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AnHOomayusn

B craTbe mpezicTaBieH KJIMHUYECKUH cyyall rpaHyseMaro3a Berenepa y 4-ymetHero pebenka. OnycaHbl IPOBEZEHHbIE aHATU3bI, METO/IbI AUar-
HOCTHKH U Tepamus. ITOT CIydail MOXKET [TOCTYKUTb ITOJIE3HBIM OPHEHTHUPOM JIJIS1 CIIEIUAIICTOB B AMArHOCTUKE TAHHOM ITaTOJIOTUH, BEIOOpE Me-

TOAOB JIEUEHUA U BEICHUA ITalleHTa.
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Abstract

The article presents a clinical case of Wegener's granulomatosis in a 4-year-old child. The conducted analyses, diagnostic methods and therapy
are described. This case can serve as a useful guideline for specialists in the diagnosis of this pathology, the choice of treatment methods and pa-

tient management.
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T €PMUH «CHCTEMHBIH BAaCKYJIUT» OXBATBHIBAE€T PAa3HO-
POAHYyIO TpyHIly 3a00JeBaHUH, XapaKTepU3YIOLUXCS
Pa3BUTHEM BOCIIAJIUTEJILHOTO IIPOIiecca KPOBEHOCHBIX CO-
Cy/ZIOB, BOBHUKAIOIINM de novo (HanpuMep, y3eJIKOBbIH I10-
JINapTEpUUT) WX KaK BTOPUYHBIN IIPU3HAK TaKUX 3a060J1e-
BaHUH, KaK PEBMATOU/IHBIA apTPUT U CUCTeMHas KpacHas
BosryaHka. Vcxon 3abosieBaHUA BO MHOTOM 3aBHCUT OT
JliaMeTpa NOPajkKeHHBIX COCYZIOB, U M3-32 CXO/ICTBA CHUMII-
TOMOB HCIIOJIB3YIOT 00llee cOOMpaTesbHOE IOHATHE «CH-
CTEMHBIH HEKPOTH3UPYIOIINH aprepuut» [1]. dta rpymnma
3ab0JyieBaHUM, BKIIOYasA rpanysiemaTos Berenepa (I'B), He-
CKOJIBKO JIECATHIETUH Ha3a i 0ObIYHO IIPUBO/INIIA K JIETAITb-
HOMY HCXOJy, OZHAKO U B HAIIIK JTHU B JAHHOU KaTErOPHUU
3a00JIeBaHUI OTMeUaeTcss HaubOoJIbIIasA YaCTOTa PACXOXK/E-
HUH B IIOCTAHOBKE JMAarHO3a, TaK YacTO IPOUCXOJUT HA
arane 7eb0Ta MaTOJOTHH 110 IMPUYUHE CHHIPOMAIBHOTO
CXOJZICTBA, IOSIBJIEHHS HecueludUUecKuX IPU3HAKOB U
MAaCKHPOBKHU IO/ Ipyrue 3a60yieBaHUsA. DTO YCIOKHAET ajl-
TOPHUTM JUATHOCTHKYU U 33JIEP’KUBAET HAYAJIO [1aTOI€HETH-
YeCKOH Tepaluy, 9TO B JaJIbHENIIEM MOKeT CTaTh IIPUYHU-
HOU Pa3BUTHS OCJIOKHEHUH [2].

H. Klinger, Oyy4u CTyZeHTOM-MEIMKOM, BIIEPBBIE J1aJl
XapaKTePUCTUKYy HOBOMY 3a00JieBaHUIO B 1931 I. B 310

BpeMs OH OIIMCAJI /IBA KJIMHUYECKUX CJIy4dasi, B KOTOPBIX CO-
0061IIHIT 06 YMEPIIHX OT CEIICHca NalleHTaX, KOTOPbIE CTpa-
JlaJii TeHepaJn30BaHHBIM BOCHAJIEHHWEM cocy/loB. Uepes
5 et F. Wegener Ha01r07ja/1 aHAJIOTHYHYIO KAPTHUHY Y TPEX
MIaIlIeHTOB, y KOTOPBIX OOHAPYKHJI HEKPOTHU3UPYIOIIIE
rpaHyJIeMbl, ITOpakalolllye AblXaTeJbHble IIyTH. BereHep
onucasn 3a060JieBaHNEe KAaK COBOKYITHOCTb HECKOJIBKUX IIPO-
ABJIEHUH, CPeI KOTOPBIX HEKPOTUUECKOe I'PAaHyJIEMAaTO3-
HOEe BOCIAJIeHWEe /BIXaTeJbHBbIX IIyTeld, HEKPOTHYECKUH
IJIOMEePYIOHe(PUT U CHCTEMHBIM BACKYJIUT MEJIKHUX apTe-
puii u BeH [3].

