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0O6ocHoBaHue. CuHapom Panna — Xoa)XKMHa — pejKoe reHeTnyeckoe 3abosieBaHUe, OTHOCALLEECS K rpyrine aKkTogepmalsib-
HbIX AUCnaa3ni, NPosIBIEHUSIMU KOTOPOrO SIB/SIOTCS MOPaxKeHMEe CTPYKTYP, NPOMUCXOAALUMX N3 IKTOAEPMbI — €108 IMOPUO-
Ha/lbHOM TKaHW, KoTopasi obecriednBaeT GopMUPOBaHUE MHOIMMX OPraHoOB M TKaHeNn opraHu3ama, BKIIO4as KOy, NoToBble
)Kene3bl, BOI0ChI, 3y6bl U HOITU. CUMATOMbI 3a60/1€BaHUsI MOTYT BapbMpOBaTh OT JIEFKOH 0 TAXKE/0M CTENEHU U BKJIKOYaTb
B ce6s1 aHoOMaJimun 3y60B, IOMKHE, PEAKNE UM OTCYTCTBYIOLME BOIOCHI, @aHOMasIbHbIE HOITH, TMAOrnapP0o3 (BBUAY YMEHbLLIEH-
HOIr0 KOJIM4ecTBa MOTOBbIX )Keie3), paclyeinHbl rybbl u Heba. CynnypaTnBHbIA MAPaAeHNT — XPOHMYECKOe BOCMaiuTe/lbHoe
3a60/1eBaHne, KOTOPOE MPEUMYLLECTBEHHO MOPAXKAET y4aCTKM PAacrosIOKEHUs] arOKPUHHbIX enes3. [aHHasi HO30/10rms
XxapaKtepuayeTcsi 06pa3oBaHUeM 60/1€3HEHHbIX y3/10B, aBCLECCOB M CBULLEH, CKIOHHbIX K PeynanBMpOBaHMIO U NMPUBOAS-
Wmx K pybueBaHnio. OnucaHne KIMHUYECKOro ciay4das. ABTopaMmu npeactaB/ieH KIMHUYECKMI Cllydai, AEMOHCTPUPYIOLMI
coyeTaHne cuHapoma Panna — XomKKuHa C TSXKEbIM CyrnnypaTMBHbIM MMAPaAEHUTOM Yy NMaumMeHTa My CKoro rnosia 17 ner.
3akno4yeHne. [eTeporeHHas KIMHUYECKas KapTuHa CymnnypaTMBHOIo rmapajeHuTa, a TaKkke «poH» B BUAE PEAKOro reHe-
TMYeCKoro 3abo/s1eBaHUsl 3acTaB/ISIeT NayueHToB 06pallaTbCsl K MEAULIMHCKUM crieymaanuctaMm pasiMyHoro npoguss, 4to
MPMBOAMNT K HECBOEBPEMEHHOH BEPUPUKALIMM IMarHo3a 1, Kak C1eJCTBUE, HEKOPPEKTHLIM MEeToAaM JiedeHmns. B pesynbtate
4yero K MOMEHTY OCTaHOBKM AMarHo3a rnawumeHTbl MMEKT CTOMKUE 3CTETUYECKNE AEDEKTbI KOXKM, BO3ZMOXHbIE OC/IOKHEHUS
HepaLMOoHaIbHOro IEYEHUS], a TaKKE CHUKEHNE Ka4yeCTBa XU3HM.

KntoyeBbie cnoBa: crHApoMm Panna — XOMKKUHa, dKToAepMalibHast AUCIasus, CyrnnypaTuBHbIA MAPaaeHNUT, KIMHUYECKMI ClydYan

Ana yntupoBaumus: MypawkuH H.H., MaTtepuknH A.WN., EnnweB PB., JleoHoBa M.A., OnpatuH J1.A., ®epopos [.B.,
MBaHoB PA., CaBenoBa A.A., KatyHuHa O.P, KynukoB K.A., Youmuesa A.KO. OnbIT npumeHeHust aganumymaba npu nedveHnm
CynnypaTMBHOIO rMapageHuTa, coyeTalolerocs ¢ CMHAPOMOM Panna — Xo4XKuHa. Bonpockl coBpeMeHHON neauaTpuum.
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OBOCHOBAHME

