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060cHOBaHMe. [eMopPParniyecKuit BacKyaMT, OTHOCSALLMICS K AepMasibHbIM BacKyauTam 1 NposiBASIOUMACS Hecneymnou-
YECKMUM BOCMaNeHNeM CTEHOK KPOBEHOCHbIX COCYA0B Pa3HOro Kaanbpa B pe3y/bTate OT/I0MEeHNS MMMYHHbIX KOMITIEKCOB
B NepUBACKY/NSPHON TKaHMW, SBASETCS Haubosnee PacrpoCTPaHEHHbIM CUCTEMHbIM BAaCKY/JIMTOM B [ETCKOM BO3pacTe.
OnuncaHne KNMHUYecKoro cayydas. [lpe/icTaBiaeH KIMHUYECKMI cayYai (y Manbynka 13 n1eT) pa3BuThs reMopparnyeckoro
BaCKy/nMTa ¢ 1a60pPaToPHO HE YyCTaHOBIEHHOM 3TUOJIOrMEN, OTCYTCTBUEM KIACCUYECKOro Pas3BuTHUs HadYana 3a60/1eBaHus
W aHamHe3a, XapaKTepPHOro A5 AaHHOM natoaoruy. 3akmodeHmne. OCO6EHHOCTLIO NPEACTaBIEHHOIr0 KIMHUYECKOro CI1y-
yasi ABIAETCS HETUIMMYHOE MPOSIBIEHNE KOXHOI0 CUHAPOMA B 1e6loTe 3a60/1eBaHus, YTO MOAYEPKUBAET BaXHOCTb CBOEB-
PEMEHHO IMarHOCTUKU reMoppParnyecKoro BacKyamTa.
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BBE[AEHUE

Backynut, accouuuMpoBaHHbIn ¢ IgA, paHee u3BecCT-
HbI KaK nypnypa LWéHnenHa — leHoxa, — 3TO CJIOXKHbIN
MMMYHOOMOCPEAOBAHHbIA BaCKY/INUT, XapaKTepU3yoLnics
nopaKeHMeM MeNKUX KPOBEHOCHbIX COCYA0B B Pa3NUYHbIX
cuctemax opraHoB. BacKynuTt, accoummpoBaHHbIn C IgA,
B NepBYyl0 o4yepeab, NopaxaeT MefKue cocyabl CycTaBoB,
NOYeK, KeNyao4HO-KMILEYHOro TpaKTa, KOXK, a B PeAKMX
Cnyyasax — LEeHTpaNbHYl0 HEPBHYID CUCTEMY W flerkue.
B pesynbrate y nauMeHTOB 4acTo HabnwaaloTcs pasnuy-
Hble KJIMHWYECKME MPOSIBAEHMS, B TOM YUCNE KENYAOUHO-
KWLWeYHble paccTpowncTBa, BMAMMAs nypnypa, apTpanruu
M nopakeHue noyek [1-4].

Mypnypa LWWéHneiHa — leHoxa Ha3BaHa B YeCTb HEMEL-
Koro Bpaya MoraHHa LLUE€HnenHa n ero yyeHuka dpyapaa
[eHoxa. LUEHNEeNH 06HapyKMn CBS3b MeX Ay 60/bto B CcycTa-
Bax W Nypnypow, a NeHOoX BbISBU MOPaXKeHUEe XenyLoyHo-
KULWWIEYHOro TpakTa M novyek. Xota nypnypa LUéHnenHa —
[eHoxa Ha3BaHa B 4eCTb YKa3aHHbLIX HEMELKUX Yy4eHblX,
nepBbiM 370 3aboneBaHne B Hadane 1800-x rr. onucan
aHMMMACKMIK Bpay Yunbam XebepaeH. B HacTosiuiee Bpe-
MS NPeanoYTUTENIbHbIM TEPMUHOM sBASeTCs «|gA-BacKynum
M3-3a TEHOEHUMM K MUCMNOJIb30BaAHUIO 3TUONOTMYECKOMN,
a He 3MOHUMMUYEeCKON HOMeHKNaTypbl [5].

