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HaBeaeHo BinoMOCTi LWO/0 NOLMPEHOCTI, eTionaTtoreHesy Ta KiiHiuH1X 0COBNMBOCTEN reMopariyHoro Backynity B AUTSYOMY Billi
Ha nigcTaBi ornsay haxosoi niteparypu.

MeTta po60TH — BCTAHOBMTU YacTOTy Ta xapakTep nepebiry BackyniTy LLeHnsinH-leHoxa Ha OCHOBI ornsiay nitepaTtypu 3a oc-
TaHHE AECATUNITTA.

3pifcHunM noLwLyk y HaykoMeTpudHuX cuctemax Google Scolar, PubMed, CyberLeninka, Cohrane Database 3a 2015-2019 pp.,
BMKOPWCTOBYHOUY KIMKOYOBI CMOBA: reMopariyHuii BackyniT, IgA-acoLiioBaHuii BaCKyniT, rocTpi pecnipatopHi iHbekLii, baktepianbHi
iHdbekwji, eTionoris Ta natoreHes, kniHika. [poaHaniayBanum Takox 4acToTy naTonorii B nonynsuii 3a JaHWMW NEPBUHHOTO 3BEPHEHHS!
y cTauioHap i nonikniHiky IBaHo-PpaHkiBCbkoi 0BnacHoi AnTaYoi kniHivHoi nikapHi npotsrom 2015-2019 pp.

BucHoBku. lemopariyHui BacKyniT HaWMOLIMPEHILLMA y AUTAYOMY BiLlj, oro AiarHocTytoTb y Mavxe 50,0 % Bunagkis. Y reHesi
3aXBOPIOBaHHS TpUrepamu YacTilLe € iHGEKLLiHI, reHETUYHI Ta He3'ICOBaHi AOCI YMHHYKW. MpOBIaHI NaHKW naTtoreHedy — nopy-
LUEHHS [MIKO3UMoBaHHS! iIMyHOrMobyniHy A, HAKOMUYEHHS! LIMPKYNSLIMHWX iMYHHUX KOMMEKCIB i3 ranaktosogediunTtHum IgA1,
YHaCniaoK Yoro BUHUKae crieLumdidHe 3ananeHHs Ta MopyLLEHHS PeororivyHUX BacTMBOCTEN KPOBi 3 PO3BUTKOM MiKpOTPOMBO3y.
Y KkniHiLi remopari4Horo BacKyniTy nepeBaxaroTb nyprypa, Lo nansnyeTbes, Audy3Huin abaomiHanbHui Ginb, HAaKONUYEHHS
IgA (nigTBepmxeHe nig vac bioncii 6yab-IKoro opraHa); apTpuUT UM apTparrii; ypaxeHHst HUPOK (remaTypist i/4m NpoTeiHypis).
HaBegeHi aaHi noTpebytoTb YTOYHEHHS Ta HACTYMHUX KNiHIYHMUX, KOTOPTHUX MPOCNEKTUBHMX LOCHIOKEHb.

Modern views at the morbidity and course of Henoch-Schonlein purpura in children:
a literature review

1. S. Lembryk, P. Z. Buiak

The article presents data on the prevalence, etiology, pathogenesis and clinical features of hemorrhagic vasculitis in children,
based on the modern scientific literature.

The aim of the study was to establish frequency and features of Henoch—Schdnlein purpura course in children over the past decade.

Materials and methods. Scientific and metric systems Google Scholar, PubMed, CyberLeninka, Cochrane database for the pe-
riod of 2015-2019 were searched, using the keywords “hemorrhagic vasculitis”, “IgA-associated vasculitis”, “acute respiratory
infections”, “bacterial infections”, “etiology and pathogenesis”, “clinics”. The frequency of the disease in the population was also
analyzed, according to the data of the initial presentation at the inpatient and polyclinic of the Ivano-Frankivsk Regional Children’s

Clinical Hospital of the Ivano-Frankivsk Regional Council, for the period between 2015 and 2019 respectively.

Conclusion. It was established that hemorrhagic vasculitis is the most common in childhood, and is diagnosed approximately
in 50 % of cases. The disease is triggered mostly by the genetic, infectious and non-identified factors. The authours have
distinguished such pathogenic links as glycosylation disorders of immunoglobulin A, the accumulation of circulating immune
complexes, resulting in specific inflammation and blood clotting disorders with subsequent development of thrombosis. There
are following clinical findings for hemorrhagic vasculitis: palpable purpura, diffuse abdominal pain, accumulation of IgA (con-
firmed by biopsy of any organ); arthritis or arthralgia; kidney damage (hematuria and/or proteinuria). These data need to be
clarified, and further clinical, cohort, and prospective studies should be conducted.

CoBpeMeHHbIe NPeACTAaBAEHUA 0 PaCNpPOCTPAHEHHOCTU U TEUEHWH FeMopparuueckoro
BackyAauta LLeHnanuH-TeHoXa y AeTel: 0630p AuTepaTypbl

. C. Aembpuk, . 3. bysak

lMpencTasneHbl 4aHHbIE O PACrPOCTPAHEHHOCTY, STUONATOreHe3e 1 KIMHUYECKNX 0COBEHHOCTSX TeMOPPAruyeckoro BackynnTa
B IETCKOM BO3pacTe Ha OCHOBaHWM 0630pa AaHHbIX Hay4HON NUTepaTypbl.

Lienb paboThl —YCTAHOBUTBL YacTOTY U xapakTep TedeHust BackynuTa LLieHnsitH-TeHoxa Ha ocHoBe 0630pa Hay4HOM NUTepaTypb
3a nocriegHee aecatuneTve.

[MpoBeneH nouck B HaykomeTpudeckux cuctemax Google Scolar, PubMed, CyberLeninka, Cochrane Database 3a 2015-2019 rr.
C MCMONb30BaHWEM KIKOYEBbBIX CIIOB: reMopparnyeckuii BackynuT, IgA-accoLMpoBaHHbIA BACKYNUT, OCTPble PECNUPaTOpHbIe
UHeKLMK, GakTepuanbHble MHAEKLMM, STUOMOMS 1 NaToreHes, KnnHuka. MpoaHanuanpoBaHa YacToTa naTonorum B nonynsuum

3anopoxckuii MegnumMHCKUI xypHan. Tom 22, Ne 6(123), Hosbpb — Aekabpb 2020 .
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Mo AaHHbIM NePBUYHOTO 06paLLleHVIﬂ B CTaunoHap 1 NONMUKNMUHUKY VIBaHO-q)paHKOBCKOVI 06racTHOM AETCKOM KIMHUYecKomn 60orb-

HuUbI 3a nepuog ¢ 2015 no 2019 .

