacT, B 20-30 net [25, 26]. HAO 6e3 gedunu-
ta Cl-MHrM6MUTOpa B IUTEpaType ONMCAH BCErO
y 600-700 naunenToB u3s bpasunnu, @pannnu,
Wcnanun, lepmanun, Vranun, CHIA n Anonnnu,
Y CPeM STUX MAIVIEHTOB Ne6I0T BO3HUKAJ B BO3-
pacre 20-30 et u crapuie [23]. B mocnenume rogp
aKTUBHO M3Y4aeTCs CBA3Db BBIABIECHHBIX Hapylle-
HUIT C KIMHNYeCKUM (eHOTUIIOM 3a60/IeBaHmsA,
OJHAaKO MMeKIIecs JaHHble OKa3bIBAIOT, YTO
TUII ¥ JIOKANM3auus HapylleHns B reHe SERPINGI
He T103BOJIAeT IIPOTHO3MPOBATh BO3PacT febrora
HAO, xpome TOTO, Taxke cpefy MaIMeHTOB 13 Off-
HOJI CeMbH, T.€. C OJHVUM U TeM K€ TeHeTUIeCKUM
HapyIlIeHMeM, BO3PAcT JebI0Ta, TOKaMu3alusa aTak
U TSDKECTb Te4eHUsA 3a00IeBaHMA MOXeT 3HAUU-
TeJIbHO Konebarbes [27, 28, 29]. B HayuHBIX MC-
CJIe[IOBAHMAX ObITa BBIABIEHA KOPPEIALVA MEX/Y
paHHUM [1e010TOM 3ab01eBaHusA 1 60sIee TSXKEMbIM
TedeHueM 3aboneBanus [30, 31]. B 2013 roay mo-
ABWINCH TIePBbIe JaHHbIE O CBA3M HammunsA T aje-
11 GyHKIMOHanbHOro nonumopdusma F12-46C/T
B r€HOTHIIE TIALIMEHTOB U OoJIee MO3aHero gebmoTa
HAO u, kak cnefcTBue 3T0r0, 6071€€ TErKOMy Te-
yennto HAO [32]. [Tosxe Takyo ke KOppensiuio
YCTQaHOBM/IM U B JPYTUX MCCIefoBaHMAX [33, 34,
35]. ViccnemoBaHus 1o MOKUCKY IOMUMOP(PU3MOB B
IOPYTUX IeHaX, y4acTBYoIIKX B naToreHese HAO,
CIIOCOOHBIX OIpe/ieIATh XapaKTep TedeHus 3a60-
JIeBaHMA B HACTOSAIIVIT MOMEHT IIPOJO/DKAIOTCA BO
MHOTHUX CTpaHax.

ITenp maHHOTO MCCIEOBAHNUA — JaTh leMOrpa-
dryecKylo XapaKTepUCTUKY B KOTOpTe IAIL[IeHTOB
C TeHeTMYeCKM MO TBEePK/IEHHBIM HAaC/Ie[ICTBEHHBIM
aHrnooTékoM B Pecriybnuke bemapycs.
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Marepuanbl 1 MeToabl

B uccnemoBanme BkaoueHo 92 manuenTa u3 34
0eIOpPYCCKUX CceMeil ¢ TeHeTUIeCKY O TBeP)KIEH-
HbIM HAQ, KoTOpBIe OBUIN JUaTHOCTUPOBAHBI B TO-
CyZlapCTBEHHOM yupexxpeHun «Pecrrybmmkancknmit
Hay4YHO-IIPAKTUYECKIIL LEHTP JETCKON OHKOIOTUH,
reMaronoruy u uMmmyHonaorum» ¢ 2010 mo 2021 rr.
BKJIIOUUTENbHO. 40 MalMeHTOB MY>XCKOTO I10/1a U
52 sxkenckoro (1:1,3). Hanmnmune matoreHeTm4ecKu
3HAYMMOTO HapyLWeHUA ONpefeNAn METOLOM
aBTOMATM4YECKOT0 CeKBeHMpoBaHMA no CeHrepy
Ha KalWJJIAPHOM T€HETUMYeCKOM aHalIu3aTope
3500, Applied Biosystems (CIIA) nnn meTomom
HapajIle/IbHOTO CEeKBEHMPOBAHMS HeOOXOAMMbIX
PETMOHOB Ha BBICOKONPOM3BOAUTENIBHOM TEHE-
Ti4eckoM aHammsaTope MiSeq, [llumina (CIIA).
HetexTnposanue indel Hapymenuii, saTparusalo-
IMX 9K30H L[e/IMKOM MIu 6osiee, OCyIeCTBIIAIN
METOLOM MYJIbTUIIEKCHOI Hpoba-3aBUCUMOIL
nurasnoit peakyuu (MRC Holland, Hupepnaupsr).
Knuunueckne u gemorpagudeckiie JaHHble Opann
U3 AaHKET, 3alI0THEHHbIX NalMeHTaMM, W/UIN U3
MeIVIVHCKNX KapT. VIHpopMmMpoBaHHOE cormacue
OBI/IO TTOJIY4eHO y BCeX MAIMEeHTOB 1/unn ux odu-
IJMa/IbHBIX OIIEKYHOB.