Bo Bcem mupe npumepHo 90% cnyvaeB IgA-Backynuta
NpUXoanTCS Ha JeTen B Bo3pacTte oT 3 Ao 15 neT, B cpegHem
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Puc. 1. lMauneHT H.: nanyna ¢ MyTHbIM COAEPKUMbIM Ha nepeaHen
NOBEPXHOCTH GPIOLLHOM CTEHKM (CeHTA6Pb 2024 1.)

Fig. 1. Patient N.: papule with opaque content on the anterior
surface of abdominal wall (September 2024)

Ha 6 NIeT, pexxe BCTpevaeTcs y B3pocnbix. BacKynut, accouu-
MpOBaHHbIN C IgA, aBnseTca Hanbonee pacnpoCTpaHeHHbIM
CUCTEMHbIM BaCKy/IUTOM, U, NO oleHKaMm, B 2019 r. ero pac-
NPOCTPaHEHHOCTb B MUpe cocTaBiana oT 3 4o 27 cnyvyaes
Ha 100 Tbic. [1]. B 2015 1. cpegHun Bo3pacT Havana IgA-
BacCKynuTa y B3pocnbix coctaBnan 50 net, n 3abonesaHune
Yale BCTPeYanoch Y MyX4UMH, HEM Y XKEeHLKH [6].

3TMONOrMsa remopparM4ecKoro BacKyauta B HacTosLee
BpeMS M3y4YeHa He A0 KOoHLa. B ocHOBe matoreHesa nexuT
reHepaaM3oBaHHOE MMMYHOKOMIJIEKCHOE MNOBpeXAeHue
COCYA0B MUKPOUMPKYISTOPHOrO pycna ¢ OT/IOXKEHUEM rpa-
HYNSpHbIX IgA-Aeno3nToB M MNocNeaylolen aKTuBauuen
CUCTEM KOMMJIEMEHTA, reMocTasa. IT0 NPUBOAUT K yxyalle-
HWIO PEONIOTMYECKMUX CBOMUCTB KPOBW, B COCYAUCTON CTEHKE
BO3HMKAIOT acenTMyeckoe BocnaneHne, 4eCTPyKLMS, TPOM-
603 MWKPOCOCYAOB M pa3pbiB KanuanspoB, 4YTO COMPOBO-
¥OaeTcs remopparmyecknum cuHapomom [5, 7-91.

KJAUHUYECKHUHA NPUMEP

O naumeHTe

Manbumk, 13 net, obpaTuaca K neguaTpy no Mecty
UTENbCTBA C }anobaMun Ha BbiCbiNaHUs MaKyno-nanynes-
HOro XapaKTepa Ha Aroauuax, HUXKHUX KOHEYHOCTSX, 60K
B 06/1aCTM NPaBOro roJ€HOCTOMHOro M NPaBoOro JIOKTEBOrO
CYyCTaBOB, a TaKe Ha 60Me3HEeHHbIe OlyLeHNs B 061acT1
rMOTKM W MOBblWeHWe TemnepaTypbl A0 cy6dpebpubHbIX
3Ha4YeHun.

Puc. 2. NauuneHT H.: MaKyno-nanynes3Has Cbifb B 061aCTH Ar0AML,
1 3aHeN NnoBepxHocTH 6eaep (ceHTA6pb 2024 1.)

Fig. 2. Patient N.: maculopapular rash on the buttocks and thighs’
back surfaces (September 2024)