ATHOJIOTHA TAHHOTO 3a00JIeBaHMS HESACHA, O/THAKO B Ka-
YecTBe BO3MOYKHBIX (PaKTOPOB, 3AIYCKAONINX AyTOMMMYH-
HBIN BAaCKyJIUT Ha (OHE TeHEeTHYEeCKON IpepacIIOIOKeH-
HOCTH, PACCMATPUBAIOTCA BUPYCHBIE U OaKTeprabHbIe HH-
(exnum. OmpesesieHb! ciIe/yIoNe TeHOTUIINYECKHEe acCco-
nuanuy, cBa3aHHble ¢ ['B: Hasmume nedeKTHOTO asuiend
resa anpda-1 aHTuTpuIcuHa; noumopdusm resa CTLA-4,
KOTOPBIN WTpaeT pojib B akTUBAUMH T-1nMQOIUTOB; aj-
nens PTPN22*620W, accOmUUpYOMUICA C MOJI0KUTEITb-
wbiM cratycoM ANCA ¥ CHOCOOCTBYIOIUEM aKTUBAIUHU
T-mumdonuros; amnens DPB1¥0401; a Takke onpeneneH-
Hble dopMmbl penentopa Fey IIIb Ha moBepxHOCTH HEUTPO-
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¢dunoB n makpodaros. VcesiezoBaHusA IOKA3bIBAIOT 3HAYH-
MOCTh MUKPOOOB U BHpycOB B maroreHese I'B. Hanpumep,
YCTAHOBJIEHO, YTO HOCHUTEJBCTBO 30JIOTHUCTOTO cTaduio-
KOKKa CBfI3aHO C YacThIMU penujusamu I'B, u npodriax-
TUYecKass Tepanus MPOTUB HEr0 MOXKeT 3HAYUTEJIbHO
YMEHBIIUTH PUCK ITOBTOpeHU:A. K dakropam pucka Takke
OTHOCAT JKM3Hb B CEBEPHBIX PETHOHAX, 3aHATHE CEJIbCKIM
XO3SMCTBOM, IIPIMEHEHNE OIpe/leJIEHHBIX MeJUKaMeHTOB,
a TakKe 3arpsA3HEHHe OKPYXKaIolled cpefbl U KOHTAKT C
PacTBOPUTEJIAAMU M KPEMHE3eMOM [4].

VicTuHHBIA MeXaHU3M IIaToreHe3a /IO CHX IIOpP OCTaeTcs
NIpeIMeTOM JIJI HCCJIeZIOBAHWH, OJJHAKO H3BECTHBI €ro
KJII0YeBbIe 0COOEHHOCTH. BocIiasieHHbIe Wi HEKPOTU3UPO-
BaHHBIE COCYJBl OPTaHU3YIOTCA B IOJUMOP(QHBIE T'DaHY-
JIEMBI, COZieprKallyie JIEUKOUUTHI, JIUMQOIUTHl U TUTAHT-
CKHe KJIETKU. V13BeCTHO, YTO BACKYJIUT IIOPAXKAET IIPEMY-
I[ECTBEHHO COCY/IBl MaJIOTO U CPEJHEro pasMepa, a TakXKe
KaIwUIAphL. B 3aBUcHMOCTH OT cTaguu 3a00JieBaHUA IIpe-
obsiajilaHue TpaHyJleM M BACKYJIUTHBIX JJIEMEHTOB MOXKET
MeHAThCA. YacTo Ha paHHeH craiuy 3a601eBaHusA peodJia-
JIAIOT TPaHyJIEMBI, HA II03/IHEH — (GoJiee BHIPAYKEH BACKYJIUT.

BoBileueHre BEpPXHUX /IBIXAaTeIbHBIX IyTed U JIETKUX B
rpaHyJIeMaTO3HOe BOCIaJIeHHe II03BOJIAET IIPE/IIIOI0KHUTD,
yT0 I'B MOKeT OBITh BBI3BAH aHOMAJIbHBIM KJIETOUHO-OIIO-
CPeZIOBaHHBIM MMMYHHBIM OTBETOM Ha 5K30T€HHBIH WJIN
Jla’ke 5HJIOTEHHBIN aHTHUTeH, KOTOPBIN IPOHUKAET B /IbIXa-
TeJIbHBbIE IIyTH WIN HaxoAWuTcsA B HUX. Kpome Toro, pa3su-
tre I'B TeCcHO ¢BA3aHO C ayTOAHTUTEJIAMU, KOTOPbIE PaCIo-
3HAIOT crenuuIecKre IUTOIIa3MaTHIECKe OeTKU Hel-
TPO(GUIIOB, YTO O3BOJIAET NIPEATIONOKUTD, YTO AHOMAJINHI
TyMOPaJIbHOTO HIMMYHHTETA TaKKe UIPAIOT POJIb B I1aTOTe-
Hese.