OKToAepmasbHble AMCNNA3uK — rpynna BPOXKAEHHbIX
3a60/1eBaHW, Bbl3BaHHbIX FEHETUHECKUMMU HapPYLIEHUS-
MU, BEAYLWMMMU K MOPAXKEHMUIO TKaHEN, MPOUCXOASLLMX U3
3MOpHOHanbHOn 3KkTogepmbl [1]. OgHMm M3 3abonieBaHum
3TOM rPynnbl ABNSETCH CMHAPOM Panna — XOMmKKMHa — Tvn
aHMMAPOTUYECKON 3KTOJEepManbHOW AWCNNasuun, BnepBble
onucaHHbin P. Pannom mn B. XomkkuHbiM B 1968 1. [2].
CUHAPOM XapaKTepu3yeTcs rmnonnasven noToBbiX Xesnes,
NPUBOASALWEN K TUMNO-, PEXE — aHrnaposy (OTCYTCTBUIO
NoTOOTAENEHUS), HaMYMEM pacleNnHbl ryébl M Heba,
a TaKKe rpybblX 1 KECTKUX BOMOC, MasleHbKOro pTa, y3Koro
Hoca, ONIMFOJOHTUMM WM @HOAOHTMMU, KOHUYECKUX 3y6OB,
AHOHUXUU, TUMNOHUXUU, AUCTPODUYHBLIX HOITEW, aHOMa-
JIMA NPOTOKOB C/IE3HbIX }KENes, yxa M CAyx0BOro npoxoaa,
MOYEMNO/I0BON CUCTEMbI, MOJIOYHbIX enes [3, 4]. CuHapom
Panna — XomXKWHa Bbl3BaH M3MEHEHUAMWU B reHe TP63,

Koaupyloulem onyxoneBbii 6enok p63 [5]. TeH nokanu-
30BaH Ha AIMHHOM nnedve 3-i xpomocomsbl (3g27) [6, 7].
MpumepHo y 30% ntoaew ¢ cuHapoMom Panna — XoaKKuHa,
BbI3BaHHbIM M3MEHeHUsAMK B reHe TP63, HacnefoBaHue
naTtoreHHoro BapuaHTa reHa BASEeTCHS ayTOCOMHO-AOMMU-
HaHTHbIM [8], T.e. UBMEHEHUS B 3TOM FreHe UMEIOTCS XOTS Obl
Y OAHOro poauTens. B octanbHbIX Cayvyasx UBMEHEHUS B reHe
TP63 peructpupytotcs de novo [8, 9]. SKToaepManbHble
AMCNNa3uu, B criy4yae CoOXpaHHOM GyHKLMKU NOTOBLIX XKenes,
MOTYT COMPOBOXAATbCSA Pa3BUTUEM BTOPUYHON MHDEKLNH,
a TakXe MOryT 6blTb acCoLMMpOBaHbl C CynnypaTUBHbIM
ruapageHnTom u akHe [10-12]. OaHako ny6avKaumm oTHO-
CUTENbHO coYeTaHus cuHapoMa Panna — Xo4XKKuHa v cyn-
nypaTMBHOIO rMApPajeHnTa HeT.

CynnypaTuBHbIN TMApaLEeHWUT BNepBble OnucaH Xupyp-
rom A. Benbno B 1839 1. [13]. B 2009 r. Ha 2-M MexayHa-
POAHOM CMMMNO3MyMe, MOCBSALLEHHOM MPOrpecCUpoBaHMio



