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O6ocHoBaHue. [eprneTudopmHas ny3bipyaTka — PEAKUN aTUNUYHbIA OY1/1€3HbIN AepMaTo3 ayTOMMMYHHOM Npupoabl,
XapaKTepuayroLmics NosIBAEHNEM BbICbiNaHWi B BUAE GASLLIEK, M0 nepnudepmrmn KOTOPbIX pacroaaratoTcs nanysbl U BE3UKY-
Jbl, MM B BUAE CrpynnupoBaHHbIX namnys, BE3UKY U HANpPsiKEHHbIX Ny3blpe U UMEILLMI KIMHMYECKOE CXOACTBO C reprie-
TUPOPMHbIM AepMmaTuTom [opuHra. uarHocTmka reprnetmpopMHON Ny3bipYaTKU B NeanaTpUYeCcKon rnpakTnke 3aTpyaHeHa
B CBSI3M CO CXOXKECTbIO KITMHUYECKUX MPOSIBAEHMI C BYAN1€3HbIMU JepMaTto3amMu Apyroi 3TMOI0rMm1, PEAKOCTbIO BbIsSIBJEHMS
3abos1eBaHNsA y AeTen U MaJlbiIM KOJIMYECTBOM Hay4HbIX MybinKaLmi. OnucaHne KIMHUYecKoro cayyas. OnucaH KinHude-
CKMI calydan repnetupopMHOM My3blpyaTKu y pebeHKa. [Toka3aHbl He0OX0AMMble AUarHOCTUYECKUE a/lfOPUTMbl MOCTaAHOBKM
AnarHo3a v Bblbopa TepaneBTUYECKON TaKTUKM BEAEHUS nauneHToB. Bo Bpems Tepanun npuMeEHSINCh Takne rnpenapatbl
nepBoro Bblbopa, Kak AarcoH 1 nNpeAHU30J10H, MOKa3aBLUMe CBOK 3QQPEKTUBHOCTb MPU BEAEHNN JaHHON KaTeropmu nawum-
eHToB. 3aKnt4deHue. [pejcTaBieHa andoepeHLmnanbHas guarHoCTnKa reprnetTMopMHON My3blpyaTku y AeTen ¢ APYruMu
6ynne3HbIMU Jepmatolamu. [IpoageMOHCTPUPOBaHbI pe3yibTaTbl YCrelHON MeANKaMeHTO3HOH Tepanuu.

Knr4yeBble cnoBa: repnetmdopmHas ny3bipyaTka, AMarHOCTMKa, peakums HENpsMon UMMYHO®yOpEeCLEHLMH, e4eHHeE,
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OBOCHOBAHME HaxoasaTcs nanysbl U BE3UKybl, MO0 NOSBAEHUEM Crpyn-
[epneTndopmHas nysbipyaTka — PEeAKUr aTUMUYHbLIN NMUPOBAHHbIX Nanyn, BE3UKYN UK HaNPAXEHHbIX Ny3blpew.
OynnesHblr JepMaTo3 ayTOUMMYHHOM NPUPOabI, XapaKTepu- [MMopo6HbIE KIMHUMYECKME NMPU3HaKKM BCTpeYatoTcs npu rep-

3ylOWMNCS NosiBAeHUeM 6nsleK, No nepudepun KoTopbix netndopmMHom gepmatute dopuHra [1].
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Pemphigus Herpetiformis in Childhood: Clinical Case

Background. Pemphigus herpetiformis is a rare atypical bullous dermatosis of autoimmune nature. It is characterized by rashes in the form
of plaques with papules and vesicles at peripheral areas, or in the form of grouped papules, vesicles or tense bubbles with clinical similarity
to During's herpetiformis dermatitis. Pemphigus herpetiformis diagnosis in pediatric practice is difficult due to the similarity of clinical
manifestations to bullous dermatoses of other etiology, the rarity of the disease in children, and small number of scientific publications.
Clinical case description. Clinical case of pemphigus herpetiformis in a child is described. All necessary diagnostic algorithms for
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the patient's treatment. They have shown its efficacy in management of such patients. Conclusion. Differential diagnosis of pemphigus
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HasBaHue gepmatosa 6bin0 npeasioxeHo S. Jablonska
B 1975 r. OHa e ycTaHOBMWNA AMArHOCTUYECKUE KPUTEPUH
Ans faHHoro 3aboneBaHus [2]. B nutepaTtype BCTpevatoTes
OMNUCaHUS MaLMEHTOB C COCTOSIHUAMM, KJIMHWUYECKM MOXO-
UMK Ha repnetMdOpPMHbIN 4ePMaTUT, HO C MPOSIBNEHUAMM
BHYTPUINUTENNANBHOIO pacllensieHnsi, ¢ 303MHodpUnamm
N KNETKaMU C XapaKTePHbIMW aKaHTONUTUYECKMMU MPU3Ha-
Kamu [3]. Hanpumep, ewe B 1955 r. C. Floden n H. Gentale
Habnoaanu TUMUYHLIA repneTMdOOPMHbIA AepMaTUT ¢ Npu-
3HaKaMu akaHTonn3a [4].