T-K7I€TOYHBIH OII0CPe/I0BAaHHBIN HIMMYHHTET OTBEYAET 32
BBIPAOOTKY U BBICBOOOKIEHIE IIPOBOCIIAJINTEIBHBIX ITUTO-
KHHOB, TAaKUX KaK (PaKTOp HEKPO3a OIyXOJIU-0 U UHTEpde-
POH-Y, KOTOpbIE CTUMYJIMPYIOT ITOBEPXHOCTHYIO 3KCIIpec-
CHIO aHTUTEHOB Ha aKTUBUPOBAHHBIX HelTpoduiax. Cpenu
9TUX aHTHUTEHOB ecTh nporenHasa 3 (PR3) u muesnonepok-
cHJia3a, KOTOpble SBJIAIOTCA MULIEHAMU JUIA ¢ (IUTOILIa3-
Maruyeckux) u p (nepunyxieapubsix) ANCA (aHTHHYKIIE-
apHBIX [UTOIJIA3MATHYECKUX AHTHUTEJ) COOTBETCTBEHHO.
PR3-ANCA - 5710 1ipeobiiajiatoliee ayTOaHTUTENIO, OOHAPY-
JKMBaeMoe y IanueHToB ¢ I'B, koTopoe npucyrcrByet 6ojiee
9eM y 90% IAIUeHTOB ¢ aKTUBHOU GopMoi 3a00ieBaHUA
[5]. Takum ob6pazom, B3aumoseiicrBue ANCA ¢ ux aHTUTe-
HaMH{ BBI3BIBAET JIEIPaHYJIANNI0 HEUTPODUIOB U 06paso-
BaHHE TOKCUYHBIX IIPOJYKTOB, UTO IIPUBOJUT K ITOBPEXK/IE-
HUIO TKaHeH U cocyzioB [6].

BT mokeT pas3BuThbes B 11060M Bo3pacre. [IpumepHo 15%
MMaIIIeHTOB MOJIOKE 19 JIET, JIUIIb B PEAKUX CIydasax 3a0o-
JIeBaHUe ITIPOSIBJIAETCS JI0 MIOJIPOCTKOBOTO BO3PACTa; CPeJ-
HUH BO3pacT Hadasia 3a00JI€BaHUs COCTABJISET IPUMEPHO
40 netr. BI' B paBHOH cTelleHN MOPaXKaeT MY>KUUH U KEH-
muH. OTMeYaroTes ce30HHbIe KoiebaHus 3a00/1eBAEMOCTH,
IIpX 3TOM darlile Bcero 00JIe3Hb IIPOSBIIAETCS B 3UMHUE Me-
CALIBL.

BospmmHCTBO AIEHTOB 0OpAIIAIOTCA 38 MEAUIIMHCKON
TIOMOIIBIO M3-32 CHMIITOMOB CO CTOPOHBI BEPXHHUX U HUXK-

HUX JBIXaTeJBbHBIX IyTel (90%), KOTOpBIE YaCTO COIPO-
BOJKJAIOTCA OOIIMMY CUMITOMAMU: YCTAJIOCTBIO, JINXOPas-
KOH nyu 60JIbIo B cycTaBax (aprpasirus). Y nanueHToB Ja-
CTO HAOJIIOZAIOTCA Cepbe3Hble HapyLIeHW:A CO CTOPOHBI
BEPXHUX JIbIXaTeIbHBIX ITyTEH, TaKHue Kak 00JIb U BbIIesIe-
HUA U3 OKOJIOHOCOBBIX I1a3yX, a TaK)Ke THOMHBIE WU KPO-
BAHUCTBIE BBIJIeJIEHUS U3 HOCA C U3bA3BJIEHUEM CITU3UCTON
000s109KkH HOca. MoxkeT mpon30iTH nepdopanys HOCOBOH
IIEPETOPO/IKY, & TAKXKE 3PO3UsA HOCOBOTO XPAIIA, YTO IPHU-
BOJIUT K ZlehopMaIiuu Hoca.

ITopaskeHue Jlerkux Habsroziaercss B 85-90% ciaydaeB U
MIPOABJIAETCA KJINHUYECKH B BUZE KAlllJIsA, KPOBOXapKaHbs
(remoritu3uca), OABIMIKH (AUCITHO3) W AucKOMdOpTa B
rpyzu. IIpu nepBuYHOM 00CI€TOBAHUH TOJIBKO y 12—18%
[aIEeHTOB HAOJII0/JaeTCs TTIOMEPYJIOHEQPHT, O/THAKO B KO-
HEYHOM UTOTe OH Pa3BUBaeTCA NpUMepHO B 80% cilydaes.
Iomepys1oHEPUT YaCTO IIPOrpeccUpyeT ObICTPO U, €C/IH
€ro He JIEYUTh, B OOJIBIIMHCTBE CJIy9aeB IIPUBOJUT K He-
00paTUMO¥ MOYEeYHON HEAOCTATOUYHOCTH. [loMuMO JibIXa-
TeJIbHBIX IyTed U mouek, BI' MoxeT mopaskaTh IIpaKkTH4e-
CKU JII00YIO CHCTEMY OpPraHoB [5].

I'B 06BIYHO IIOZI03PEBAIOT TOJIBKO B TOM CJIydae, eCIu y
IaIMeHTa B TeYeHUe JUITUTEIbHOI0 BpeMEHU HAOJII0Jal0TCA
XapakTepHble CUMITOMBL. JlaGopaTOpHOe OIpesiesieHHe
ANCA Mo2keT mMoMOYb B IIOCTAHOBKE JIMarH03a, OAHAKO MO0-
JIOKUTETBHBIN Pe3yJIbTaT He SBJIAETCS OIPEeJIAI0NINM B
IIOCTAHOBKE INarH03a, a OTPUIATEIHHBIM He IT03BOJIAET HUC-
KIouuTh 3aboseBanue. PR3-ANCA — Bbicokocmenudud-
HBIHA npusHak I'B.