CynnypaTMBHOIO rmapageHnTa, 6bi10 NPUHATO KOHCEHCYCHOE
onpeaenexHve 6onesHu: «CynnypaTtuBHbIM TMAPaAEHUT — 3TO
XPOHWYECKOE BOCMaNUTENbHOE peunanBupylolee U3Hypsito-
wee donaunKynsapHoe 3aboneBaHne KOXM, KOTopoe 006blYHO
nposiBASIETCS MOC/ie NOAOBOro co3peBaHUsl 60€3HEHHbIMU
rny60KOPacnoNOKEHHbIMWU BOCNANEHHbIMU MOPaXKEHUAMM
B 06nacTsx Tena, CogeprKallimMx anoKpUHHbIE Kenesbl, Yalle
BCEro B MOAMbILLEYHbIX, MAax0BblX U aHOreHUTanbHbIX o6nac-
TaX» (UKMT. no [14]). CynnypaTUBHbIN rMApageHUT 3aMETHO CHU-
YKAET KayeCTBO KW3HW: MaLMEeHTbl COO6LAl0T O CTECHEHUM,
HEeCcnoco6HOCTHU y4acTBOBaTL B 06LECTBEHHbIX M CMIOPTUBHbIX
MeponpuaTnax [15]. CHUXKAKT KayecTBO KM3HWU 6OJbHbIX
genpeccus, TpeBora, 60ib, yxyalweHne paboTocnoco6HOCTH.
Y nauMeHTOB ¢ CynnypaTMBHbLIM TMAPaAEHUTOM, KaK y AeTen,
TaK M y B3pochblX, genpeccus avarHoctupytotes B 43% cny-
YyaeB (4em TsKenee cTeneHb CynnypaTMBHOMO rmapafeHvTa,
TEM valle pasBuBaeTcs genpeccus) [16]. bonb B o6nacTtu
3/1EMEHTOB KOXHOW CbinNM OTMe4yatoT Ao 97% nauneHToB
C CynnypaTMBHbLIM FMAPALEHUTOM, €€ UHTEHCUBHOCTb Bhille,
yeM npwu ncopuase u apyrux 3abosieBaHUsAx Koxu [16, 17].

M3-3a pegkow pacnpoCTPaHEHHOCTU CynnypaTMBHOIoO
rmapageHuTa (B eBponenckon nonynsauum okono 1% [17])
AMarHoCTMKa AaHHOro 3abofeBaHWs Bbl3blBAeT 3aTpyaHe-
HUEe y Bpayen pasnnyHblx cneumanbHOCTEN, NO3TOMY HabNto-
[JaeTcsl 3HaYMTeNbHan 3afeprKKa Mexay nosBleHUeM CUMI-
TOMOB M MOCTAaHOBKOW AnarHo3a (B cpegHem 7,2 roga) [18].
OTCyTCTBME anNroputMa Nle4YeHUs nlWb YCKOPSIET pasBuTHe
CTOMKUX M3MEHEHWN KOXHOro npouecca Ha mecte ObIBLUMX
BbICbiMaHU (06pa3oBaHME CBUILEBbLIX XO40B M PyOLIOBbIX
M3MeHeHun) [18, 19]. 3HauuTenbHO MEeHbLIe pacnpocTpa-
HEHHOCTb CynnypaTUMBHOIO ruapageHuTa y geten, yawe —
nocne nosoBOro co3peBaHusi, B GOMbLUIMHCTBE Cly4yaeB —
B Bo3pacTe oT 20 go 24 net [20]. CoobuwaeTcs, 4To Ae6toT
CcynnypaTtuBHOro ruapageHuta y 7,7% OO0NbHbIX OTMEYeH
B BO3pacTe Ao 13 feT, a HauMeHbLlIMIM BO3pacT nauueHTa
C CynnypaTUBHbIM MMAPAAEHUTOM HA MOMEHT Havana 3a6o-
neBaHus coctasnaan 5 net [21].

Ha cerogHaWHWN AeHb N3BECTHO MHOMECTBO CXEM neye-
HUS CynnypaTMBHOIO rmapageHnTa ¢ NPUMEHEHUEM CUCTEM-
HOW W Hapy»XHOW Tepanuun, HO WX [OOKas3aTenbHasa 6asa
HEBE/IMKa B CBS3M C OTCYTCTBMEM [OCTATOYHOIO KOMMye-
CTBa KIMHUYECKMX UccnegoBaHnin B aTom obnactu [21, 22].
B HapyxHOM Tepanum NPUMEHSOTCA aHTUCENTUYECKME pac-
TBOPbI, MECTHble aHTubaKTepuanbHble npenapatbl, WUXTW-
on [23]. CuctemHasa Tepanusa cynnypaTMBHOro ruapageHurta
MOXET BK/IOYaTb aHTMOUOTUKM, MIIOKOKOPTUKOMAbI, PETU-
HOWMAbl, @ B CaMbIX TSXKENbIX Cly4asX — FE€HHO-UHXEHEPHbIe
6uonormnyeckre npenapatbl [23, 24]. lNocnegHue, rnaBHbIM
obpas3oM MHPAMKcMMab W aganMmymab, nokasanu noso-
XUTENbHbIN 3PDEKT B CEPUSAX ClydaeB Yy B3POC/bIX [25], HO
ONbIT NPUMEHEHNA BUONOrMYECKMX MPenapaToB B NneguaTpu-
YECKOM NpaKTUKe KpanHe Maf, a B NPaKTUKe OTe4YEeCTBEHHbIX
[epmMaToBEHEPOSIOroB OTCyTCTBYET [22]. NpK 3TOM TaKTWKa
Tepanuu onpegenseTcs CTeMNeHblo TAXECTM CynnypaTUBHO-
ro rugpageHuTa v HaauMyMem conyTcTByloWMX 3aboneBa-
HUW [23]. IBMEHEHNS KOXHOro MoKpoBa, 06YCNOB/EHHbIE
cuHgpomom Panna — XomKKWHA, @ MMEHHO HapylleHue
6apbepHON QYHKUMN KOXK U DONNUKYISAPHbIA TUNepKepa-
TO3, OTArOWAlOT TeYEHHWE CYnnypaTMBHOIo ruapageHuta [24].