BriBoAkI. l'eMopparuyeckii BackynuT Haubonee pacnpocTpaHeH B AETCKOM BO3pacTe, ero A1arHocT1pytoT B NpubnnauTensHo
50 % cny4aes. B reHe3e 3aboneBaHus Tpurepamm YatLe SBnsTCs MHEKUMOHHBIE, FEHETUYECKWE U HEYCTaHOBNEHHbIE (hak-
Topbl. Beaylume 3BeHbsi natoreHesa — HapyLUEHWs! FIVKO3WMMPOBaHUS UMMYHOTMOGYNMHa A, HaKoMMEHWe LMPKYTMPYHOLLMX
VIMMYHHBIX KOMMIIEKCOB, BCIIEACTBME YEro BO3HMKAET cneLudmnieckoe BocnarneHne u HapyLLeHe peornormiyeckix CBOMNCTB
KPOBW C MOCMefylLMM pasBuTnemM Tpombo3a. B KnuHuKe remopparuyeckoro Backynuta npeobnafatoT nanbnupyemas
nypnypa, auddysHas abaommHanbHas 6onb, HakonneHue IgA (nogTeepaeHHoe npu Gruoncum niboro opraHa), apTpuThl
UV apTpanrin, nopaxeHue noyek (remarypus u/vnu npotenHypws). MpeactaBneHHble AaHHbIe HY)XXAAKTCS B YTOYHEHUN W
NPOBEAEHMM JarnbHEALNX KIMHUYECKUX, KOTOPTHBIX MPOCMEKTUBHBIX MCCMEef0BaHuN.

lemopariunuit Backynit (B, iHWwa Ha3Ba — KaninspoTokcu-
ko3, nypnypa LWexnanH-exoxa (MLU), IgA-acouinoBaHui
Backynit, aHadpinaktoigHa nypnypa; MKX X nepernsgy —
D 69.0) HanexuTb 40 HANMOLUMPEHILUMX NaTOMNOriN y ANTS-
YoMy BiLi [2,6,18,28].

Mypnypy LWeHnsinH-eHoxa knacudikytoTb y rpyny Tak
3BaHMX NENKOLMTOKMACTAYHIUX HEKPOTU3YIOUMX BACKYMITIB,
Lo nepebirae 3 ypaeHHaM CyauH ApibHoro kaniopy (ka-
ninspis, apTepion i BeHyn) Ta BigknageHHsm IgA-acouiio-
BaHWX iMyHHUX KOMMNMEKCIB y Me3aHrii HUPOK Ta eHaoTenii
cyawH [3,7,28].

3a pisHMMM JaHMMK, YacToTa 3aXBOPtOBAHHS B MOMy-
nsauji ctaHoBuTb 3,0-26,7 abo x 10,0-30,0 Bunagky Ha
100 000 ocib ikom go 17 pokis [2,3,14,23,28,31]. Maitke
75 % piten i3 MW monopLwi 3a 8 pokis, cepeaHi Bik na-
LIiEHTIB i3 remopariyH1um BackymniToM CTaHOBUTb 4—6 pokiB,
a nik 3aXBOPOBAHOCTI Npunaaae Ha 5 pokis [2,3,9,13,28].
3a cTaTuCTyIKOH, YacTiLLe XBopitoTb xnonumkm (1,2—1,5:1,0)
[9,13,16,24,28,34]. BigomocTi L1040 NOLUMPEHOCTI naTororii
B YkpaiHi 3aranom Ta IsaHo-®paHkiBCbKili 0bnacTi 3okpema
noTPebyoTb YTOUHEHHS.

Ockinbku etionoris MU 3anuwaeTbes 3'\COBaHOK0
HE [0 KiHLS, SIK TpUrepy aBToIMyHHOTO NPOLIECY BUBYAKOTb
HW3KY IHCDEKLIIIHWX areHTiB: BipyciB, 6akTepilt i HannpocTi-
wmx [3,19,24,30].

Yumano gocnigHukie Hebe3nigcTaBHO CTBEPMXKYIOTh
MPO reHeTUYHO JETEPMIHOBAHY CXMIBHICTb AUTAYOTO Opra-
Hiamy po ML [28]. Bigomo, wo HLA-B34 i HLA-DRB1*01
aneni HepiaKo acoLLiOKTLCS 3 LM 3aXBOPHOBaHHSM [25,28].

Y HOBITHII HAYKOBI# NiTepaTypi TakoX akTMBHO 06roBo-
PIOKOTH KIHO4OBY porb iMyHornobyniHy A (IgA) B natoreHesi
remopariyHoro Backynity [28]. Bue4atoTb He Tinbku MOro
MiABULLEHY KOHLIEHTPALLit0 B CMpOBATLIi KPOBI, ane 1 aHo-
ManbHWiA cnHTEe3 [25,27].

HaBepeHi hakTi 3yMOBIIOIOTb aKTyarbHICTb BUBYEHHS
nopyLLeHoi npobnemu.

MeTa po6otu

BcraHouTy yacToty Ta xapakTep nepebiry Backynity LLien-
nanH-TeHoxa Ha nigcTasi ornsagy nitepaTypy 3a OCTaHHE
LECATUNITTA.