Pe3ynbTatbl U UX 006CyXaeHue

Y Bcex 92 manmeHTOB, B3SATHIX B MCCIEIOBa-
Hus, guarHoctuposad HAO ¢ gedpunurom Cl-
MHTMOUTOpPA, a BBIABICHHBIE TeHETUYeCKIe Ha-
pymenus omnpenenensl B rene SERPINGI (OMIM
#606860). Takum 06pa3om, MMHMMAaIbHAS 4aCTO-
ta BcTpeyaemoctu HAO ¢ HapymeHnueM B rene
SERPINGI Ha 100 000 Hacenenus B Pecrry6mke Be-
mapycb paBHsaercs 0,97. Y 77,2% (n=71) manueHToB
BbIAIBJIEHBI TeHeTNYeCKIIe HapyLIeH Vs, IIPUBOAII e
K HAO tun I, n y 22,8% (n=21) - x HAO Tum IL
HAO tun I npencrasien manyeraTamn 13 29 cemen
(85,3%), a HAO tum II - u3 5 cemein (14,7%). Harm
TDaHHbBIE TI0OKA3a/1M, YTO YACTOTA BBIABIAEMOCTHI
HAO B Pecniy6ruke Benapyco Bbliite, 4eM y Hemo-
CPeICTBEHHBIX reorpaduecKux cocefiet, TaKiX Kak
JlarBus (0,52 Ha 100 000), Poccus (0,22 Ha 100 000)
u Ykpanna (0,09 za 100 000), HO HEMHOTO HIKe, 4eM
B ITonbmre (1,11 ma 100 000) [16].

[TprHMMas BO BHMMAHMeE, YTO 4ACTOTA BCTpedae-
moctu [ u Il Tuma HAO B Mupe oLieHMBaeTCs MEXAY
1:10 000 1 1:50 000 nHaceneHmns, a YNCIEHHOCTD Hace-
nenus Pecy6rmikm Benapycs B 2021 ropy cocTaBuma
okomno 9 450 000 yenoBex, momy4aeM O0XKUJgaeMoe
Komn4ecTBo manueHToB ¢ HAO B Pecniy6nuke Be-
mapycb ot 189 o 945 uenosex [36]. BBugy Toro, uro
[ATOTeHeTIYeCKIe HapyIIeHsI, aCCOLMVPOBAHHbIE C
HAO, BrisiBnens! y 92 nanmeHTos us benapycu, ato
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coctasinseT oT 10% mo 50% oT oXXKmmaeMoro Komm-
YyecTBa MMAllIEHTOB.

B namem uccnegosanuu 25% nauyueHTos (n=23)
6bUIN B Bo3pacte fjo 18 ner (gnamason: 2-17 ner)
u 75% nanuentos (n=69) - B Bozpacte 18 et u
crapuie. MefaHa Bo3pacTa INaIlMeHTOB C TeHe-
tudecku nopTBepxxaéHHpiM HAO B Pecniy6uke
Benapycp cocraBmna 32 roga (gmamnason: 2-87
7eT), MeyiaHa BO3pacTa Ha MOMEHT IIOCTaHOBKM
nuar"osa — 28 ner (muamason: 4 Mecana-86 jer).
Y 75 mannueHTOB Ha MOMEHT BBIIIOTHEHUS VIC-
c/eoBaHMs y>Ke ObIIM 3aUKCUPOBAHBI ITEPBbIe
KIHUYeCKue IposiB/ieHns 3aboneBanns. Meguana
Bo3pacTa Ha MoMeHT febiora HAO cpeny Koroprst
6emopycckoro HaceseHust paBHsinach 13 et. boree
noApoOHbIe faHHbIE IPeACTaBIeHbl B Tabmuie 1.
Ilo HamM KaHHBIM, MeJaHA OTCPOYKY OT HavasIa
MePBBIX CMMIITOMOB ¥ ITIOCTAHOBKM AnarHoza HAO
B bemapycu paBHaAnach 12,5 net. Ilony4ennsie gan-
Hble NPAaKTU4YeCK) He OT/IMYAIOTCA OT HelaBHETo
MEXJYHApOJIHOIO MCCIeflOBaHA, T0Ka3aBIIero,
YTO CpefiHAA OTCPOUYKaA B AUATHOCTNKE IAI[IeHTOB
¢ HAO cpenu eBpomeiicKuUX CTpaH COCTaBIAET
12,8 net [24]. Cpeny manueHToOB ¢ KIMHUYECKUM
nposinenneM HAO 12% nanuenTos (n=9) 6puin
B BOo3pacTe 1o 18 yer, cooTBeTCTBEHHO 88% —
B3pOC/IOe HacereHye. bombIIMHCTBO MAIMEHTOB CO
CBOVICTBEHHBIM UX CEMbe ITaTOTeHeTUYECKNM Ha-
pyuienneM B reHe SERPINGI, Ho elé He MMEBIINX
KJIMHUYECKOro fiebrTa 3a60eBaHmusl, HAIPOTUB,
emé He gocTurnu 18-metHero Bospacra (14/17;
82,4%). Tpu manyienTa 6€3 KIMHNYECKNX IIPOABIe-
Huit HAO Ha MOMEHT McCenoBaHMsI HAXOIUICD B
Bo3pacre 18, 19 n 64 ner.