My3bip4aTKOM B OCHOBHOM O6ONEOT Ntoan B BO3pacTe
40-60 net, HO onucaHbl cinyd4an 3aboneBaHus y aeten [5].
Mo gaHHbIM nuTepatypbl, 40 2017 r. BKAYUTENBHO 6blIO
BbIIBIEHO 6 cny4aeB repnetmdopmMHON My3bipYyaTKu
y Aeten [6], 4YTo AEMOHCTPUPYET YHUKaNbHOCTb JaHHOIO Kin-
HUYECKOro HaboaeHus.

3aboneBaHne MMeeT JIoKann3saLmo NpemmyL,ecTBEHHO
Ha TynoBMLLE M pa3rnbaTefibHbIX MOBEPXHOCTAX KOHEYHO-
CTEeN, HaYMHaeTCsa C NOSABAEHUS €AMHWUYHbIX WKW Crpynmnu-
pPOBaHHbIX BOAAbIPHbIX WU Nanyfne3HblX BbiCbiNaHWK, 3aTeM
Ha OTEYHOM 3pUTEMaTto3HOM GOHe pa3BuBalOTCA My3bl-
pU M BE3UKynbl C JanbHenWwuM obpa3oBaHUEM 3PO3UN
M KOPOK, YTO NOKa3blBaeT CXOACTBO C repnetudOopMHbIM
aepmatutom [opuHra. B cBA3M C OTCYTCTBMEM YTBEPHK-
OEHHbIX KIMHUYECKUX PEKOMEHZALMI Mo NleYeHuto repne-
TUHOPMHOM NMy3bIpYaTKK Y AeTeN Tepanuio NPOBOAAT, OPU-
EHTUPYSICb Ha K/IMHWYECKWE PEKOMEHAALMK y B3POC/bIX.
Mpenapatom BbiGopa SBNSETCS AancoH, 061agato i aHTu-
6aKTepuranbHbiM M NPOTUBOBOCMHANUTENbHBIM 3ddeKTamu,
06yCNOBNIEHHbIMU MHIMOUMPOBaHWEM HenTpodunoonocpe-
[IOBaAHHOro noBpexaeHnsa TKaHen [7]. [laHHoe 3aboneBa-
HWe, KaK npaBuno, MmeeT A0OPOKayYecTBEHHOE Te4yeHue
M XOPOLIO NOAAaeTCs e4eHUIo JanCcoOHOM U CUCTEMHbIMMU
rnoKoKopTuKoctepongamu (FKC), Ho, B 3aBUCUMOCTU OT
TSXKECTU MPOSBAEHUS MaTON0OrMYecKoro npolecca, npe-
napaTtbl MOryT 6biTb Ha3Ha4yeHbl B BapuMaHTe MOHOTepa-
nMnU NM60 B KOMOGMHALMK, B HEKOTOPbIX CUTyaLMsX €cTb
HeobXx04MMOCTb B Ha3HavyeHun MMMyHogenpeccaHTos [3].
K Tomy e gancoH un 'KC xapaKTepuayoTca OTHOCUTENbHON
penKocTblo MOGOYHbIX ABMEHWUI B MpoLiecce Tepanuu, 4to
NO3BONSAET LWMPOKO NMPUMEHATb 3TW NpenapaTtbl B neauva-
TPUYECKOM NpaKTuKe [8].

KNUHUYECKHUIA NPUMEP

O naumeHTe

MNMauneHTKa, Bo3pacT 5 net. [pn noctynieHun B oTae-
neHve pgepmartonoruun n annepronornn B dray «HMWL sgo-
poBbs aeten» MuHsgpasa Poccumn (MockBa) npeabsaBisiam
*anobbl Ha pacnpocTpaHeHHble BbICbiNaHKS, nepuoanye-
CKOE MOosIBNEHWE U [dajibHeWnllee BCKPbITUE My3blPpbKOB Ha
KOXKe NiMua, TYN0BMLLA, BEPXHUX U HUKHWUX KOHEYHOCTEN, Ha
BblPaEHHbIN 3ya.