30ilicHMNM NOLYK y HAyKOBO-METPUYHMX CUCTEMax
Google Scolar, PubMed, CyberLeninka, Cohrane Database
3a 2015-2019 pp., BUKOPUCTOBYIOUM KIKOUOBI CMOBA: re-
mopariyHui BackyniT, IgA-acouiioBaHnin Backynit, rocTpi
pecnipaTopHi iHdekuii, GakTepianbHi iHdekuii, eTionoris Ta
natoreHes, kriHika. [poaHaniayBarnu Takox 4acToTy naTono-
rii 3a 4aHVMV NEPBUHHOTO 3BEPHEHHS Y CTalioHap i nonikni-
HiKy IBaHO-PpaHKiBCbKOT 0BMacHOT ANTAYOI KIHIYHOI NikapHi
IBaHO-PpaHKiBCLKOi 0GnacHoi paaw 3a nepion 2015-2019 pp.
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3a pesynbratamu YUCHEHHUX OOCMigXeHb, enige-
Mionoris remopariyHoro Backynity CyTTEBO Pi3HUTbCS
reorpachiyHo Ta KAiMaTMYHO, @ TaKoX Mae BiAMIHHOCTI
3anexHo Bif Biky Ta ctari [28]. Tak, 40BONi NOLUMPEHUM
Le 3axBoptoBaHHs € B [liBaeHHin Kopei (55,9 Bunagky
Ha 100 000 piteit) i Benwkint BputaHii (20,4 Bunagky Ha
100 000 HaceneHHs) [18,23,28]. ¥ CLUA Ta ®paHuii vac-
Tota nypnypu LUeHnsaiH-TeHoxa cTtaHoBUTL NpUBIN3HO
14-16 sunagkis Ha 100 000 guTAYOro HaceneHHs 3a pik
[14,31]. Y kpaibax Oanekoro Cxopy, sik-0oT CayaiBCcbkin
Apasi, Lier Noka3HWK LLIOPIYHO CTaHOBUTbL 6,7-8,5 Bunaaky
Ha 100 000 gutayoro HaceneHHs. BTim Ui aaHi, Ha oymky
cnevjanicTis, He MOKa3yTb peanbHy KapTUHY, OCKIbKM
peanbHo € 3aHwkeHnmMun [11,13,23]. Ha niBHoui €Bponu, a
came B Hopserii, NOLIMPEHICTb reMopariyHoro Backynity,
3a pesyrnbraTamit NOOAUHOKMX KMiHIYHWX JOCHIDKEHb, —
0fHa 3 HalHWk4Mx — 3,3 BUNaaKy B nepepaxyHky Ha 1000
xutenis [14,28].

Ony6nikoBaHo 3BIT NPO pedynkTaTyt Gioncii HUPOK, Ky
BMKOHYBarM y KniHiyHoMy rocnitani perioHy [Janmais (Xop-
Barist) npotarom 10 pokis (3 1995 go 2005 p.). BiH 3acsig-
ymB, Wwo 10,8 % Bunaakie MOpdHoNoriYHo MigTBEpAKEHOrO
AiarHosy rnomepyrnoHedpuTy NoB’A3aHi came 3 BaCKyMiTOM
LLlennsnH-TerHoxa [15,16,28]. OpHak Taki AaHi HaBpsg Yu
MoTpanumy B 3aranbHy CTaTUCTUKY, @ OTXE MOXYTb OyTu
BUCBITNEHNMI HE B NOBHOMY 0BCsi3i.

LLlono Ykpaihu, To 3axeoptoBaHicTb Ha MLLT, 3a pisHmMu
[JaHumu, konmeaeTbes B Mexxax 10-20 Bunapakis Ha 100 000
ANTSYOro HaceneHHs [3,4]. AHani3 OCTynHUX AaHUX LWOoAo
nolmpeHocTi natonorii B IBaHo-®paHkiBCbkin obnacTi
HaBedeHun Ha puc. 1.

3a gaHumu, Lo HaBeAeHi Ha Ajarpami, 3axXBOpPHOBaHICTb
Ha ML B IBaHO-PpaHKiBCHKiN 06nacTi 3a 0CTaHHI 5 pokiB —
Y Mexax CepefHbOCTAaTUCTUYHUX AaHUX Yy KpaiHi (8—12
sunagkis 100 000 uTAYOro HaceneHHs), Big3HavaTh
HaBiTb HE3HaYHY TEHZEHL|0 10 3DOCTaHHS.

Yepes oOMexeHWi oCTyN 40 CTAaTUCTUYHMX JaHuX
i BiICYTHICTb AeTanbHMX aHaMiTUYHUX 3BITIB LWOAO UiEl
Ho3omorii, peaynsTaTi, Wo oTpumanu, notpebyioTs Ao-
OnpaLoBaHHs.

ETionoria. 3a gaHumn daxoBoi nitepatypw, remopa-
M4YHWIA BacKyniT — nornieTionoriyHe 3axBoproBaHHs 3i Cknag-
HUMU NATOrEHETUYHUMM MeXaHi3mMamu, Lo nepebiraoTs i3
6e3nocepenHiM 3ay4eHHsIM eHOOTENi0 B MaTONOrivHNA
npouec [4,5]. 3a faHMMK HayKOBLIB, MOPYLUEHHS (OYHK-
uii eHOoTENil0 € HEOOXiAHNM KOMMOHEHTOM MaToreHesy
OyAb-IKOro CepLIeBO-CYANHHOTO, XPOHIYHOTO 3anarnbHoro
Ta aBTOIMYHHOrO 3axBOPIOBAHHA [4]. BuKOHytoun Benuky
KinbKiCTb (OyHKLIiA, SK-OT CYAMHHO-PYX0Ba, aHTUTPOMGOLM-
TapHa, aHTVKoarynsaHTHa, TPoM6oniTMYHa, NpoTu3anarsHa,
aHTMOKCMAAHTHa N aHTunponicepaTuBHa, CyaAUHHUIA
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eHoTeNi € 06’'€KTOM BUBYEHHSA BaraTbox JOCHIAHMKIB i
KkniHiumeTiB [5]. OgHak JOCMIMKEHHS 3 LbOrO NMUTAHHS €
NOOANHOKUMU [4,5].

MoTeHLUitHUMK Tprrepamm XBopobu MoxyTb ByTu iH-
hekuinHi 30yaHVKN (B-reMOnITUYHNIA CTPENTOKOK rpynin A,
Mycoplasma pneumoniae, Bartonella benselae, Yersinia
enterocolitica), Bipycu (renaTuTis, BITPSIHOI BiCMW, KpacHy-
XW); napasuTw; aneprequ (yKycu Komax, XapyoBi anepreni,
nikapcbki 3acobu); pigwe — TpaBMM, NEPEOXONOMKEHHS
abo neperpiB, NOPYLUEHHs! KaneHaaps LUEnneHHs ToLo
[2,3,14,18,24,25,30,32].