N3 aHamHe3a 3aboneBaHUs M3BECTHO, YTO B Hayane
ceHTabpa 2024 r. pebeHOK nepeHec BUPYCHYD WHPEK-
LMIO HeyCTaHOBJ/IEHHOM 3TMONOMMK, COMPOBOXKAABLUYIOCSH
noBbiWeHWeM TemnepaTypbl A0 GebpUabHbIX 3HAYEHUH,
YMEPEHHbIMW KaTapaibHbiMW CUMOTOMaMu, AucnenTuye-
CKMMK nposiBieHuamMu. Yepeld 3 Hed NOSBUAUCH €AMHMY-
Hble BE3UKYN0-MNanyfe3Hble 3IEMEHTbI C MYyTHbIM COAEPKU-
MbIM C BEHYMKOM rMNepemuun, NoKalnM30BaHHbIE Ha KOXKe
6enep, Ha nepegHen GplOWHON cTeHKe, cybdebpunbHas
TemnepaTtypa (puc. 1). He o6cnepgoBanca. Cnycta 4 aHA
NOSIBUINCL MaKyno-nanyne3dHble 3/eMeHTbl Heremopparu-
4YeCKOro xapakTtepa B o6nacTv 3agHen NoBEepPXHOCTH 6eaep.
KoHcynbTMpoBaH gepmatonoroM. Cneunanmuctom 6bia 3ano-
LO3PEH «KOXHbIN BacKynuT unu napancopuasd?». Lanee
KOHCY/NbTMPOBAH PeBMaTONOroM. [JaHHbIX 3a ayTOMMMYH-
HYI0 MaToNOrMIO BbISIBJEHO He 6bino. Yeped 3 cyT naumeHT
o6paTuiaca K neamatpy c xanobamu Ha 60/b U OTEYHOCTb
Ny4e3ansiCTHbIX, FrOIEHOCTOMHbIX CYyCTaBOB, CTOM, MEPUOAN-
YecCKyto 60/1b B }KMBOTE, 60/1b B MbILILAX BEPXHUX U HUMKHMX
KOHEYHOCTEN, NOSBIEHWE HOBbLIX 3NIEMEHTOB ChiNW Hapsay
C COXPaHSAOWUMUCS NPEXHUMKU BbICbiNAHUSMK, CNabOCTb,
cy6debpunbHyto Temnepatypy, 601b B rope.

dusnkanbHas AUarHocTuKa

Mpn NepBUYHOM OCMOTPE COCTOSIHWE CPEAHEN TAXKECTH,
KOTOpOE conpoBoXAaanocb cy6hebpunbHOM TemMnepaTypon,
nMMmdageHonatMen WenHon rpynnbl, rMnepemMmen HebHbIX
LYXKEK VM 3aHeN CTEHKM MOTKK, OTEYHOCTbIO FOIEHOCTOMHbIX
M Ny4ye3ansicTHbIX CycTaBoB, 60NE€3HEHHOCTbIO NPU Nasb-
nauun Mol KoHeyHocTen. Ocob6oe BHMMaHue obpalian
Ha cebs NaToNorMYyecKM NpPoLecc Ha KOoxe, KOTopblr Obln
npeacTaBieH MHOMECTBEHHbIMU FreMopparnyecknmn ane-
MEHTaMu: MaKyno-nanynesHas cbifb, 6€3 CANAHUSA, eAnHNY-
Hble reMopparnyeckne KOpo4kn B 061acTv aroauu, 3agHemn
NnoBEPXHOCTH Gedep, B 061aCTU roNeHOCTOMHbIX CYCTaBOB
n cTon (puc. 2, 3). OTMeYanochb, YTO NaUMEHT WaAUT NeBYIO
HUXKHIOK KOHEYHOCTb Npu Xoabbe.

Jla6opaTopHoe uccnepoBaHue nayueHTa

B KIMHWYECKOM aHanu3e KPOBMW BbiIBNEH NIEMKOLM-
T03 — 9,11 x 109/n (pedepeHcHblit HTepBan (PU) 4,5—
8 x 109/n), numdountos — 4,01 x 10%/n (PN 0,97-3,33
x 109/n), noBblweHne CO3 — 20 MMm/y (PU 1-10 mMm/4).
B Koarynorpamme o6HapyeHo 3Ha4YMTeNbHOE NOBbIWEHNE
D-opumepa — 2,67 (PN 0-0,5 MKr/mn) u pubpuHoreHa —
5,32 (PN 2—4 r/n). B KNMHWYECKOM aHaNn3e Mo4Yu BbisiBle-
Hbl YMepeHHasa rematypus (3putpountbl 250/MKN) U Npo-
TenHypua (mo 0,3 r/n). MeTogomM NoAMMeEpPa3HOW LenHON

Puc. 3. MNauneHT H.: remopparunyecKkas cbinb Ha 3ajHen
NOBEPXHOCTU ronieHen (ceHTa6pb 2024 r.)