PoautensiMmn 6b110 COO6LLEHO, YTO NEPBbIE BbICbIMaHMS
6ecnokoAT ¢ OoKTAbpsa 2021 r. [lepmatonorom no MecTty
WUTenbcTBa OblNa ycTaHoBMAeHa nuoaepmus. B Hadvane
2022 1. pebeHOK Haxoaunca Ha CTauMOHAPHOM NleYeHUH
B AE€PMaTOBEHEPONOrMYECKOM OTAENEHUN OLHON U3 KIIMHUK
C AMarHo30M «aToMUYeCKUM JepmaTuT», MPOBEAEHO fleYeHne
C BPEMEHHbIM MONOKUTENbHBIM 3QPEKTOM — LIMKNOCNOPHU-
HOoM, Tonnyeckumn FKC, aHTncenTukamn. B mapte 2023 T.
rocnutanuavpoaHa B PrayY «HMWL, 3popoBbsa aetei»
MuH3apaBa Poccuun ana ob6cneaoBaHust U NevYeHns B CBA3MU
C peunanBom 3abosieBaHMA. AHAMHES KU3HU HE OTArOLLEH.
HacneactBeHHOCTb He OTAroLlleHa.

®dusuKanbHaa guarHocTuKa

Bo Bpema nepBuYyHOro ocmoTpa obliee COCTOfHUE
pebeHKa yaoBNeTBOpuUTENIbHOE, MO OCHOBHOMY 3aboneBa-
HUIO — TsKenoe. NaTonorMyeckut Npouecc nmen pacnpo-
CTPaHEHHbIM U CUMMETPUYHBINA XapaKTep W NoKannloBasncs
Ha KOXe Nuua, TyNoBuLa, BEPXHUX U HUKHUX KOHEYHOCTEWN.
Ha Koxe nuua Ha aputemato3Hom ¢oHe Habnganucb
3PO3MBHbIE 04YarM KpacHOBATOro LIBETA, MOKPbITbIE XKEeNTo-
KOPUYHEBbLIMW KOPOYKaMW. Ha Koxe TynoBulL@, BEPXHUX
U HUXKHMX KOHEeYHOCTeN npoLecc Gbln npeacTaBieH MHOXKe-
CTBEHHbIMW MATHAMU U CEPO3HO-rEMOPPArn4eCKMMmM KOpoY-
Kamu, NTHa oBanbHOM GOpMbI, AMAMETP 3EMEHTOB OT 1 A0
7 CM, CKJIOHHbI K CAUSAAHKUIO. Ha HEKOTOPLIX NATHaX No BCeEMY
Teny 6bI11M eAUHUYHbIE MY3blpy C BANOW NOKPbILLKON U CePO3-
HbIM COAEPXKMMbIM AMAMETPOM A0 2 CM, KOTopble umenu
TEHAEHUMIO K BbICTPOMY BCKPbITUID. CUMNTOM HWKONBLCKOro
MNONOXKUTENbHbIN (pUC. 1).

MpepBapUTeNnbHbIA AUArHO3

Ha ocHoBaHuM anob, aHaMHECTUMYECKUX [AaHHbIX
U KIMHWYECKMUX NPOSBIEHNN 3aboneBaHus Obla NocTaBfeH
npeaBapuTenbHbIM OCHOBHOM AnarHo3: «BynbrapHas nysbip-
yatka? lepnetndopmHbin gepmatut JiopuHra?». ConytcTBy-
owunn: «Llenvakms».

Ons npoBegeHns auvddepeHUnanbHON AUATHOCTUKM
C APYrMMM Ny3blIpHbIMK AepMaTto3amMu ObliM BbIMNOJHEHbI
natomopdonorvieckoe U MMMyHodyopecLieHTHOE Mcche-
noBaxus [9].

AnarHoctnyeckue npoueaypbl

JlabopaTopHbie uccaegoBaHusi

MpK NOCTYNNeHUn KIMHUYECKUN U BUOXMMUYECKUIN aHa-
NN3bl KPOBU, KIIMHUYECKUI aHannM3 MO4M 1 Konporpamma —
6€3 KJIMHWMYECKN 3HaYUMbIX OCOOEHHOCTEN.