[anee npefcTaBneHO ONUCAHWE YHUKANbHOMO KAWHMYe-
CKOro cnyyass — codyetaHusa cuHapoma Panna — XomKKuHa
W CynnypaTMBHOIO rMApajeHuTa TSXEeNown cTeneHu, a TaK-
e pe3ynbTaToB MNPUMEHEHUS FeHHO-UHXKEHEPHOW 6Kono-
rMYeCcKon Tepanum — PEKOMOBUHAHTHOIO MOHOK/IOHA/IbHOro
aHTUTenNa K GaKTopy HEKPO3a onyxonun anbda aganmmymada.

KNUHUYECKUIA NPUMEP

O nauueHTe

MauneHT H., My>KCKoro nona, 16 net, nocTynun B otaene-
HUe aepmaTosiorMu 1 annepronoruun B aBrycte 2022 r. lMpu
NoCTynaeHnn nNpegbaBasn »anobbl Ha MHOMOYMCIEHHbIE
rny6oKkMe 60MIE3HEHHbIE Y3/bl, CBULM WU pybLbl Ha Koxe
BOJIOCUCTOM 4acTW TO/0BbI, CMWHbI, NOAMbILLEYHbIX 06nac-
TeW, NaxoBblX CKIa[OK, BHYTPEHHEN MoBepxHOCTU 6eaep,
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Adalimumab Experience in the Management of Hidradenitis
Suppurativa Burdened with Rapp-Hodgkin Syndrome

Background. Rapp-Hodgkin syndrome is a rare genetic disease from the ectodermal dysplasia group. It manifests with damage of
ectodermal structures — layer of embrional tissue that provides the development of many organs and tissues in the body, such as: skin,
sweat glands, hair, teeth, and nails. Disease symptoms may range from mild to severe and include dental abnormalities, fragile, thin
or no hair, abnormal nails, hypohidrosis (due to the reduced number of sweat glands), cleft lips and palate. Hidradenitis suppurativa
is a chronic inflammatory disease that predominantly affects apocrine glands areas. This nosology is characterized by painful
nodes, abscesses, and fistulas, prone to relapses and leading to scarring. Clinical case description. The authors present a clinical
case demonstrating the combination of Rapp-Hodgkin syndrome and severe hidradenitis suppurativa in 17-year-old male patient.
Conclusion. The heterogeneous clinical findings of hidradenitis suppurativa and history of rare genetic disease result in patients'
admissions to various medical specialists. Thus, it leads to delayed verification of the diagnosis and incorrect treatment methods.
As a result, patients have persistent cosmetic skin defects, possible complications of irrational treatment, and decreased quality of life
by the time of diagnosis.
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Clinical Observation