Fig. 3. Patient N.: hemorrhagic rash on the lower legs’ back
surfaces (September 2024)
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Puc. 4. MNauuneHT H.: remopparunyeckas cbifb Ha rofieHax B ctaguu
paspelleHuns (oKkTa6pb 2024 r.)

Fig. 4. Patient N.: resolving hemorrhagic rash on the lower legs
(October 2024)

peaKkumMn (COCKOG M3 POTOMNOTKU U C/toHA) OBHapyKeHa
OHK Bupyca repreca VI Tuna. PeKoMmeHaoBaHa KOHCY/b-
Tauua Bpaya-uHbekunoHucTa. Mo faHHbIM ynbTPa3BYKO-
Boro wuccnegoBaHusa (Y3WN) opraHoB OpIOWHOW MOMOCTH
BbISIBNEHbl NMPU3HAKW HE3HAUYUTENbHOIO YBENUYEHNS pas-
MEpOB CENe3eHKM M MOAKeNyA04YHON Keneabl. 1o pesynb-
TaTam Y3UM noyek AaHHbIX 3@ CTPYKTYPHYIO NaTONOrMUI0 HeT.
Mpn nccnegoBaHUKM rONEHOCTOMHbLIX CYyCTaBOB onpenens-
€TCS He3Ha4yuTeNbHbIM BbINOT B 06/1aCTU rOAE€HOCTOMNHOIO
cycTaBa, LEeNOCTHOCTb KOCTHbIX CTPYKTYpP He HapyleHa.
9xoKkapanorpadusa 6e3 naTonorum.

KnuHunyeckum guarHos

Ha ocHOBaHWKM KNMHUKO-aHaMHeCTUYeCKux, nabopaTop-
HbIX U MHCTPYMEHTabHbIX pe3ynbTaToB 06Cne0BaHUsA Obin
BbICTaB/leH OCHOBHOM AnarHo3s: «D69.0 Annepruyeckas nyp-
nypa (6onesHb LLIEHNENHa — [eHoXa), aKTUBHOCTL |l cTenexu,
cMellaHHasa dopMa (KOXKHbI, CycTaBHOM, aB0OMUHaNbHbIN,
NMOYEeYHbI CUHAPOMbI), CPEeAHEN TAKECTU, OCTPOE TEHEHUEY;
ConyTCTBYOLWMIA aAnarHo3: «BO0.8 [Apyrue popmbl repnetu-
YECKMUX MHDEKLNIN»,

NleyeHue

Bo BpeMs Haxox[eHUs B cTalMoHape NauneHT noay4van
natoreHeTUYeCKylo Tepanuio: aantenapuH HaTpua 4000
aHTM-XA ME 2 pa3sa B CyTKM 7 AHEeN, MeTUNNpeaHU30/10H
750 mr 3 gHa, aunupuaamon 50 mr 3 pasa B CyTKU 7 AHEWN.

[AMHamMuKa 1 ucxopbl

Ha ¢oHe NpoBOAMMOro nevyeHns oTMevanochb ynydue-
HWE COCTOSIHMUA C MONOXKUTENbHON AUHAMUKON — KOXHbIN,
cycTaBHOM, abAOMUHaNbHbIA, MOYEYHbIM CUHAPOMbI KYMK-
poBanuch. [Mpn ocMoTpe B AMHaMKUKe Yyepes 2 Hed y nauu-
€HTa BblIiB/IEHbl €AWHWYHbIE 3N1EMEHTbI Nypnypbl B cTaguu
paspelleHns Ha 6egpax u B 06nacTU rOAEHOCTOMHbIX
cyctaBoB (puc. 4, 5). Co cnoB nauneHTa, oTMe4yaeTcs NosiB-
NeHne eaMHUYHbIX remopparnyecKkmx 3NeMeHToB B obna-
CTW TONIEHOCTOMHbIX CYCTaBOB M CTOM MNpU PU3NYECKOM
Harpyske. B AgMHamMuKe — ynyyweHWe COCTOSHWUS, Kynu-
pOBaHWEe KAWHWYECKOM CUMMNTOMATUKM M HOpManusauus
nabopaTtopHbIXx NoKazaTenen. MauneHT B TeyeHune 2 Hej
NPOAOIKMUA Tepanuio HU3KOMONEKYIAPHbIM renapuHOM
W AMNMpuaamMonom.