N3 aHamHeza 2022 r.: AT (aHTUTena) K ruMaguHy:
IgA — 5,7, IgG — 6onee 100, AT K TpaHCrnyTamuHase:
IgA — 71,63, 1IgG — 28,81.

NMMyHOGEepPMeHTHbIN aHann3 (mapT 2023): aHTUTena
K gecmornenny-1 (1gG) — > 200,0 RU/ml (pedepeHcHble

Puc. 1. MNaumneHTKa, Bo3pacT 5 neT: repnetmdopmHas nysbipyaTka
Fig. 1. Patient, 5 years old: pemphigus herpetiformis

UcTouHuK: MypawkuH H.H. n coaBrT., 2023.
Source: Murashkin N.N. et al., 2023.
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Clinical Observation

KnuHunyeckKoe Ha6noaeHue

3HavyeHuda: 0-20), aHTUTena K pecmornenHy-3 (IgG) —
3,46 RU/ml (pedepeHcHble 3HaveHusa: 0—20).

Buoricus ToHKon Kuikn (Mapt 2023). MUKpOCKoNUYecKoe
onucaHue: pa3opBaHHbIM GparmMeHT CAM3UCTOM 060I0YKM
TOHKOW KWMWKK. BOPCUHBI U KX PparmMeHTbl HEe MPOCIEHMU-
BatoTcs. [TOKPOBHbIV 3NUTENNN LUINMHAPUYECKUIA, O4aro-
BO OTMeYatoTcs CKOMAeHUs NMmoOoUUTOB U HENTPOPUIOB.
KpunTbl rny6okue. B cOGCTBEHHOM NNacTUHKE CIU3UCTOM
060M104KM nuMbonnasamoumTapHas UHOUALTPaALKUS C HEWT-
podunamm u 3o3vHobunamu. BuaHbl Kenesbl bpyHHepa.
3aknoyeHne: mopdbonornyeckas KapTuHa akTMBHOIO gyoae-
HUTa ¢ ToTanbHOM aTpodumen BopcuH March lllic.

Buoricusi Koxku (mMapt 2023). MUKPOCKOMMUYECKOE OMu-
caHue: dparmMeHT Koxu (pasmepamn 0,3 X 0,3 X 0,3 cm)
C Y4aCTKOM MOAKOXKHOM YMPOBOW KeTYaTKW, BbICTIaHHbIN
3NMAEPMUCOM 0BbIYHOM TONLWMHBI. HabnogaeTca akaHTonm3
Ha YPOBHE BEPXHMX PAAOB WMMNOBATOrO M 3€PHUCTOrO CI0EB
anuaepmuca ¢ GopMUpoBaHMEM NMOBEPXHOCTHbIX My3blpen,
B MOJIOCTU KOTOPbIX MPUCYTCTBYIOT €AMHUYHbBIE aKaHTOUTU-
YeCcKMe KNETKU. TaKKe OTMe4vaeTcsl 3K30LUMTO3 eAMHUYHbIX
HENTPOODUNBbHBIX FPaHYNOLMTOB B WUMNOBATLIM cnon. Bokpyr
COCy[l0B MOBEPXHOCTHOrO CriEeTeHUd yMepeHHas UHOUNLT-

Puc. 2. [uctonormnyeckoe ncenegoBaHne 6MONCMMHONO MaTepuasna Koxu
Fig. 2. Histological examination of skin biopsy

paums 13 AMMGOLMTOB U TMCTUOLIUTOB C HE3HaYUTENbHOM
NPUMECHIO HEWUTPODU/IbHbIX FPaHYNOLMUTOB. 3aKloyeHue:
BbISIBIEHHAs NaTOrMCTONOrMYecKas KapTMHa MOXET Habnto-
JaTtbCsA Mpu NUCTOBMAHOM/Cce60penHOn ny3blipyaTke; AN
YTOYHEHUS AMarHo3a peKoMeHayeTcs npoBeAeHune npsamMon
peaKkunn MMmyHodbnyopecueHummn (PUP) B Guontate KOXM,
B3ATOM BHE 30HbI MOpaxeHus (puc. 2.)