KnuHuyeckoe HaGnopeHue

NoJKONEHHbIX 061acTel, COMPOBOXKAAIOLLMECH BblpaXKeHHOM
60N1€3HEHHOCTbIO U XKEHWEM B 06/1aCTU 3N1EMEHTOB ChiMNH,
a TaKKe Ha OLLYyLLEHMS CyXOCTH U AMCKOMPOpPTa B rnasax.
AHaMHe3 60/1e3Hu. TosiBNeHne BbiCbiNaHWW B YyKa3aH-
HbIX Bbllle 061acTaX OTMeYaeT C LecTUNeTHero Bo3pacTta.
M3HavyanbHO BbICbINaHWA IOKaNM30BaINCb Ha KOXe BOJO-
CUCTOM 4acTu rofioBbl, C CEMU NET BbICbINAHWS pacnpocTpa-
HUAMUCb Ha APYrne y4acTKM KOXKHOro noKpoBa. MauueHT
MHOIOKpPaTHO KOHCYNbTMPOBaH [epmMaTosioramu, Tepanes-
Tamu, Xupypramu, o6CyKAanucb AMarHo3bl «XPOHWYECKas
NMOAEPMUS», «<MHOMECTBEHHbIE GYPYHKYNbI». HeoaHOKpaTHO
noayyan CUCTEMHYIO aHTMGaKTepuanbHylO Tepanuto, Mnpo-
BOAW/IUCb BCKPbITUE U CaHalMsa o4aroB nopakeHus. Nocne
NpPoOBeAEHHOro JflieYeHns oTMevanacb HEeNpPoOAOIKUTENbHAs
NoNOXKUTENbHAsA AMHAMMUKa; Mexay Kypcamu aHTMOMOTH-
KoTepanun TeYeHMe KOXKHOro MaTofIorMyeckoro npouecca
yeyryénanocb. B Bo3pacte BOCbMM NET AMarHoCTMpoBaHa
NUIOHUAANbHAsA KUCTa (3NUTenunanbHblM KOMYMKOBBLIM X0n4),
npoBeAeHo onepaTtMBHoe nevyeHue. o Mepe HapacTaHus
KOXHOM CUMMNTOMaTUKK y NauueHTa NossBUAUCH Xanobbl Ha
HENPUATHbLINM 3anax, 60/1b U XKeHWe B 061acTaX NoparkeHus.

Puc. 1. MNMaumneHT H., Bo3pacT 16 neT, COCTOAHWE NpKU NOCTYNNEHUN
Fig. 1. Patient N., 16 years old, condition on admission

AHaMHe3 Ku3HM. PebeHOK OoT BTOpoM OGepeMeHHOCTH
(nepBbI pebeHOK 340pOBbIM), BTOPbIX CaMOCTOSTENbHbIX
poOJOB B CPOK, Macca Tena npu poxxaeHun — 3500 r, anunHa
Tena — 52 cMm, HeoHaTaslbHbI Nepuoa — 6e3 0COGEHHOCTEN.
HacnefncTBeHHbIM aHaMHe3: y maTepu guarHoctMpoBaHa
3KTOAEepManbHasa ancnnasus (cuHapom Panna — XoaKKuHa),
B aHamMHe3e aKTMHOMMKO3 (cBuuweBas ¢dopma), ymepna
B Bo3pacTte 38 fIeT 0T MeNaHOMbI KOXMW.

dusukanbHaa gMarHocTMKa

MpKn NOCTyNNEHMUM KOXa CyXasi, CKNOHHA K LUenyLWeHuIo,
BOJIOCbI Ha KOKE r0fI0Bbl KECTKUE, CYXME, CKPYYEHHbIE, Yep-
Tbl ML 3aoCTpeHbl (puc. 1A), oTMevyanncb OHUXOrpudos,
atenus (puc. 1b). 3y6bl OTCYTCTBYIOT, YCTAHOBMEH CbeMHbIM
3y6HON npoTe3. KoXHbI NaTONOrMYEecKnit NpoLLecc HOCUT
pPacnpoCTPaHEHHbIN 1 CUMMETPUYHbIN XapaKTep, N0Kann3o-
BaH Ha KOXe rpyau, XM1BoTa, CMKHbI, MOAMbILLIEYHbIX U Naxo-
BblX 06nacTen, BHYTPEHHEN MOBEPXHOCTM 6Geaep, NOAKO-
NIEHHbIX IMOK, NpeacTaBNeH MHOXECTBEHHbIMU NyGOKMMHU
y3n1amMu, Nyctynamu, NATHaMK, CBULLEBLIMU XOoAaamu, pyo-
Lamu, A3BEHHbIMKM 3aneMeHTaMu. HabniogaloTcs npu3HaKku