AHanisytoun BioMOocTi, Lo ony6bnikoBaHi ocTaHHIMK
poKamu, BUSIBUNM OAHE 3 AOCIIMKEHb KUTANCHKNX YHEHNX,
KOTpE OpiEHTOBaHE Ha NOPIBHSHO HEBENUKY BUOIPKY XBOPUX
(n = 109). 3aixHimMv gaHrmu, ML 3pebinbLuoro peecTpysa-
Wy Xnon4wkiB BikoM Big, 5 A0 9 poki. ik po3suTKy naronorii
Yy NPEACTaBHUKIB YOMOBIHOI CTaTi Mpunagae came Ha 9 pokiB.
HesHauHa nepeBara fis4atok cepeq nauienTis i3 MNLUMN 3a
BV CHOBKaMM BYEHWX, BU3HAYEHa Tirnbku Y BiLli 7 pokis [24].
3a pesynbratamy JOCTIMKEHHS, YYHHUKW PU3NKY PO3BUTKY
3aXBOPIOBaHHS: rOCTPi pecnipaTopHi iHeKUinHi dakTo-
pu (51,4 %), Hesigomi npuumnnm (31,1 %), ykycn komax
(8,3 %), xapyoBa anepris Ta KALLKOBI iHdekuii (M0 4,6 %).
LLlono ce3oHHOCTI, TO 3a pesynbTatamyt Liboro JOCTIKEHHS,
remopariyHuii BacKyniT JiarHOCTyBanu nNepeBaxHo B3UMKY
(46,8 %)TaBnitky (20,2 %). Lle 3ymoBneHo, Ha Hawu nornsg,
0CcOBMMBOCTSIMM PETIOHY, SIKWMIA BUBYaNM [24].

lNonepeaHi eni3ogu rocTpoi pecnipaTopHoi BipyCHOI iH-
dekuii, 6eanocepeHbO NOB'A3aHI 3 reMopariyHuM Backyri-
TOM, peecTpytoTb 30ebinbLUoro y kpaiHax brinabkoro Cxopy:
Wopnanii, Kyseitti, Caynischkili Apasii, Katapi Ta Baxpeiti.
Ane pocnimkeHb i3 wiei Temu obmans [11,13,22,23,26].

3B'a30k MW Ta iHeKUiHMX YWHHWKIB (pecnipaTop-
HO-CUMHLMTIanbHOrO BipyCy, HOPOBIPYCY Ta Bipycy rpuny)
BWSIBMEHO Y BEMWKOMY KOPensLiiHOMY AOCTIIKEHHI, ke
BukoHanu B lMiBoeHHin Kopei 3a yyactto noHag 16 000 gij-
Ten 3 IgA-acouliioBaHUM BacKyNiTOM Ha NiACTaBi BUBYEHHS
MikpoBioLeHo3y Byxa, poTo- Ta Hocoropna [33].

[ocnipxeHHs B4HMX i3 TanBaHHo, L0 BUKOHaHe Ha Bif-
HOCHO HeBenukiii BUBipLi navieHTis (n = 40), cTocyeTbes
B3a€EMO3B A3y nepLumx cumntomis MU i HasBHOCTI nokyciB
CTPenTOKOKOBOI iHdheKLii (BCTaHOBNEHO Yy 36 % BUNaAKiB).
3a pesynsratamu focnimkeHHs, y 70 % XBOpUX € 03HaKK

kapiecy, 53 % — napopoHTUTy, 48 % — PUHOCUHYCUTY,
CMIMMTOMM FHINHOTO OTUTY BUSIBUNMN B 13 % xBopux Ha ML,
a ToHaunity —B 10 % [35].

B iHLLIOMY NpocneKkTMBHOMY AOCTIMKEHHI, SKi 30iNCHWB
KOMeKTUB KUTancbkux yueHnx, y 1200 aitei i3 remopariyHum
BACKYMITOM Y reHe3i 3aXBOPIOBaHHS BUSIBIMV NPOBIZHY POrb
CTPEnTOKOKOBOI iHdbeKLii [21].

B ornsimoBomy gocnimkeHHi 6e3neqHOCT NiKiB i BAKLMH,
LLIO BUKOHaHe B ITanii, BuB4anm MmoBipHicTb poasuTky MM
YHacnigoK yBeAeHHs BaKLMHU NPOTH KOPY, KpacHyXu, napo-
TMTY. Y LbOMY AOCRiMKEHHI MOKa3aHO BUCOKWIA NOTEHLiRHNA
pu3anK po3BuTKy remopariyHoro Backynity (OR 3,4, 95 %,
Cl: 1,2-10,0), o noB’A3aHWi 3 ii 3aCTOCyBaHHAM [24].

Benuke MyneTULEHTPOBE OOCTIMKEHHS 3 LbOro M-
TaHH$, L0 BUKOHAHe HeLloaaBHO B €Bponi, COHYKae [0
amckycii [14,25].

AHani3 gaHux, ctpatudikoBaHWX 3a Knactepamu: ce-
30H, OYATOK BACKyNITY, iH(peKuis, Bk, CTaTb, TN i KINbKICTb
[03 BaKLMH, SIKi AUTUHA OTpMMarna, —He nokasas 3HauyLLui
3B’A30K MiXX pO3BUTKOM reMopariyHOro BacKyniTy Ta iHek-
uieto. Lle o3Hauae, LU0 BakUMHALLiS He Mag CyTTEBOTO BNMBY
Ha eTionaToreHes remopariyHoro BacKynity B AUTAHOMY BiLli,
X0Y | He BiAKOAETLCS NOBHICTHO [28].

LlikaBo Takox, LU0 HOCIi reHa CiMelHOi cepens3emMHo-
mopcbkoi ixomatkm (CCIT) matoTb cninbHy kniHiky 3 MK
npuHanmHi 'y 3,9-5,0 % sunagkis. Busisunu, wo nypnypa
LLlennsitH-TeHoxa BuHMKkae y 7,2 % nauienTis i3 CCJ1[28].