Henpsmas peaKkuusi mMMmyHogpayopecLeHUnn (anpesb
2023): B 6uontaTte BUAMMO HEMOPAXKEHHOW KOXK Habnoaa-
etcs anddysHas BbipaxeHHas dukcaums IgG n cnabas ovaro-
Bas dmKcaumns IgM 1 IgA B MEXKNETOUYHbIX MPOMEXKYTKaXx BCex
CcnoeB anuaepMmuca (B BUAE «CETKW»). TaKe HabnogatoTcs
OT/NIOXKeHWe |gM B BMAE YETKOM MPOTAMEHHOW rpaHynsipHON
JINHWW BAONb AEPMO3NUAEPMaNbHOM rPaHULbl M FPaHyNsSpHble
CMa3aHHble 0TIoXKeHUs |gG B cocoyKax Aepmbl. BbisiBneHHas
UMMYHOGbIYOPECLIEHTHAA KapTWHa COOTBETCTBYET aKaHTOMM-
TUYECKOW MNy3blpyaTKe, C YY4ETOM FPaHYNSPHOIO OTIOXKEHWUS
IEM KNUHWYECKM LLlenecoobpasHo UCKITIOYUTb 3PUTEMATO3HbIN
BapuaHT. OKOHYaTeNbHOE CYXKAEHWE O BapuaHTe My3blpyaTKu
cnegyet BblHOCUTb Ha OCHOBAHUM KIMHWKO-MOpdosiornye-
CKOW KOppensauuu, JaHHbIX 1abopaTopHO-UHCTPYMEHTaNbHbIX
nccnefoBaHum, KIMHUKO-aHaMHECTUYECKMUX JaHHbIX (puc. 3).

lMpumeyaHme. OKpacKa: reMaToOKCUANH-303KH. YBennyeHue: cneBa — X4, cnpaBa — X20.

McTouHmK: MypalukuH H.H. n coaBrT., 2023.

Note. Hematoxylin and eosin staining. Powered: on the left — X4, on the right — X20.

Source: Murashkin N.N. et al., 2023.

Puc. 3. Henpsimoi meTtoa peakuum uMMmyHodnyopecLeHunn (yenmderme X 100)

Fig. 3. Indirect immunofluorescence test (X100)

/

lMpumedarune. OTnoxeHue IgG B KOXHbIX MOKPOBaXx.
McToyHuK: MypalwkuH H.H. 1 coaBrt., 2023.

Note. 1gG deposition in the skin.
Source: Murashkin N.N. et al., 2023.
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UHCcTpyMeHTabHbIe nccaefoBaHUs

Y3W opraHoB 6ptoiHo# nosoctu (Mapt 2023): Npu3HaKm
AMDOY3HBIX UBMEHEHUN NOLKENYA0HHOM XKenesbl, CrieHo-
Meranuu u Me3ageHura.

330¢aroractpoagyoaeHockonus (mapt 2023). Kata-
panbHbIM AUCTanbHbIM pednoKc-a3odarut. NMpU3HaKku apu-
TeMaTO3HOM racTponatnn. YMEepEeHHO BbIPaXKEHHbIN KaTa-
panbHbIM OyoAeHUT. ABHOM aTpoduMm BOPCMHYATOro Cros
TOHKOW KMLKK He onpefensieTcs. B cBA3K ¢ TeM, 4To AaHHas
rpynna 3aboneBaHu MMeeT napaHeonIacTMYeCKnn xapak-
Tep, 6blna NpoBeeHa MarHMTHO-pe30HaHCcHas Tomorpadus
(OHKOMOMWCK): NaTo/IONMK HE BbISIB/IEHO.

KnuHu4yeckui guarHos

C y4eTOM aHaMHECTMYECKUX [AaHHbIX, *anob, KIMHU4Ye-
CKOM KapTWHbI, pe3ynbTaToB NabopaTopHbIX U MHCTPYMEH-
TanbHbIX MCCNefoBaHWM Oblfl YCTAHOBMIEH OKOHYaTENbHbIM
[IMarHoa3.

OCHOBHOW MarHo3: repnetndopmHasn ny3bipyaTka.

ConyTCTBYIOLWMWIM OMArHO3: KaTapaibHbl OUCTaNbHbIN
pednoKe-azodarut. factpoagyoaeHut: H. pylori-Heaccouunu-
POBaHHbIN.

OuddepeHumnanbHaa guarHocTuka

AdnddepeHumanbHasa auarHocTmka NPoBOAUTCS € APYrUMHU
Oy/NNe3HbIMKU AepMaTo3amu: repneTmdopMHbIM epMaTUTOM
[opuHra, NMCTOBUAHOM My3blpYaTKOW, BY/brapHOW My3bip-
4yaTKon, OynnesdHbiM nemMeurougom, nnHeapHoiM IgA-gep-
MaTo30M, MapaHeonaacTM4YecKom ny3bipyaTtkon 1 T.4. [10].