Eciu y maruesTa 1odyeyHasi HeIOCTATOYHOCTD FJTH KOXK-
HBIH BaCKyJIUT, TO Haubosiee JIOTUIHBIM MECTOM JIJIS B3f-
TUA OWOICHH SABJIAIOTCA 3TH OpPraHbl. B penkux ciydaax
TpebyeTcs TOpakocKonudyeckas ouoncus jerkux. [Ipu ru-
CTOIIATOJIOTUYECKOM HCCJIEIOBAaHUU OHOICUM OOHApYKH-
BAOTCS JIEMKOITUTOKIACTUYECKE BACKYJIUTHI C HEKPOTHYe-
CKMMH HU3MEHEHUAMHU W TPaHyJIeMAaTO3HBIM BOCIIJIEHHEM
(CKOILJIEHUAMH THIIMYHO DPACIIOJIOKEHHBIX JIEHKOIUTOB)
IIPX MUKDPOCKOITMYECKOM HCCJIeIOBAaHUU. ['paHyseMbl sB-
JIAIOTCSA OCHOBHOHM IIPUYMHOH, II0 KOTOPOH 3abojieBaHUE
Ha3bIBAIOT «TPaHyJeMaTo30M BereHnepa», XOTs 3TO He sB-
Jisercs 006A3aTeIbHBIM IPpU3HaKoM. K coxxasieHnIo, MHOTHe
Guoricuu MOTyT OBITH HecHelu(pUIeCKuMu, u B 50% CIIy-
4YaeB OHU /IAI0T CJIMIIKOM Maylo MH(pOpManuu Jijid 1mocra-
HOBKH Auartosa [7].

Juddepennuanpaas [UarHocTuka o0MKUpHA. AHTHTE A
K SZIEpHBIM aHTHTE€HAM MOTYT OBITh IOJIOKUTEJIbHBIMU
rocjie IpreMa HEeKOTOPHIX IIPenapaTosB, a Apyrue (Gpopmbl
BACKYJIUTA MOTYT IIPOSABJIATHCA OYeHb IOXOXKUMHU CUMIITO-
mamu. /lepopmanusa Hoca Takke HabOIOMAeTCA IIPU PeI-
JUBUDPYIOIIEM IIOJIMXOH/IPUTE, 3JIOYIOTPEOJIEHUN KOKau-
HOM U BPOXKIEHHOM cuuIHCe.

B 1990 r. AMepHuKaHCKUI KOJIJIeZPK PEBMATOJIOTUH IIPU-
HsJI KiaccuduKanuoHHble kpuTepuu I'B. Otu xpurepun
IIpeTHA3HAYAINCH He /IS INaTHOCTUKH, & /IJIs BKJIIOYEHNs
B PaHZIOMHU3UPOBAHHBIE KOHTPOJINPYEMbIE HCCIIE/I0BAHUS.
JIBa wim 6oJiee IOJIOKUTEIbHBIX KPUTEPUS HUMEIOT UyB-
CTBUTEJNBHOCTH 88,2% 1 crienuduIHOCTh 92,0% IIPH OIU-
canuu I'B:
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 BOCIAJIEHHE HOCA WJIH IIOJIOCTH PTa: A3BBI BO PTY WU
THOWHBIE, KDOBSHUCTBIE BBI/IEJIEHNS U3 HOCA;

e JIETKUE: aHOMaJIbHAs peHTreHorpadus rpyAHON KIIETKH
C y3eJIKaMU, HHQWIbTPATaMHU WX ITOJIOCTAMU;

* IIOYKH: OCAJIOK MOYH C MHKpPOTeMaTypHel;

« OUOIICHA: TPAHYJIEMaTO3HOE BOCIIAJIEHUE B CTEHKE apTe-
PUU WIH B IEPUBACKYJIAPHON 061aCTH.

CoryracHo KonceHcycHON KOHGepeHInn B Yamnesn-Xusn
(Chapel Hill Consensus Conference — CHCC) o HoMeHK1a-
TYP€e CHCTEMHBIX BACKYJIUTOB (1992 TI.) /I IIOCTAHOBKY -
aroza I'B HeoOX0MMO HaIMYue rPaHyJIeMaTO3HOIO BOC-
MaJIeHNs], 3aTPAruBaoIIero JpIXxaTeJbHble IIyTH, U BACKY-
JINTA MEJIKUX U CPETHUX COCYZIOB [1].

Iesp uccetoBaHNsA — N3yYeHNE KIIMHUYIECKOTO TeYeHUs
U JIedeHus KIMHUYEeCcKoro ciaydad I'B y pebGeHka.

KnuHnueckuin cnyyan

JleBouKa, 4 Troja, HaXO/IWUJIach HA MJIAHOBOUW TOCIHUTAJIU-
3anuu B OTheseHUu pgepmaroBeHeposioruu PIKDB c
15.09.2024 10 15.09.2024. B ¢BsA3H € MOJI0KUTETBHBIM pe-
gysapratoM [II1P-muarnocruku Ha SARS-CoV-2 rocriuranu-
3upoBana B otiesienne P/IKB nya mereit ¢ HOBO KOpoHa-
BUPYCHOH HH(eKIneld, He HyXKJAIIINXCs B HCKYCCTBEH-
HOU BEHTHJISILUY JIETKUX. PaHHee pu3nyecKoe pa3BUTHE: C
OTCTaBaHMEM POCTA U Macchl. PaHHee HEPBHO-TICUXHUYECKOE
pasBUTHE: C 33/IEPKKOH IICUXO-PEUEBOTO.