Y LIbOMY KOHTEKCTi BUSIBUINM CE30HHI KOINMBaHHS Yac-
TOTW BUNaakiB MB y autauin nonynsuii (OCIHHLO-31MOBHMIA
nepioa), Lo, WMOBIPHO, NOB’Ai3aHe 3 rocTpoto pecnipa-
TopHoto iHbekuieto (y 50 % Bunagkis). IHoai, Wwonpaeaa,
TPannsATLCS NiTHI 3arocTpeHHs XBopobu Ha Tni poTa-,
afieHo- Ta eHTepoBipycHOI iHdbekwii Towo [21]. Liogo Lkoro
B HaYKOBWIX [pKeperiax HaBedeHo Cynepeqnuei AaHi. AHanis,
LLIO BUKOHAHWI KOPENCHKAMU BYEHUMU, NOKa3aB BiACYTHICTb
npPsIMOTo 3B’A3KY Mix Bunagkamm B i pecnipatopHoto ifabo
€HTEPOBIPYCHOI iH(PEKLisIMM MOMNPU BiAHOCHY YacToTy na-
Tororii B nonynswii Ta rpyHTOBHI 4OCTIMKEHHS Ha PiBHI OK-
peEMUX LWNWTaniB, HayKOBO-AOCHIAHMX LIEHTPIB kpaiHu [23].

BigomocTi cyyacHoi haxoBoi nitepatypm nigkpecrio-
I0Tb MOTEHLIIIHE 3HAYEHHS FEHETUYHUX YUHHWKIB Y PO3BUTKY
B [18,20,22,25,27].

Huska gocnigxeHb Ha reHOMHOMY piBHI Mokasanm
BNMMB MyTaUin i Ha cxunbHicTb o MW i Ha peanisauito
KMiHIYHMX NPOSIBIB 3aXBOPHOBAHHS, 30Kpema Hedputy (B
acnexTi BiLTepMIHOBaHWIX i TSKKVX HacniaKiB Hedyru). 3-no-
MiX creumndiyHmX reHiB, siki Mornn 6 MaTn onocepenkoBaHe
3HayeHHs B pasi po3suTKy ['B: neBHi aneni KoMMnekcy ricto-
cymicHocTi (HLA), eHpoTenianbHa cuHTasa okcuay asoTy
(eNOS), aHrioTeH3uH-nepeTBoptotounii epmeHt (ACE),
iHTEprewKiH 8, MOHOLMTApHUIA XeMOTaKCUYHMIA NPOTEiH-1
(MCP-1), TpaHccopmaLinHmin chaktop pocty (TGF) [27].

BusasneHo, wo ACE, IL8, Ta HLA-B"35 reHis acoijiio-
BaHi, Hanpuknag, 3 Jewo HeCnpuATnuBIWKMM nepebirom
HedpuTy [27,28].

Y nowykosin cuctemi MEDLINE BusiBunn 45 pocni-
[KeHb 00 B3aEMO3B'A3ky nonimopdismy B 39 reHax i3
possuTkom MLUT i cTyneHem oro TspkkocTi. BinbuwicTb i3
WX reHiB, Ha AyMKY AOCTigHWKIB, BepyTb y4acTb B iMyHO-
noriyHmx Ta/abo 3ananbHUX peakLisx abo X 3OiNCHEHHI
BA30OMOTOPHOI perynsuii. OgHak pesynbtaTit BUBYEHHS
TaKoro B3aeMO3B's3Ky 30e0inbLUIOro HeraTuBHi.
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lNepcnekTusHoto € acouiavis HLA-DRB1 01, 07 ta 11 3i
cnpuiHaTnmeicTio 4o MNLUMT. BigHoLweHHs WwaHciB Ans Tpbox
NOKYCIB, 3HaYYLLi NSt PO3BUTKY Ta CTYNEHS TSXKKOCTI He-
ayrm: HLA-DRB1 01 (OR = 1,805, 95 % [l 1,259-2,588;
p = 0,0012); HLA-DRB1 07 (OR = 0,671, 95 % [l
0,469-0,961; p = 0,058); HLA-DRB1 11 (OR = 2,001,
95 % [l 1,50-2,67; p = 0,027). leHeTvyHa perynsuis
eHgoTenianbHOi (OYHKLIT: noniMopdiaM y NeBHUX reHax,
LLIO KOAYHOTb KOMMOHEHTM PeHiH-aHriOTEH3MHOBOI CCTEMM
(RAS), eHpoTenianbHi cuHTasn okcupy asorty, MCM-1 i
CyOUHHWIA eHpoTenianbHN G)akTop POCTY — TaKoX MOXYTb
BMIMBATU HA PO3BUTOK 3axBoproBaHHS. Kpim Toro, MEFYV,
MyTaLii SKOro CAIPUYNHAIOTL CIMENHY Cepe3eMHOMOPCHKY
TIMXOMaHKY, MOXe Gy Ty BXKIMBUM reHOM-KaHAMAaTOM 4151
possuTky MU JocnigHuku nincymMoBytoTb, L0 HEOOXiaHi
nofanbLui NPOCMEKTUBHI JOCMIIXEHHS B3AEMO3B'A3KY MK
reHeTUYHUMK noniMopdiamamu Ta remopariyHum Backy-
niTom. AKTyanbHi TakoX arnbTepHaTUBHI Migxoau, SK-0T
JOCNimKeHHs acoLliaLi, Lo noB’sA3aHa 3 reHoM, HeobXigHi
L0151 BUSIBNEHHS TEHETUYHIX PU3MKIB 3XBOPHOBAHHSI.

Ony6nikoBaHi BiGOMOCTi NP0 BUSBIMEHHS reMopariyHoro
BaCKyniTy B MOHO3WIOTHWX Bnn3HioKiB, ane iHdopmauii
HEeOoCTaTHbO HaBiTb ANS NonepeaHix BUCHOBKIB [28]. Ak
YBaXaloTb yYeHi, Liel NaTonoriYHni CTaH BUKNUKaHWUA He
CropaanyHoOK0 reHeTUYHOK MyTaLlieto, a pajlue KombiHa-
Lieto iHAMBIgyanbHOI YyTNUBOCTI 1O XBOPOOU Ta YNHHUKIB
PU3WKY, SiKi IPOBOKYHOTb NOYATOK 3aXBOPIOBAHHS Ta NPOSiBY
ii cTyneHis TsxxkocTi [28].