TaK, Npu TUCTONOrMYECKOM MCCrefoBaHUU repnetu-
GOPMHONM Ny3blpYaTKM MOXKHO HabnogaTb 303UHODUIIbHBIN
CMOHIMO3 C aKaHTONM30M, MHTpa3anuaepmasbHble MosoCTH
C 203vHOGUNaMKU unn HeuTpodunamun. PUD pemoHcTpu-
pyeT oTnoxeHus IgG BepxHew 4Yactu, Henpsimas PUD —
umMpkynupylowme IgG-aytoaHtutena. lMcronorndyeckasa Kap-
TMHa npu IgA-nemduryce cKnagbiBaeTcs Cneaylolinm
obpa3om: npu CcybKopHeanbHOM MyCTyle3HOM AepmaTto-
3e (CNA-tun) HabnwogatoTcd cynpabasanbHble NyCcTybl,
a npu MHTpasnuaepmManbHOM HeNWTPodUIbHOM LepmaTo3e
(MHAO-TMN) — cybKopHeanbHble nycTyabl. B o6oux cnyya-
AX — HEUTpoPpUnbHaA UHOUIBTPALMUSA U cnabbli aKaHTOINS.
Mpun npamon PUP cybKopHeanbHbIM NycTyNe3HbI AepMaTos
BbIpa)KaeTCs OT/IOXKEHUEM IgA B HWKHEW 4acTu, a WMHTpa-
anuaepMasbHbli HEUTPOPUIbHBIN AepMaTo3 — B BEPXHEKN
yacTu. Mpu Henpsimon PUD onpepenatoTcs LUMpKyanpytoume

Puc. 4. XpoHonorus passutus 601e3H1 1 ee KNtoYeBble COObITUSA
Fig. 4. Disease course and key events

IgA-ayToaHTUTENA K MOBEPXHOCTWM 3NUTENMANbHbIX KIETOK
(B8 50%). McTonornyeckas KapTuHa napaHeonnacTU4ecKo-
ro nemouryca nokasbiBaeT cynpaba3sajibHbli aKaHTONIN3
1 HEKPO3 KepaTuHouMTOB. OnpeaensatoTcs otnoxeHus IgG Ha
NOBEPXHOCTW 3NMAEPMOLMTOB Npu npsmon PUD n umpkrynu-
pylouwme 1gG-aytoaHTMTENa K NMOBEPXHOCTU 3MUTENUOLMUTOB
npu Henpsmon PUD [11].

MeauMuUuHCKHUE BMellaTeNbCcTBa

JleyeHne B cTauuMoHape ObIIO Hanpas/ieHO Ha npe-
JOTBpalleHne MosBMeHUs HOBbIX BbICblMaHWW, perpecc
KIMHUYECKON KapTUHbI U NPOPUNAKTUKY MPUCOeaUHEHUS
BTOPUYHbIX OC/IOXXHEHUN (MHPULMPOBAHUSA BCKPbIBLUMXCS
Ny3blPbKOB).

B KauyecTBe npenapaTa Bbi6opa O6bl1 HA3HAYEH AAMNCOH
B 103unpoBKe 25 Mr (1/2 TabneTtkn 50 Mr) B CyTKK nocne efbl,
eXeaHeBHO, ANuTenbHO, U3 pacyeta 1,4 Mr/Kr/cyt; OaH-
HOe [J03MpoBaHWE MnpenapaTta COOTBETCTBYET Ha3Ha4eHUIo
B NeauaTpuyecKomn npakTuke npu nenpe [12].

HapyxHas Tepanus: Tonudeckue NKC, aHunnHOBbIE Kpa-
CUTEeNIN, IMOJIEHTHI.

B cBA3K C ycKonb3aHWem TepaneBTUYecKoro addekra
NpW NOBTOPHOW rocnutanusaumm LOMNONHUTENbHO K AarnCOHY
6bl1 Ha3Ha4YeH NPeaHn30/0H B A03MpoBKe 0,5 Mr/Kr/cyT.

AnHamMmuKa u ucxopbl

Ha ¢oHe Ha3HauyeHHOW Tepanuu Habnwganacb perpec-
CUa NATEH, B LIEHTPE Yy HEKOTOPbIX MosiBUAacb 340poBast
KOXXa. MHOXeCTBEHHble CepPO3HO-reMopparnyeckme Kopou-
KW MOCTEMEHHO Havyanu OTTopraTbCs, OCTaBnsaa nocne cebs
NATHa runepnurmeHTaunn. 3ya noctTeneHHo KynupoBancs.