2Kano6bl Ipu MOCTYILJIEHUY Ha sI3BEHHbIE BHICHIIIAHUS HA
KoxKe (puc. 1), BBIpa’K€HHbIE MOTODHBIE HADYIIEHH:, He-
YBEPEHHOCTh IOXOJKH, PEAKHUI BJIAXKHBIM Kalesb, Oien-
HOCTbB, 3aJIEPIKKY IICUXO-PEYEBOTO PA3BUTHSA, IEPUOIIIE-
CKU — TIOBBIIIIEHUE TEMITEPATYPBI TeJIa.

BuepBbie BBICHIIAHUs B 00JIaCTU TOJIEHEN MOSBUIUCH B
Bo3pacre 6—7 Mec. OcMoTpeHa fiepmartoaorom B KoxxHo-Be-
HEPOJIOTHYECKOM JIFICIIAHCEPE, JMArHO3 BBICTABJIEH HE
ObLJ1, BHICHIIAHUS B TEUEHNE HECKOJIBKUX MECSIIEB IIPOIILIH
camocrosTeNbHO. Ha ¢oHe Tepanmmu WHTaJAIMOHHBIMU
TJTIOKOKOPTUKOUZAMH OTMEeYaIach IOJIOKUTEIbHASA JUHA-
MUKa, HO HECTOUKAS.

BTopotii 31113071 BBICHIIIAHUH — B 1,5—1,7 To/ia (JIUTCs 110
Hacrosiiiee Bpemsi). [losiydyeHO HaIpaBeHHE HA MPUEM K
neguaTpy. JleBouka HEOTHOKPATHO KOHCYJIBTHPOBAHA Pa3-
JIMYHBIMH CHEIUAINCTAMU: UMMYHOJIOTAMH, JIepMaTOJIO-
ramu, remarosioramu. ObcsiezoBaHa aMOyJIaTOPHO: ObUIH
MMOJIOKUTEIFHBI PE3yJIbTAThl AHAJIM30B HA aHTUTEJNA K I[U-
TOMETJIOBUPYCY U KAIICUAHBINA OeJIOK BUpyca JIIITelHa—
Bapp. [Tokazarean GHOXUMUYECKOTO aHAIN3a KPOBU ObLIN
CJIe/TyIOIMMU: [TOBBIIIIEHNE TPAHCAMIHA3, JIAKTATAETUPO-
reHassl, C-peakTUBHOTO Oesika 70 32 Mr/ja. PekomeHzo-
BaHA KOHCYJIbTalFii MMMYHOJIOTA C IEIBI0 HCKIJIIOUEHUA
uMmmyHoieuruta. [lokazarenu mpecTaBIeHbl HE B OJI-
HoM obbeme: IgA — 0,27 En/mi, IgM — 1,92 Ex/mo, IgG —
8,10 Ex/mut. Co cJI0B MamMbl, HAXO/IAJIACh HA CTAI[MOHAPHOM
JIEUeHUU C AMATrHO30M: IIPABOCTOPOHH:AA MHEBMOHHUA. OT
JIAJIbHEUIIIEr0 JIEUeHHsI B CTAl[MOHape MaMma OTKa3asach,
nosyqasia ambynatopHo bepoayan u ITysibMUKOPT.

B 2024 r., ayuteproyior Ha MpHUEMe YCIBIIIAT XPHUIBI B
JIETKUX, HAIIPABHUJI B CTAIOHAP. 18.01.2024, HAIIpaBJieHa B
nHbekiuonuyo Gosbauly (OKUB), rae Haxoguiach ¢

Puc. 1. MauuneHT - 4 roga. MaTonornyeckunin KOXKHbil NpoLecc
Ha BepXHel KOHeYHOCTU.
Fig. 1. Patient aged 4 years. Skin lesion of the upper limb.