He6roT 3ab60omeBanus y 72% nanueHtos (n=54)
NPpUIIENCA HAa BO3pacT oT 0 0 17 j1eT BK/IIOYUTENbHO,
OJJHAKO TAK>Xe BCTPeYa/UCh U efUHNYHbIE CIydan
¢ nebrorom HAO B Bospacte 31, 43, 47 net u np.

(puc.1). Uto6bI onpenennTb, eCThb I 3aBUCKMOCTD
Mexjy fe6oToM 3aboneBanusa u tunom C1-INH-
HAE, 6enopycckue nanyeHTsl ObIIN pacIpesie/ieHbl
Ha cOOTBeTCTBYylomMme rpynmnsl (puc. 1). He 6p110
BBIABJIEHO JOCTOBEPHBIX OTIMYMI (p=0,20, TeCcT
MaHHa-YuTtHu) B Bo3pacrte aeboTa 3abonmeBaHms
cpeny nanueHTos ¢ HAO tun I u HAO Ty I1.

anee Mbl MpOaHaNU3MPOBANN JaHHBIE O BO3-
pacre fie6roTa 3ab0/1eBaHMsI Cpeut KOTOPTHI Herto-
PYCCKMX IAILIEHTOB, PA3fe/B X B 3aBUCKMOCTH OT
noma. AHa/IN3 IOKasa, 4To 'y 50% manyeHToB MyK-
ckoro nosna pe6or C1-INH-HAE npounsomén x 9
rogam, ay 90% — k 20 rogam. Y naneHTOB >KEHCKOTO
10712 OTMEYEHO, UTO JIeOI0T 3a00/IeBaHVsI IPUILIETCS
Ha 9yThb O07Iee cTapIumii Bo3pacT, y 50% HaIjeHToB
YKEHCKOTO TI071a [Ie0I0T 3a060/1eBaHMsI IPON3OLIEN K
15 romam, a y 90% — 23 k rogam (puc. 2).

3aTeM MBI CpaBHUIN Bo3pacT mebora HAO
Cpeayu KOropTsl 6el0PYyCCKMX MalieHTOB C IMO-
CIe[IHUMM OIyOIMKOBaHHBIMMU JaHHBIMU U3 CTPaH
pasHbIX yacreil ceeta: ABctpun [37], CIIA [38],
Kuras [25] u Kopen [26] (puc. 3). 3aBucumMocTs
MeX/y BO3pacToM jebr0Ta 3aboneBaHusA cpeau
nanueHToB n3 ABctpuu, Kuras, Kopen, CIIIA n
Benmapycu npefcrasieHa B Bujie KOPpeIALIOHHO
Marpuipl (1o [Inpcony) Ha pucyHKe 4.

Kax BuHO Ha pucyHkax 3 u 4, Bodpacrt febora
nanueHTos ¢ HAO B xoropre nmanmeHToB us be-
Napycu Haubosee CXOX € pe3ynbTaraMu febroTa
HAO B CIIIA n ABcTpun 1 oTim4aeTcs oT Bo3pac-
Ta febioTa 3a60neBaHMs cpeay nanueHToB u3 Kun-
tast 1 Kopen. Bonee nosgumit ge6ror HAO cpenn
nanueHToB 13 Kutas u Kopen moxxeT ObITh CBsI3aH
B TOM YJCJIe U C T€M, YTO 4aCTOTa BCTPEYaeMOCTH
T annensa pyHKuMOHANIBHOTO mONMUMOpdusmMa
F12-46C/T B renoTune HaceneHus BocTouHoiu
Asuu paBHAeTcs 76%, a cpeiu eBPOIEIICKOro Ha-
cenenus — 22% [39].