MporHo3s
Mpu cobnogeHnn pekoMeHgaumm — nporHo3 énaronpu-
ATHbIW, JOCTUKEHNE CTOMKON KIIMHUYECKON PEMUCCUM.

BpemeHHas wWKana
XpoHonornsa pa3Butua 60M1e3HN U ee KtoYeBbIe COObITUS
NS NaUMEHTKU NpeAcTaBieHbl Ha puc. 4.

OBCYXAEHME

TpyAHOCTM NOCTAaHOBKM AaHHOro AuarHo3a 06ycnoB-
NeHbl CXOAHbIMU KIMHUYECKUMU MPU3HAKAMU C APYyrumu
ny3blpHbIMKX IEpMaTO3aMM1 U PEAKOCTbIO JaHHON NaTONOrnK
y Aeten.

MNMosiBneHne nepsbix
BbICbINaHWN. JleyeHue
y lepmartonora
C AMarHo30Mm «MrMoaepmMus»

focnutanusauma B Pray «<HMUL 30» M3 PO.
MocTaBneH auarHos «repnetudopmHas
ny3blpyaTKka». BbinucaHa ¢ yny4ylieHuem

KIMHUYECKOM KapTHHbI

OKT6pb 2021 1. Havano 2022 r.

CraLMoHapHoe nevyeHve

BpeMeHHbIM NONOXUTENbHbIN
TepaneBTUYECKUN apdeKT

C ANarHo30oMm «aToMUYECKUt AepMaTUT».

Mapt 2023 1. Mawn 2023 r.

MoBTOpHas rocnuTanu3aums
B ®ray «<HMUL 34» M3 P® B cBA3KU
¢ 060CTPEHNEM KIMHUYECKON KapTUHbI

N He3PDEKTUBHOCTLIO HA3HAYEHHOM Tepanumn
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

AHTUTENa NpW Ny3blpyaTKe HanpasfieHbl Ha PAg4 CTPYK-
TYPHbIX 3/IEMEHTOB [JECMOCOM, TaKWX KaK [LEeCMOrNEUHbI
1-ro u 3-ro TMNOB, AECMOKO//IUHbLI, aLeTUNXOMHOBbLIE
peLenTopbl, aHTUMWUTOXOHAPWANbHbIE MPOTEWHbI U Apyrue
NMOBEPXHOCTHbIE GENTKM KEPATUHOLMTOB, YTO CBUAETENLCTBY-
eT 06 ayTOMMMYHHOW npupoae 3aboneBaHus [13, 14].

K Ttomy e N. Robinson 1 coaBT. cyuTaloT, 4YTO K/IMHMU-
YecKue nposiBNeHns repnetMdopMHON MNy3bipyaTKuU MOryT
ObITb MOXOXM HE TONbKO Ha repneTMdOoPMHbI AepMaTUT, HO
1 Ha BynnesHbli nemburons, nMHeapHbIn IgA-gepmatos unm
JINCTOBUAHYIO Ny3blpyaTKy.

3aboneBaHve UMeeT oKanmn3aLumo NpenmyLecTBEHHO
Ha TynoBMLLE M pa3rMbaTesibHbIX MOBEPXHOCTAX KOHEYHO-
CTEeN, HaYMHaeTCs C NOSBEHUS €AUHUYHbBIX UKW Crpynmnu-
POBaHHbIX BONAbIPHbIX M Manyne3HblX BbiCbINaHWI, 3aTEM
Ha OTEYHOM 3pPUTEMATO3HOM (OHE pa3BMBaIOTCS My3bl-
puM W BE3UKyNbl C Aa/ibHEWWWM oOpa3oBaHWEM 3pPO3Ui
M KOPOK, 4TO MOKa3blBaeT CXOACTBO C repnetmdopMHbIM
nepmatutom [iopuHra [10]. BmecTe ¢ Tem 60/bHbIX repre-
TUHOPMHOM My3blpHaTKON GECMOKOUT MOCTOSAHHbLIM Bblpa-
¥eHHbIW 3ya [11].

Crout otMeTuTb, 4TO F. Wojnarowska v V. Venning pac-
cmaTpuBaloT repneTMdopmHyto Mny3bipyaTKy KaK BapuaHT
NIUCTOBMAHOM ny3bipyaTku [15]. K ToMy e umetoTcs coo6-
LeHns o TpaHchopmMaumm reprneTMdopMHOM My3blipyaTKK
B JIMCTOBUAHYIO M BySibrapHyto [16] n, Hao60poT, BybrapHom
B repnetndopmHyio [17].