Puc. 5. MNauueHT H.: remopparnyecKkas Ccbiflb Ha roneHsx

1 B 0611aCTH rONIEHOCTOMHbIX CYCTaBOB B CTaAUK paspeLlleHns
(oKkT6pb 2024 T1.)

Fig. 5. Patient N.: resolving hemorrhagic rash on the lower legs
and ankle joints (October 2024)

OBCYXAEHHUE

BocnanutesibHble NoparKeHWs COCYLOB KOXW U MOLKOX-
HOW K/eT4YaTKU (aHMMUTbI/BaCKyIUTbl) 3aHUMalOT BarKHoe
MeCTO cpeau LepMaTo30B. IgA-accouMnpOBaHHbIA BacKyIuT
OTHOCMUTCA K MOBEPXHOCTHLIM annepruyecKkum BacKyIuTam
U NPOSABNSAETCA MOPaXEHNEM 3HLOTENINSA COCYLOB HE TOJIbKO
KOXW, HO M BHYTPEHHMX OpraHoB. B agaHHOM cny4ae, BeposT-
HO, MHbEKLMS, Bbi3BaHHaa BupycoMm reprieca VI tuna, aBu-
flacb TPUITEPOM pa3BUTUS remMopparnyeckoro BacKyuTa
[6,10-12]. CnenyeT TaKe y4uTbiBaTb MPOABIEHUA W30/U-
POBaHHOIO KOXHOMO JIEMKOLIUTOKNACTUYECKOTO BacKynuta
6e3 NPU3HaKOB CUCTEMHOI0 BaCKY/IUTA, HTO YC/IOXKHAET NpoBe-
neHne gndodepeHumanbHoOn AnarHoCTUKKU. femopparnyeckui
BaCKY/IUT $BJIS€TCH WMMYHOKOMIIEKCHON Ba3onatuen
U xapaKTepusyetcs NonMMopdU3MOM KIIMHUYECKUX NPOosBIe-
HWI, @ YacTble UHTEPKYPPEHTHbIE 3a60/ieBaHUsA CNoCOOCTBY-
tOT BbICOKOMY PUCKY Pa3BUTUSA JaHHOW naTtonoruu [3—5].

3AKJ/TIOMEHUE

TakuM 06pa30M, AaHHbIA KJIMHUYECKUI CyYyan NoKa3bl-
BaeT BaXXHOCTb:

1) cBOEBPEMEHHON [AMArHOCTUKKM remMopparuyeckoro
BaCKy/MTa, 0COGEHHO C OTCPOYEHHBIMU KOXKHbIMKU NPOABE-
HUAMK B Aeb6toTe 60/1E3HY;

2) MyNbTUAMCLUNAMHAPHOIO Mnoaxofa K AMarHOCTUKe
N IeYEeHUI0 JaHHOW NaToNormnu;

3) KAMHUYECKOW HACTOPOXKEHHOCTHK B npouecce andde-
peHLUMaNbHOM AMArHOCTUKM pPasnnyHbiXx GOpPM BaCKYy/IUTOB
y AeTen.

WHOOPMUPOBAHHOE COIJIACHUE

OT poauTens nawuueHTa noay4eHo NUCbMeHHoe MHbOoP-
MUpPOBaHHOEe [O6POBOJIbLHOE cornacue Ha ny6anKauuio
peaynbTaTtoB ero 06cnef0BaHUSA U IeYEHUS.

INFORMED CONSENT

Patient’s parent has signed informed voluntary consent
on publication of diagnosis and treatment results.
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