lMpumeyaHne. A — BONOCHI HA KOXE rONI0Bbl ECTKME, CyXMe, CKPYYEHHbIe, OnpeensioTcst 3a0CTPEHHbIe YepThl anua. b — nyctyneaHble
BbICbINaHWs B 061aCTU FPyAn U XUBOTa, aTeNuns (BPOXKAEHHOE OTCYTCTBME COCKOB). B — Ha Koxke B 061acTv CnuHbl HabntoaatoTcs nanynbl,
NycTy/bl, €AUHUYHbIE Y3/1bl, MOCTBOCMANUTENbHbIE MATHA U py6Lbl. [ — B NaxoBow 06/1acT¥ — MHOTOYUCIEHHbIE Y3/bl, Py6Libl, 32aCTOMHbIE NATHA.
[l — Ha KoXe B 061acTv MOAMbILLEYHbIX BNaAWH ONPeAensioTCs y3/bl, NOCTBOCNANUTENbHbIE NATHA, CBULLEBbIE XOAbl U PYOLOBbIE U3MEHEHMS.

UcTouHuK: MypawkuH H.H. 1 coaBrt., 2022.

Note. A — scalp hair is coarse, dry, twisted; sharp featured face. b — pustular rashes on the chest and abdomen, athelia (congenital absence
of nipples). B — papules, pustules, single nodes, postinflammatory patches, and scars on the skin (back). ' — multiple nodes, scars, static
patches in the inguinal region. [ — nodes, postinflammatory patches, fistulous tracts, and cicatrical changes on the armpits skin.

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



ONNMKYNSIPHOrO rMNnepKkepaTosa — MNPENMyLLECTBEHHO Ha
Koe pa3rnbaTenbHOM MOBEpPXHOCTU 6edep v npeannevyui
(puc. 1A-[1). AepMaTonormn4ecKnin MHAEKC KavyecTBa XU3HKU
(The Dermatology Life Quality Index; DLQI) npu noctynneHuu
paBeH 24 6annam.

MpepBapuUTenbHbIA AUArHoO3

Ha ocHoBaHWM »anob, AaHHbIX aHamHe3a 3aboneBa-
HUS, GU3MKANBHOrO OCMOTPA M Pe3ynbTaToB A0rocnuTasb-
HbIX WCCNeAOBaHWM MPEAMNONIOKEHO HanMyiue y nauueHTa
COYEeTaHUs 3KToepMasbHOM AucnaasvmM U cynnypaTMBHOIO
ruapageHuTa.

[varHocTuyeckue npoueaypbl

O6Lymni aHanns Kposu (1-e cyT rocnutaam3armm): OTHO-
CUTENbHbIN HenTpodunes — 74% (Hopma 43-65%), oTHO-
cutenbHasa numoonenna — 18% (Hopma 30-45%), CO3 —
36 mMMm/4 (Hopma 0-20 MM/4); 3Ha4YeHuUss remornobuHa,
reMaTtoKputa, OTHOCMUTENbHOW LWMPUHbI pacnpeaeneHus
3PUTPOLIUTOB NO O06bEMY, OTHOCUTENIbHOIO M aBCOMOTHOIO
KonunyectBa GOPMEHHbIX 3EMEHTOB KPOBU — B npegenax
BO3PaCTHOW HOPMbI.

Buoxummyecknit aHanm3 KpoBu (1-e cyT rocnutaan3asmm):
C-peaKTuBHbIN 6enok — 32,3 mr/n (Hopma < 5 Mr/n), aHTm-
ctpentonuanH O — 567 MEa/mn (Hopma < 200 MEg/mn);
aKTMBHOCTb anaHMHaMWHOTpaHcdepasbl, acnapTaTaMuHO-
TpaHcdepasbl, wenovyHon docdatasbl U KpeaTUHPOCHOKHU-
Ha3bl, KOHLEHTpauusa anbbyMuHa, obuiero 6enka, obuiero
6unnpyburHa, rOKO3bl, KpeaTUHWMHA, MOYEBUHbI, MOYEBOM
KWCNOTbI, TPUIIMLLEPUAOB, OBLLEro XonectepuHa, peBmaro-
naHoro dakTopa — B Npeaesax BO3pacTHON HOPMbI.