OnarHo3 «repnetudopmHas nysbipyaTka» MOXKeT OblTb
YCTAHOBJ/IEH HA OCHOBAHWMW XapaKTEPHbIX KIIMHUYECKUX NPO-
ABNEHWUW, HANNYMUa ayTOaAHTUTEN K CTPYKTYPHbLIM 3/1eMeHTam
[leCMOCOM, peaKkunn UMMYHObNYOpeCLEHLUN, TUCTONOMU-
4YEeCKOro mccnefoBaHus 6UONCUMHOrO matepuana (rnybuHa
3aneraHus nysboipen).

OnddepeHunanbHas gnarHOCTUKa NPOBOAKUTCS C APYru-
MM Ny3blpHbIMK AepmaTo3amu [10].

fepneTndopmHas nysbipyaTka 06bIYHO MMEET AOOpPOKa-
4YeCTBEHHOE TeyeHue.

OCHOBHbIMMW 3ajadYamu Tepanuu ABAKIOTCA NoAaBAeHUe
NPOAYKLMM NaTOreHHbIX aHTUTEN, NpeKpalleHne obpa3oBa-
HWS HOBbIX O4aroB NMOPaXKEHWS U YCKOPEHWE aNUTeNn3aLmu.
Xopowo cnpasfsfloTcd C AaHHbIMM 3ajadvyamMu CUCTEMHble
'KC [18]. B 60nbwuHCTBE Ccny4aeB repnetudopmHas ny3bip-
YyaTKa Xopolwo noagaetcs Tepanuu cuctemMHbiMu TKC mnu
[lancoHoMm, XOTs WMHOr4a MOryT noTpe6oBaTbCcs UMMYyHOAEe-
npeccaHTbl [3].

CTOUT OTMETUTb, YTO NpeAcTaBieHHble npenapaTbl He
Bcerga AatoT MONOMXKUTENbHbIM 3DGEKT UK AatoT MONOXKMK-
TeNbHbIN 3PPEKT TONIbKO BPEMEHHO, B CBA3U C YEM MOXKET
BO3HMKHYTb HEOGX0AMMOCTb Mepexoaa OoT OAHOro npenapara
K APYromy, 4To Mbl Habat04ann B NpeacTaBNEHHOM KIUHMYe-
CKOM cy4yae.

3AKJ/IIOMEHUE

CNoXHOCTb MOCTAHOBKM AMarHo3da «repnetndopmHas
ny3blpyaTKa» CBA3aHa C PeAKOCTblO BO3HUMKHOBEHWS NaTo-
NIOTUKN Y [eTeN, CXOXKECTbI0 KIMHWYECKOW KapTWHbI C ApYy-
rMMuU OynnesHbiMM gepmato3amMu UM MajbiM KOMYECTBOM
Hay4HbIX Ny6AMKaLWUIA, YTO FOBOPUT O HEOOBXOANUMOCTU UMETb
OCBEAOM/IEHHOCTb CMELMaNUCTOB O BO3MOXHbIX KMHUYe-
CKMX CUTyauusix B AeTCKOM Bo3pacTe. C Lenbio NOCTaHOBKHU
npaBWIbHOMO AMarHo3a u nposeaeHus auddepeHLmnanbHoOm
[MArHOCTUKKU C [ApYrMMK Gynne3HbiMM AepmaTto3amMu ecTb
HEOBXOAMMOCTb BbIMOMHEHUS pPeaKUUU HEeMNpsMon UMMY-
HodyopecLEeHLMM U/UNN NPUKUSHEHHOIO MATOrMCTONOrMU-

YecKoro uccnegoBaHus 6uoncuiHoro martepuana. lNepson
JIMHWEN Tepanuu JaHHOW NaTofIornn y AeTen aBagTea aan-
COH U cuctemHble MKC.

WHOOPMUPOBAHHOE COIIACUE

Poautensmun naumeHTa 6bI10 nNoanucaHo WHGOPMMUPO-
BaHHOe [06pOBOJIbHOE cornacue Ha NybGauMKauuio onuca-
HUS KJIMHUMYECKOro cnyvas, Ny6anKaLnio ero M3obpaxeHni
B MELMLIMHCKOM XypHase, BKIo4as ero a71eKTPOHHYI0 Bep-
cuto, ot 30.06.2023.
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