Ta6nuua 1. lemorpaduyeckas xapakTepmcTKa NaLMeHToB ¢ reHeTudecku noareepxaéHibim HAO

IToxasarenb Ty 1 T 11 Bcero
KonnuecrBo naiuentos (%) 71(77,2%) 21 (22,8%) 92 (100%)
ITom (m/k) 30/41 10/11 40/52
Mennana Bo3pacta (71er) 29 33 32
MuHUManbHBIT BO3PACT (/1€T) 2 2 2
MakcumanbHbIil Bo3pacT (y1eT) 87 82 87
MennaHa Bo3pacTa Ha MOMEHT IIOCTAHOBKY AMarHosa (jer) 25 30 28
MennaHa Bo3pacTa Ha MOMEHT IIEPBBIX aTak 12 (1/43) 14 (3/47) 13 (1/47)
(met, MUH/MaKC) (n=58) (n=17) (n=75)
MennaHa OTCPOYKY OT HavYajIa MEPBBIX CUMIITOMOB 12 (0/77) 14 (0/63) 12,5 (0/77)
M IIOCTAHOBKY AMarHosa (JieT, MuH/MaKc)

KonnuecrBo cemeit (%) 29 (85,3%) 5(14,7%) 34 (100%)
MmmyHonatonorus, Annepronorus, MHdektonorus 2022 N°2 15
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Puc. 1. BospacTt nauMeHTOB Ha MOMEHT AebioTa 3aGonesaHus (neT), NauueHTbl NpeAcTaBneHbl B 3aBUCMMOCTM ot Tuna HAO

Mpumeyanme: xentolii LBeT — nauyeHTsl ¢ HAOQ tun I (n=17), 3enéHblit — ¢ HAO Tun | (n=58).

1 3 5 7 9 11 13 1517 19 21 23 25 27 29 31 33 35 37 39 41 43 45 47 49

Puc. 2. Bo3pacTt naumeHTOB Ha MOMEHT febloTa 3aboneBaHus (NeT), NnauueHTbl NpeAcTaBeHbl B 3aBUCUMOCTM OT nosna

TMprmMeyaHe: CuHMA LIBET — NaLMeHTbl MyXCKOro nona (n=26), kpacHblit — xexckoro (n=49).

II I | II II m _I [
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Puc. 3. MpoueHT kKnuHnyeckoro aebiota y naumextos ¢ HAO oTHocuTenbHO Bo3pacTta febiota 3aboneeaHus (net) B
Aectpum (n=137), Kutae (n=104), Kopee (n=65), CLLA (n=643) u Benapycu (n=75)
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Puc. 4. 3aBucumocTb Mexay Bo3pacTom aebiora 3abonesaHus cpegyn naumeHToB us Asctpum, Kutas, Kopeun, CLUA n
Benapycu, npencraBneHHasi B BUAe KOppensiuMoHHo matpuubl (no Mupcony)

3aknioueHue

Heob6xopgumo yuntsiBath, 4T0 HAO - 3T0 3a-
OoneBaHue, Ipu KOTOPOM BCe MALMEHTHI ITOJBEP-
YKEHBI PUCKY PasBUTHA OTEKA TOPTAHU ¥ CMEPTH OT
acuKkcuM He3aBMCUMO OT Bo3pacTa JiebroTa 3a60-
TIeBaHMA U JTOKaIN3aIUY IPebIAYLIX IPUCTYIIOB,
BBIAY Yero HAO Heo6X0auMO AMarHoCTUpPOBATh
KaK MOXXHO panblle [40]. B koropre 6emopycckux
MAI[VIeHTOB C TeHeTUYeCK! NMoATBepxI€HHbBIM HAO
y 72% TnanyeHToB 00T 3a00/1eBaHNA IPUIIENCA
Ha Bo3pacT fio 18 et (MepmaHa 13 net), a Menna-
Ha BO3pacTa MaI[MeHTOB Ha MOMEHT ITOCTaHOBKN
IOuar€osa coctaBmuia 28 neT. To MOJYEPKMUBALT,
yT0o HAO 1m/10X0 pacnosHaéTcs BpadaMy U JyarHo-
CTUPYETCA C OTCPOYKOIL. B Hamem ucciegoBanumn
Me[jaHa OTCPOYKM OT Hadasa IepBBIX CUMIITO-
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