MaToreHe3 remMopariyHOro Backynity B AUTAYOMY
Biuji. Y natoreHesi ['B nposigHy ponb Bigirpae aHoManbHe
rMiko3untoBaHHS iMyHornobyniHy A (IgA), 3okpema naeTbes
npo oauH i3 ABox cybknacie — IgA1 i IgA2, Ha sikuii npu-
nagae 80-90 % ycbOro CUpOBAaTKOBOIO iMYHOrNOBYIiHY
A[12,27].

To4HO HeBiOMO, YoMy Tak BiAOyBa€eTLCS, BTIM BBaXa-
10Tb, LLIO NMOPYLLYETLCS CTPYKTYpa Camoro iMyHOrnobyniHy
B LUAPHIPHIN 30Hi, 3a LLO BIANOBIZAKTb MEBHI, HEBILOMI
Mnoku, reHu. Lis 3oHa cama HabyBae aHTUreHHi BnacTvBOCTi
11 iHayKye aBTOIMYHHY rymopanbHy Bignosiab [28]. €aute,
Mpo L0 MOXHa CTBEPMKYBATU: eTioNnoriyHi dhaktopu abo
iXHA KOMBiHaLis CTUMYIIOTL YTBOPEHHS CreLndivHNX
LIMPKYMALIAHNX IMYHHUX KOMNIEKCIB Ta aKTUBOBAHWX KOM-
MOHEHTIB CUCTEMW KOMMIIEMEHTY, SIKi 3anyckaroTb kackag
aBTOIMYHHUX peakLin [28].

£k BiBOMO, IMyHHI KOMMAEKCH MICTATb NepeBaxHoO
IgA1, a ranakTo30-AediLmnTHI BapiaHTV TOYHO MOLLMPEHILLI
B nauienTis i3 MLUT. HeBigoMo ogHak, 4 Le TMM4yacose
ABULLE | Y BiAOYBAETHCA TiNbKW B NEPIOAI 3aroCTPEHHS
xBopobwm [3,27,29].

Y pasi nepeBaxaHHs aHTUrEHIB Y1 HELOCTaTHLOTO YTBO-
peHHs aHTuTin, LUK BigknagaroTbes, CpUUmMHSA0YM MicLieBe
cneumndivHe 3ananeHHs TkaHuH [3,5,6,28]. Lie npuasoautb
[0 BTOPUHHOI akTuBaLiii BinkiB CUCTEMU KOMMMEMEHTY Y
KIacyyHui cnocib, BUKIMKaK4M YPKEHHS CYMHHOI CTiHKW,
BigknageHHs IgA, NOpyLLEHHS PeonoriYHNX BMacTUBOCTEN
KPOBI Ta 3pELUTOK NOosiBY po3naais Mikpoumpkynsuii. [i-
nepkoarynsiLisi Npu3BoAnTb 40 TPOMBO3y ApiGHMX CyauH,
HEKPO3y Yn AEeCTPYKLi, L0 KNiHIYHO MPOSIBNSETLCS reMo-
pariqyHum cuHgpomMom [3,5,6,28].

Hanpuknag, y Hupkax peuenTtop TpaHchepuHy, aKkui
3B’A3ye ranaktosopediunTHUii IgA1, ekcnpecyeTbes Ha
Me3eHrianibH1X KIiTMHaX i nocuntoe nponidepadito KNiTuH,
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aKTUBALLIt0 KOMMMNEMEHTY, BUBINbHEHHS LWTOKIHIB | CUHTE3
MO3aKIITMHHOTO MaTpyKcy. [loci He 3'acyBanu, un natodisio-
norist ML noBHICTIO 3anNexuTb Bif CUHTE3Y aHOMarbHOMo
IgA, 4w Bif OKpEMMX BiAXWMEHb Yy Pi3HWX LiNsHKax CTPykK-
Typy ranakTo3o-aediumTHOro iMyHornobyniHy, siki BnacHe
penpeseHTyioTb (DEHOTUMNOBI BIAMIHHOCTI y pasi pO3BUTKY
uiei naronorii [27].

OTxe, eTioNoriYHi YMHHMKN Ta NaTOreHEeTUYHI NaHKu
3axBOPIOBAHHS, IO MOB’A3aHi 3 cybknacamu imyHorno-
6yniHy A npu remopariyHoOMy BackyniTi NLLE MOYUHAKTb
JocnimkyBaTy.

Kninika 3axBoptoBaHHA. CepeaHilt Bik nauieHTiB i3
MW craHoBuTb 4-6 pokis [14,20]. 3a pe3ynsratamm ok-
pemux JocnimkeHb, Make 75 % piten i3 B monopwi 3a
8 pokis, a nik 3aXBOPIOBAHOCTI Ha remopariyHuii BacKynit
npunagae Ha 5 pokis. [locniaHykm 3pobunm BUCHOBOK: YUM
MOnofLa AUTUHa, TUM Baxyuii nepebir 3axBoproBaHHs
Ta YacTili BMNagKk1M Npu3HadYeHHs cTepoigHoi Tepanii
[14,23,28,34].

Maitxe BCi HayKoBi fxepena CTBEPIXKYHOTb NP0 HeBe-
NWKy nepeBsary Xnonyukie Hag Ais4atkamu — Big 1,2:1,0
[14,20,28].

B okpemux poboTax nokasaHo 38's30k Mix B LeH-
nanH-TeHoxa Ta IgA Hecbponarieto, abo xBopoboto bepxe.
[ns 3axBOptoBaHb CMibHWIA He A0 KiHLA 3p03yMinui naTo-
reHes, Lo NPU3BOANTL A0 CUHTE3Y aHOMAsbHWUX MOMEKy
IgA, ane pisHui xapakTep nepebiry (noniopraHHui y pasi
remopariyHoro Backynity) [6,7,13,15,16,28].