18.01.2024 1O 09.02.2024 ¢ AMArHO30M: HHMeKIuA IIi-
mreliHa—bapp; BUpyC IPOCTOro reprieca 4esjaoBeka O THIIA;
ocTphIl Hazo(apuHTUT; adTO3HBIH CTOMATUT; PEaAKTHB-
HBIH relaTuT; ByCTOPOHHSASA IIOJIFICETMEeHTapHasA BHEOOIb-
HUYHAs ITHEBMOHM, CPeJHEeH CTEeleHU TKECTH, OCTPOe
teueHue JJHO cr.; cuaapom BU/I. Beinucana ¢ He3Hauu-
TeJIbHOU II0JIOKUTEJIbHON JAMHAMHUKOH Ha aMOysaTopHOe
JleyeHne, TaKk Kak MaTh pebeHKa OTKasajach OT JaJIbHEH-
mero JiedeHWs B cramuoHape. Ha peHTreHe rpy/niHOH
KJIETKH OT 09.02.2024 — IPU3HAKH /IByXCTOPOHHEN ITOJIN-
CerMeHTapHOH ITHEeBMOHUH, Oojiee BBIpAKEHHOU cIIpaBa ¢
aTesJIeKTaTUIeCKUM KOMIIOHEHTOM, C HEKOTOPOH IOJIOXKU-
TeJIbHOH JAMHAMUKOM, 32 CUET yMeHBIIIeHUs HHTEHCHBHO-
cTH UHOUWIBTPALIUY JIETOYHON TKaHU. PeOeHOK KOHCYJIBTH-
poBaH B JJK/III anieprosoroM-uMMYyHOJIOTOM 12.02.2024.
HamnpasiieH B 4-e otzesnenue KOJIKD i jieueHns mHeB-
MOHUU. B cTanmonape BrepBble BbICTaBJIEH JUATHO3: JINXO-
pazouHbIi HeHTpoMIBHBIH flepmaTo3 CBUTA.

ITepBasa rocnuranmsanusa B PIKD — ampenb 2024 1. —
IIoCJIe OCMOTpA BBICTABJIEH IIPEJBAPUTENbHBIA /IMATrHO3
nepmaro3a Cura u peGeHOK IiepeBesieH B oteieHue PITX
JUI TIpoBeieHHs Owoncuu Koxu. Ilo pesyiapratam Guo-
IICUH JUarHO3 ObLT U3MEHEH HA I'PaHyJIeMaTO3HbIN JlepMa-
TUT B IIpeJieJIaX IEPBUYHOT0 UMMYHOZIeUITUTA.

Bropas rocriuranusanus B P/IKB — utoHb 2024 1. Pebe-
HOK IIOCTYIIIJI C BBIPQ’KEHHBIM O0OCTPEHHEM KOXKHOI'O U
JIETOYHOTO IIpoliecca, MHTOKCUKanued. IIpoBesieHHOE 00-
cJIeJIoBaHUe U Tepalys IPUBEJHU K YIIyJIIeHHIO COCTOSHUS
pebenka. Pemenne KoHCWIMYMa OT 08.07.2024: Ha OCHO-
BaHWM KJIMHUKO-aHAMHECTHYECKHUX JaHHBIX, ¥ pebeHKa

| KMMHUYECKNI PA3BOP B OBLUEA MEQWLMHE | TOM 6 | Ne3 | 2025 | Clinical review for general practice | VOL. 6 | No. 3| 2025 | 99



Knuunueckmit anyyait / Clinical Case

Puc. 2. MaTonornyecknii KOXHbI NPoLLECC Ha HKHEN KOHEYHOCTH
B AVHAMUKe.
Fig. 2. Skin lesion of the lower limb, dynamic changes.

r

C MHTEPCTUIINAIBHBIM IDAHYJIEMATO3HBIM JIEPMATHTOM He-
00XOZIUMO HCKJIIOUUTH BPOXK/IEHHYI0 aHOMAIMI0 HMMYyH-
HOH CHCTEMBI — ayTOBOCIAJIUTEBHBIA CHH/APOM HJIH IIep-
BUYHBIH nMMyHOedunuT. C nespio 7006cIe10BaHuA He-
00X0/IMMO TIPOBE/IEHNIE:

* IMMyHO(EHOTHIIHPOBAHUA JTUMGOIUTOB (¢ onpesee-
HueM T- 1 B-KJIeTOK mamsaTH);

 CEKBEHHPOBaHUE HK30Ma.

B m1aHe Tepanuy peKOMeHJ0BaHO:

1) IPOJIOJIKEHHE TEPAIIUY BHYTPUBEHHBIMU HMMYHOIJIO-
oysimaamu (BBUT) B /103€e 0,4 r/Kr 1 pa3 B 7 AHel N23—4;

2) cMeHa aHTHOAKTEPHAJBHOHM Tepanuy Ha OCHOBAaHUU
JIAHHBIX 0AKTEPHOJIOTMYECKOTO UCCIIE/IOBAHUA: MEPOIIEHEM
100 MI/KT/cyT B /iBa BB€/IEHUs BHYTPHUBEHHO KaIleJIbHO +
LIC B 103UpOBKe 30 MI/KI/CyT B /iBa IIpHe€Ma IIepOPaJIbHO;

3) IPOAOJIKUTH TEPAINMIO JAIICOHOM B JJ03UPOBKE
1,5 MT/KT/CyT B /{Ba IPUEMA;

4) ipu HezlocTaToOYHOM 3ddeKTe — 106aBUTH K IIPOBOU-
MOH Tepanuu ToGanuTHHUO B JTO3UPOBKE 5 MI/CyT B JiBa
IpueMa IepopaIbHo;

5) IPU HAapacTaHWHM IPHU3HAKOB ayTOBOCIAJIEHUA —
reHHO-UH)KeHepHas Ouosioruyeckas Tepamus WHTHOUTO-
paMu MHTepsIeHKuHA 1 (AHAKHHPOIL).