MuKpobuonsorndyeckoe mecaegoaHune (1-e cyt rocnuta-
n3aumnmn): B Ma3ke M3 3eBa HawgeHa HopmasibHas MUKpPO-
dnopa, M3 HOCOBbIX XOA40B — CTaPUIOKOKKHK, YYBCTBUTENb-
Hble K 6eTa-laKTaMHbIM aHTMOMOTUKaM (NeHUUKUINMHaM,
uedanocnopuHam |-V nokoneHumn), kKapbaneHemam, KOM6U-
HMPOBaHHbIM (3alLuLLEHHbIM) NpenapaTam, Staphylococcus
aureus, 4yBCTBUTENbHbIE K FEHTAMWUUMHY, 3PUTPOMULM-
HY, KAMHAAMUUMHY, Y3WAMHY, OKCaLMAAMHY, B o6pa3suax
C NOBEPXHOCTU KOXM 0BHapY*KeHbl CTadUIOKOKKM, YyBCTBMU-
TeNbHble K FEeHTaMWULMHY, 3PUTPOMULIMHY, KIMHAAMULMHY,
dy3nanHY, OKCaLMNIUHY.

KomnbioTepHasi Tomorpagusi opraHoB rpyaHON KIETKU
(2-e cyT rocnutanm3aunu); 6e3 NaToormu.

lMaTtomopgonornyeckoe uccrenoBaHme buontata KOXKu
(2-e cyt rocnutanudaumnun): GparMeHT KOXKW C y4aCTKOM
MOAKOXXHOW XMPOBOW KNETYaTKKU, BbICT/IAHHbIM aKaHTo-
TUYECKM YTONWEHHBIM 3NUAEPMUCOM C TUMEPKEPATO30M,
BHYTPUPOTrOBbIMM MUKPOBE3WKyNamMM1, COLEPIKaLLMMKU newn-
KouMTapHbIM AeTpuT. B KpaeBon 30He 6GuonTtata MpucyT-
CTBYET yCTbe BOMOCAHOI0 GONIMKyNa, B MPOCBETE KOTOPOro
coAepKaTtcs poroBble MacCbl M NEWKOUMTAPHbIN OETPWT,
B OTAENbHbIX Cpe3ax Mexay poroBbiMM YellyiKamu onpeae-
NATCA CTPYKTYPbl, UMEIOLLME CXOACTBO C MULIEINEM Tpurba.
MNepndonnnKynsapHo — yMepeHHas WHOWUAbTpauus, npe-
UMYLLECTBEHHO M3 Nia3MaTuyecKux KneTok. OTmevaetcs
CHUXXEHHOE KOIMYECTBO BOSTOCSAHbIX M CanbHbIX GONTUKYIOB.

01HO3K30MHOE CEKBEHUPOBAHME HOBOIO [OKOJIEHUS
(2-e cyT rocnutanm3aynn): BbliBIEH NATONIOMMYECKUI Bapu-
aHT reHa TP63, npuBoasaLlmi, no gaHHeim OMIM #129400,
K pasBUTUIO aHIMAPOTUYECKOM IKToAepMasbHOW aAucnna-
31K, pacliennHbl ryébl M Heba, aHOManMn MOJIOYHbIX XKenes
M HOCOCNE3HOro KaHana.

KoHcynbTaumm cneymannctoB (3-u cyT rocnutaam3armm):
npuv ocMoTpe Bpa4yom-odTanibMONOroM BbisiBieHa AUCOYHK-
unsa MmenbomueBbix Kenea. Ncuxonor BbiIgBMUA 0CO6EHHOCTH
3MOLMOHaNbHO-BONEBOM cdhepbl (MMMNYNbCUBHOCTb, TPYAHOC-

TV 3MOLIMOHANbHOM CaMoperynsunm), cykeHune chepbl UHTE-
PECOB Y MCUXONOMMYECKM HE3PENOro NOAPOCTKA, Haxoasle-
rocsl B TAXKEN0MN KU3HEHHOW CUTyaluu (yTpaTa 6IM3KOro).

KnuHuyeckum gnarHos

CynnypaTuBHbIA TWAPAOEHUT, TSKenoe TeyeHue. IKTo-
aepmanbHas agucnnasusa (cuHapom Panna — XoaKkuHa). Auc-
PYHKUMS MENBOMUEBBIX XKenes.