3aranom nypnypa WexnsinH-TeHoxaB 95 % Bunagkis
MaHitheCTye 3i LUKIPHUX CUMMNTOMIB, SIKi YaCOM BU3HAYaK0Tb
ycknagHeHuin nepe6ir natonorii [28,34]. Moxe BuHWka-
TV Tpiaja Knacu4yHUX CUMMTOMIB, LIO Bpaxae OpraHu
TpaBIeHHs!, KICTKOBO-M'S30BY CUCTEMY, HUpku. Pidle B
MaTonoriYHNiA NPOLIEC 3ay4aloTbCs OpraHu AUXaHHs Ta
HepBoBa cuctema [35].

LkipHa dopma MLUI xapakTepn3yeTbcs NOsSBOIO
CMMETPUYHOTO EPUTEMATO3HOTO MeTexianbHOro BucKny,
nepenyciM Ha CiIHULAX i HDKHIX KiHUiBKax. Bucun yacto
MoniMOPCHMIA — Bif, CMHLB, CaMOi Nyprypu 40 HEKPOTUY-
HWX ypaxeHb | 6ynn [28,34,35]. [insHkv nypnypu 3a3suyaii
nanbnykoTbCs, @ BUCUM MOXe MOLUMPIOBATUACS Ha BEPXHI
KiHUiBKw, pigwe — Ha Tyny6 [8,10,32]. Habpsik wkipu no-
KanisyeTbCs, SK NPaBUMo, HABKOMO YpaXKeHb Mypryporo.
Ykpait pigko BUCMN NOKani3yeTbCsl Ha obnuudi, Tinbku y
BaXKMX BUMaKaXx, HIKOnW He BUHWKae isonbosaHo [8,10,32].

YwwKomKeHHA KiCTKOBO-M’130BOro anaparty. Y nepio-
i 3arocTperHsi B 70-90 % naLlieHTiB BU3HAYaKOTb ypaKeH-
Hs cyrmy60BOro anapary 3a TMNoM apTpanriin Yn apTpuTy.
OcraHHii fiarHocTyroTb i3 YacToTor 61-64 % Bunazkis,
nepebirae 3a oniroapTpUTUYHUM BapiaHTOM Ta ypaxae
nepeayciM KOMiHHi, NiKTbOBI Cyrnodu Ta 3an’acTku. ApTpuT
Mpu LIbOMY Mae HENOCTiiHWIA XapaKTep, He NMPWU3BOANTb A0
yCKknagHeHb (Hanpuknag, epo3vBHUX 3MiH y cyrnobax um
CKYTOCTI B pyxax) [28].

YpaXeHHs LNyHKOBO-KULUKOBOFO TPaKTy MOXYTb
BUHMKATW paHillie, HiX LUKIpHI, Ha gekinbka gHiB (BCcepen-
HbOMY Ha TWXAEHb), L0 NPU3BOAMTL [0 YMMaroi YacTku
MOMWITOK Y AiarHoai. Y 72 % BUMagKiB NaLieHTV ckapkaTbes
Ha komnbkonoaibHuiA Binb y KMBOTI, WO CXOXWiA 3 abaomi-
HanbHoO aHriHoto [1,30]. 3rogom MOXyTb npueaHaTucs
MerneHa Ta rematoemesic (bnoBaHHs KpoB'lo), ki BKpali
TSXKKI 1 KUTTEBO Hebe3neyHi. ACUMNTOMHA NosiBa KPOBI
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B kani goBoni YacTa, 1i BusiBnsoTb y 22 % nallieHTis 6e3
nonepenHbOro ypaxeHHs LLIKT.

YpaxeHHa HUpoOK. HedpuT y nauieHTiB i3 nypnypoto
LLlennsnH-TeHoxa 3a3Bnyan ManocumnTomHui [17,24]. [i-
arHocTytoTb Y 40-50 % navjieHTi, BinbLUICTb i3 HUX MaKOTB,
Ha [yMKY BYEHMX, BIIHOCHO Nerkuii nepebir i 3aa0BinbHUMIA
nporHo3 [17,24].

MikpockoniyHy remaTypito BU3Ha4atoTb HanyacTiLLe i,
yac 3aranbHoro aHanidy cevi. MakpockoniyHa rematypis
Mag€ KOPOTKOYACHUI XapaKTep, ii AiarHOCTYOTb Y TOCTPOMY
nepiogi xsopobwu [15,23,35].

|HWi JocnigHUKKM BBaXalTb, WO BMACHE HUPKOBI
ypaxeHHs € Hansaxunmu y pasi MNLUT, ockinbku nos’a3aHi
3 TpMBaniLUMM NepiofoM 3aXBOPIOBAHHS Ta CMEPTHICTIO B
AUTAYOMY Ta OPOCIIOMY Bili BiANOBiAHO. MpunyckatoTb,
Lo THKKMA IgA-acouinoBaHWiA HePpUT Mae CeprO3HiILL
eKkcTpapeHarnbHi CUMNTOMU B Mepiofi 3aroCTpeHHs
[23,35].

IHWi ypaxeHHs npu remopariyHOMy BacKynmiTi.
YpaeHHs €40k AiarHocTyoTb Y 14 % Xronuukis, BOHO
maHicbecTye 3 Bonto, Habpsky Ta notpebye KoHcynbTaLii
JNTSYOrO Xipypra, LWo6 BUKMKOUMTY NepekpyT [28].

Bikosi ocobnusocTi nypnypwm LLleHnsinH-TeHoxa B
aiTeit i popocnux. YacTuHy JocnimKeHb OCTaHHIM YacoM
MpMCBSAYYI0TE 0COBNMBOCTAM eniaemionorii Ta KniHiYHOro
nepebiry 3aXBOPIOBaHHS B JOPOCTNX NOPIBHSHO 3 AITbMU.
Tak, yacToTa remopari4Horo Backynity B JOPOCIAMX CTaHO-
BuTb 1/10 ycix BUNagkis 4OPOCNOro BiKy, AopiBHIoe 13-14
Bunagkis Ha 1 000 000 gopocnux 3a pik [9,22].