TpeTbs rocnuTanu3anysa — B HIOJE 2024 I. — pebeHOK
TOCIIUTAJIU3UPOBAH IS IPOBEJEHHA BTOPOTO 3Tara Tepa-
muu — BBeAeHusa BBUI. Ilponenypy mepenecsia XOpoIIo,
OTMeYaeTcs IO0JI0KUTEIbHASA JUHAMUKA 110 KOXKHOMY U CO-
MAaTHYECKOMY COCTOSHUIO.

UerBepTas rOCHUTAIN3ANUA — B HIOJIE 2024 T. — CAaHA
KpPOBB Ha CEKBEHUPOBAHUE HK30Ma. YUHUTHIBAA HEZOCTATOY-
HBIN KJINHIYeCKUH 3 eKT 0T IPOBOANMOU TEPAITNH U He-
KOTOPOE YXY/JIIEHHe KOXXHOTO IIpoliecca, K IPOBOJUMOM
Tepanuu 106aByieH ToGauTHHUO B JO3UPOBKE 5 MI'/CYT.

[IaTas rocuuTayIU3anus — B UIOJIe 2024 T., IIeCTas B aB-
rycre 2024 I. — pebeHOK rOCIUTAIN3UPOBAH JJI BBEI€HUSA
BBUT'. IIponenypy nepeHecja XOpoIlo, OTMedaeTcs I0JI0-
JKUTEIbHAS JUHAMUKA 110 KOXKHOMY U COMaTHYECKOMY CO-
CTOSTHHUIO.

ITocTymaer B OT/€JIEHHE J€PMAaTOJIOTHH IIOBTOPHO /IS
IIPOZIOJDKEHHs 00C/IeZIOBaHNA U KOPPEKIIUY TEPAIIUH.

Bo BpeMs 0cMOTpa BBIABJIEHBI €IMHUYHBIE CyXH€e CBUCTS-
IIIie XPHUIIBI, BJIAXKHbIE MEJIKOITy3bIpUaThle XPUIIBI CIIPABa B
obsiacTi BepXHEH [0JIM, ayCKYJIbTATUBHO JBIXaHUE Ke-
CTKOE, ITPOBOJIUTCS HEPABHOMEDPHO, OTMEYAeTCs He3HAUH-
TeIbHOE Ocs1abiIeHe crpaBa criepeny, Haburoaaercs 6poH-
XHAJIBHOE JIBIXaHUe CIIpaBa c3a/1d. IIpUTyIUIeHHe HepKy-
TOPHOTO 3ByKa B 00J1aCTH BepXHEH J0JIH cIIpaBa. 3aziepKKa
IICHXO-PEYEBOr0 Pa3BUTHA, pedIieKchl 3aTOPMOKEHHEBIE.
OTMeyaroTcs MOCTOSIHHBIE XOPEANOoZ00HbIE MOTOPHBIE T'H-
[IEPKUHE3bI, 3aTParvBamolide TOJOBY, PYKH, TYJIOBUIIE,
Horu. Iloxozka HeyBepeHHasA. Bu3yasbHBIM KOHTAKT IIOJ-
JIEPIKUBAETCA C TPYZAOM — HEBO3MOXKHOCTD JIJTUTEJIBHOU
(ukcanyu B3opa, BepbaIbHBI KOHTAKT HEBO3MOXKEH — 3a-
JIEPKKA PEUYEeBOrO PA3BUTHUA.

ITaTosiornuecknii KOXKHBIM IIPOIIECC ITO/I0CTPOBOCIIAIIN-
TEJIHOTO XapaKTepa, PacHpOCTPAHEHHBIH, CUMMETPUY-
HBIH, JIOKQJIN30BaH HA KOXKE fATO/IUI, BEPXHUX U HIKHUX
KOHeuHocTel. IIpesicTaBieH MHOXKECTBEHHBIMU Y3JIaAMU U
OJIAIIKaMH pa3MepaMu 0,5—2 CM APKO-PO30BOTO I[BETA C
POBHBIMHU YEeTKHMH KpasMU, IUIOTHOH KOHcucreHIuu. Ha
IIOBEPXHOCTH OT/AEJIbHBIX OJIALIEK — KOPKU U 9PO3UH.
Tak>ke Ha KOKe TojieHel W NpeAIUIedri OTMEYaoTCA A3-
BEHHbIE BBICHIIIAHMA HA PA3HBIX CTAJUAX DIIUTEIU3AIIVH.
SI3BBI ¢ POBHBIMH IJIAJIKUMHU KPasgMH, JHO IIOKPBITO IPaHy-
JIANUAMU U CKyAHBIM CEPO3HO-THOWHBIM OT/EJIAEMbIM
(puc. 2). Ha koxe suiia (1iekax IpenMyIiecTBEHHO) OTMe-
YalOTCSA eAMHUYHBbIE JIMHEHHbIE TeJeaHTHMIKTasuu. BHe
0YaroB KO’Ka IIOBCEMECTHO HCTOHYEHA, CyXas, 5JIacTHY-
HOCTH CHIDKeHa. HOITH M BOJIOCHI HCTOHYEHBI.