Y Oesikmx NpOCNEKTUBHUX AOCTIMKEHHSX BiA3Ha4at0Tb,
L0 cepenHil Bik Aopocnnx xBopux Ha B cTtaHoBuTb 50
pokiB. YonoBiku Ta xiHku xBopitoTb Ha MLUI 3 ogHakoBoo
4acToToH. BUsiBNMM HE3HAYHI CE30HHI KONMBAHHS 3aXBOPIO-
BaHOCTI, ane iHEKLiHI YWHHWKM He TaK YacTo € Tpurepamu
LIbOro 3aXBOPOBAHHSA MOPIBHSHO 3 AiTbMY [22,24].

[esiki B4eHi cTBEpIMKYHOTL: ['B y OpOCnNX Mae iCTOTHO
TshKk4mIA nepebir, aHix y itei. Tak, HeppuT AiarHoCTyOTb Y
50-80 % popocrnuxinuwey 20-40 % giten. Y 10-20 %
nawlieHTiB i3 reMopariyH1m Backynitom BikoM nicnst 18 pokis
BUSIBNAKOTH KIHLEBY CTazilo XPOHIYHOI XBOPOOU HMPOK, a B
airen —1 % [9,22].

BucHOBKH

1. OTxe, I'PyHTOBHWIA aHani3 JOCTYMHUX HayKOBWX
npaLb LLOAO0 NOLMPeHOCTi Ta ocobnueocTei nepebiry re-
mopariyHoro BackyniTy LexnsinH-leHoxa B fiTen nokasas
HW3Ky npoBnem, siki noTpebyoTb NPOAOBKEHHS AOCTIMKEHD.

2. Mo-nepLue, yacToTa Ta NOLLMPEHICTL reMopariyHoro
BaCKYMiTy B JiTell i JOPOCAMX CYTTEBO PIi3HUTLCS 3anex-
HO BIig KniMaTo-reorpaiyHoro po3TallyBaHHS OKPeMUX
KpaiH, CE30HHUX, reHAEepHNX i BiKOBUX ocobnusocTen.
Tak, HanbinbLLe focnimKeHb, NPUCBAYEHNX enigemionorii
3axBOPIOBaHHS, 3aiicHUNKN y kpaiHax €sponu Ta lanekoro
Cxopy. JoBoni BrCOKa YacToTa naTonorii BU3HaveHa B
MNisaenHin Kopei —55,9 Ha 100 000 giten i Benukin bputa-
Hii —20,4 Bunaaky Ha 100 000 autsyoro HaceneHHs. Woao
YkpaiHu, To YacToTa BMNaaKiB reMopariyHoro BacKymiTy
WennanH-TeHoxa ctaHosuna 10-20, a B IBaHO-PpaH-
KiBCbKiii obnacti — 8-12 Bunaakie Ha 100 000 autayoro
HaceneHHsl. CepeHiit Bik NaujieHTiB — 4—6 pokiB i3 nikom
y 5 pokiB. binbLicTb gocnigpxeHb nokasanu HesiporigHe

nepeBaxaHHs xnonuukis (1,2-1,5:1,0). Ak Bigomo, Ba-
ckyniT LWeHnanH-TeHoxa BUHWKAE NPOTArOM POKY, OAHaK
yacTille B OCIHHBbO-3UMOBMI NEPIOA, OKPEMi 3aroCTPEHHS
[iarHOCTYHOTb YIITKY.

3. Mo-apyre, BKpait Mano NpoCneKTUBHUX AOCTTIIKEHD,
LU0 NOB’A3aHi 3 AOCMIMKEHHAM BMAUBY iHPEKLINHUX YWH-
HWKIB Ha reHe3 BackyniTy. Hanbinblu BMBYEHOKO B LibOMY
KOHTEKCTI € porb BeTa-reMoniTM4HOrO CTPENTOKOKY rpynu A.
HwHi TinbKy B HEBEMMKOI KiNIbKOCTI AiTEN i3 LIiEH NaTosorieto
Taka Kopensis nigTBepmKeHa KNiHiYHO i napaksiHivHo.

4. MNonpwn yncneHHi QoCnidXeHHs, WO onucaHi B
aHrMOMOBHIN haxoBili niTepaTypi OCTaHHIX POKiB, MOXHa
CTBEpKYBATU: ETIONATOrEHE3 BACKYIITY 3anMLLIAETbCs 3'5-
COBaHUM He [0 KiHLS. Y AOCTYMHIN HAayKOBIN niTepaTypi He
BUSIBUNK JOCHIMKEHb, B Sikux Oyno 6 BU3Ha4eHO NpoBiaHY
porb IKOroCh 30yAHMKa Y 30BHILLHBOTO (hakTopa B reHesi
remopariyHoro Backynity. MigcymoBytoun, 3a3Haqmmo, Lo
LbOMY 3aBaXa€ BiACYTHICTb Y HW3L KpaiH eneKTPOHHIX
6a3 faHuX navujeHTiB, a B pasi iXHbOI HasiBHOCTI HepoCTaT-
HbO iHchopMaLlii Ans 3aiNCHeHHS MacLUTabHNUX KOrOpTHUX
JIOCNIMKEHb.

5. Mo-TpeTe, 3a Le AECATUNITTA CYTTEBO 3MIHMMNCS
nigxoau [o Bepudikauii giarHo3y, amke € 6arato kpuTepiis i
poboumx KnacudikaLin, LLo pekoMeHA0BaHI MbXHapOaHUMM
rangnanHamu. AHanis haxoBoi NitepaTypu nokasas, Lo ce-
peq KNiHiYHUX NPOSIBIB remopariyHoro BacKyniTy B AUTAHOMY
BiLli HaYacCTiLLMMK 11 3aranomM 060B’A3KOBMIW MatoTb ByTu
nypnypa, Lo NanbnyeTbes, Audy3Hnin abaomiHanbHuii Ginb,
[enoaunTyt imyHornoByniHy A B pisHuX opraHax i cucremax,
apTpanrii abo apTpuTy.
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	Рисунки
	Рис. 1. Захворюваність дитячого населення на геморагічний васкуліт в Івано-Франківській області за останні 5 років.