HasnaueHO — croJ r/a, aHTHOAKTEpHAIbHAA TEpAIHi:
a3UTPOMHIINHM 10 MI/Kr/mo3a 3 pasa B Hezeno, BBUT
0,4 t/kr/mo3a N21 — 5500 Mr uH(Y3UOHHO, TODATUTHHUO
2,5 MT 2 pa3a B JIeHb, YPCO/IE30KCUX0JIEBAS KUCIIOTA 200 MT
1 pa3 B JieHb, UHTAJIANNY Yepe3 HeOysaiizep: OynecoHH]
250 MKT 2 pas B JieHb, Bepojyast 10 kamnesnp 2 pasa B JIeHb,
aMOpOKCOJI 1,0 MJI 2 pa3a B IeHb; GU3UOJIOTHIYECKUN pac-
TBOD 3,0 MJI 2 pasa B ieHb. Ha ¢oHe mpoBoAMMOH Tepanuu
OTMeYeHa II0JIOKUTETbHAS JINHAMUKA.

BplJII0O pEKOMEH/I0BAHO HCKJIIOUUTH U3 panuoHa pe-
OeHKa 1eJIbHOEe MOJIOKO (IIpU HEOOXOMMOCTH 3aMEHUTH
Ha 0e3JIaKTO3HYIO CMeCh), OTPAHUYUTH yIIOTpebJIeHue ra-
3000pa3yoOIINX IPOJYKTOB, IIOKOJIaZa, KOHCEPBUPOBAH-
HBIX, KOITYEHBIX U MAaPUHOBAHHBIX IIPOJIYKTOB, IUTATHCA
He pexXe 5 pa3 B JIeHb, II0CJIe e1bl He IPUHUMATh TOPH-
30HTJIBHOE IIOJIOKEHHE MUHHUMYM 30 MHH; 00s3aTesb-
Hoe obcJieloBaHUE BCEX YWIEHOB ceMbH (Mama, mama, cuo-
JIMHTU) HAa HOCUTEJHCTBO MyTanuu B rene ATM, cobiio-
JIaTh CTPOTO OXPAHUTEJIbHBIN PEXXUM, KOXKY He TPaBMHU-
poBaTh, HE XOAUTH B OTKPBITOU OJI€K/€, IIOJTHOCTBIO UC-
KJIIOUUTh KOHTaKT pebeHKa C JKMBOTHBIMH, IIOYBOU, OT-
KPBITBIMU BOJIOEMaMH; HAOJIIOZieHNE CIIeIUaIuCTaMU 10
MeCTY JKUTEJIbCTBA: IIeZIUaTp — 1 pa3 B 7 IHEH, IIyJIbMOHO-
JIOT — 1 pa3 B 14 JHEH, TacTPOIHTEPOJIOI — 1 pa3 B
30 mHed. YUuThIBasA TsoKecTh 3a0boJieBaHUsA, HapyIIalo-
IIero KavecTBO )KU3HU peOeHKa, a TAKXKe TOPIHUIHOCTD K
IIPOBOZIMMOM Te€PANNH, PEKOMEH/I0BAaHO B aMOyJIaTOPHBIX
YCJIOBUAX IPOJOJIKUTH TEPANIUI0 TOPALUTHHUOOM B J10-
3HUPOBKE 2,5 MT' 2 pasa B JIeHb JI0 CJIEeAYIOLIeH TOCIUTaIH-

100 | KNMHUYECKUI PA3GOP B OBLLEA MEQULMHE | TOM 6 | Ne3 | 2025 | Clinical review for general practice | VOL. 6 | No. 3 | 2025 |



Knuuunyeckmii anyvait / Clinical Case

3anuu. Bech mepros Tepanuy KOHTPOJIMPOBATh OCHOBHBIE
rmokasaresn KpoBH. COIpPOBOAMTETbHASA MEAMKAMEHTO3-
Hasi Tepanus: a3UTPOMUILIMH 10 MT/Kr//mo3a (130 Mr) — Tpu
pasa B Helesio, IIPU HeJOCTaTOYHON 3¢ @deKTUBHOCTH U
VXYJIIEHUH COCTOSHUSA JIETKUX — PACCMOTPETh BOIIPOC O
Ha3HAYeHUH UIPOGIIOKCAIMHA, JJAIICOH 12,5 MI' 2 pas3a B
JleHb, Xoyekanbiudepos no 1000 ME 1 pa3s B neHs, ypcoze-
30KCHX0JIEBAsA KHCJIOTA 250 MT 1 pa3 B JieHb, aMUHOGDEHUII-
Mac/IsSHasA KACJIOTA 110 125 MT' 3 pasa B JIeHb — JI0 CJIeYIOo-
el rocruTanu3anuy. MHraaauoHHas Tepanus — J10 cJie-
Jytomell rocruranuzanuu: oyneconus (IysapMUKOpPT MIH
Bynenoxopt), unparponus Opomun, denorepos (Bepo-
nyar). Heobxonumo o6pabaTeiBaTh KOXKY €KETHEBHO BOJ-
HBIM PacTBOPOM 1% MeTHJIEHOBOU CHHBKH, IOPOIIKOM ba-
HEOIMH, 3aTeM HaHECTH aTPpaBMaTHYECKYyIO CeTKY (Ha BbI-
6op): Arpayman, Atpayman Ag/Atrauman, Bpanosusg H,
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