AnddepeHumnanbHaa guarHocTuka

Cungpom Panna — XomKKkuHa anddepeHumpoBanu ot apy-
TMX COCTOSIHWUM FPYMMbl 3KTOAEPMalbHbIX AUCINAa3UN — CUHA-
poma Xaa — Yannca (aHKunob6nedapoH — 3KToaepmanbHas
aucnnasus — pacllenmHa ryoébl U Heba) U CUMHAPOMa 3KTPO-
JAKTUIMKM — 3KTOAepManbHOM AWCNAa3nM — pacliennHbl
rybbl U/unn Heba. [luarHocTnyeckas runoTtesa Obisa OCHOBa-
Ha Ha KIMHUYECKMX NPU3HAKax, XapaKTepHbIX 48 CUHApPoMa
Panna — XoaXKuHa (rMnorMapo3, Halnvme Cyxmx M ecTKMUX
BOJIOC, 3a0CTPEHHbIX YepT NMLa, aHOAOHTUKU, OHUXOrpPndo3,
aHoManMm MeMB6OMUEBDIX KeNe3 1 aTenus), u NoOATBEPKAEHa
pe3ynbTaTtoM NOIHOIK30MHOIO CEKBEHUPOBAHMUS.

AnHamuKa u ucxopabl

MNMauneHTy HasHavyeH 6nokatop TNF-a npenapaT aga-
nuMymab B go3npoBke 160 Mr MoagKOXHO OAHOKpaTHO,
panee — no 80 Mr NOAKOXHO OAMH pa3 B CYTKM B TeyeHue
14 cyT Ha GOHE CUCTEMHBIX MMTIOKOKOPTUKOMAOB (MpeaHn30-
JIOH 3 Mr/KI BHYTPUBEHHO KanesbHO C Nocneaylolmnm CHU-
YEHWEeM QO03UPOBKK U AanbHENLWENn ero OTMEHON B TeYeHne
10 cyT). TakKe 6bl1 Ha3HAYEH KypC CUCTEMHbIX PETUHOWIOB
(n30TpeTnHOUH 20 Mr/cyT A0 OOCTUMXKEHUS KyMYNSTUBHOM
[03bl 150 Mr/Kr).

Ona KoppeKuuMn pybuLoBbIX M3MEHEHUM MPUMEHSATOCH
du13noTepaneBTMYECKOE NevYeHne — Kypc (8 npoueayp) ynb-
TpadoHodopesa ¢ 0,01% KOMMNEKCOM KonnareHonuTu4e-
CKMX NpoTeas. HapyHasa Tepanus: 06paboTKa o4aroB aHTH-
centnyeckum pacteopoM 0,1% OKTeHMAWHa aurnapoxaopuaia
1 2% GEeHOKCUITaHOMa; HanoXXeHWe NenewekK ¢ UXTMONOM Ha
NOBEPXHOCTb Y3/10B; 415 YBAXKHEHUS KOXHOro nokposa —
3MOJIEHTLI 2 pa3a/CyT.

Mo Ha3HavyeHuto odpTanbMosiora NPUMEHSNN renb rnas-
HOM 5% OeKcnaHTeHoON noj HUXHee BeKo 4 pasa/cyT B 0ba
rnasa, Kannu rnassble 0,3% HaTpusa rmanypoHat no 1 Kanne
4 pasza/cyt B 0b6ba rnasa. [Ana ynyyleHUs MNCMUXO3MOLMO-
HaNbHOro COCTOSIHWMA pebGeHKa 6blan NPOBeAEHbl 3aHATUA
C NCUXONOroM.

Yepe3 9 cyT OoT MOMeHTa rocnutanusaumu naumeHTt
C MNOJIOXKUTENBbHON OMHAMMUKOM (OTCYTCTBME HOBbIX 3N1EMEH-
TOB KOXHOM CbiMW) U HE3HaYUTENbHbIM PErPECCOM YacTu
BbICbIM@HWUM (perpecc eauvHWYHbIX Yy370B U YMEHbLUEeHUe
KOonMyecTBa NyCTyNe3HbIX 3/1EMEHTOB) BbiNUcaH An1a ambyna-
TOPHOro HabnaeHus. 3a BpemMs HaxOoXAEHUs B CTaLMoHape
HeXkenaTesbHbIX U MOBOYHbIX SIBIEHWIM OT NPOBOANUMON Tepa-
MU HE OTMEYEHO.

[anee v no HacTosllee Bpems (cnyctd 9 Mec oT MOMEHTa
rocnutannsaumm) naumMeHTy oamH pas B 14 cyT npoBoauMTCS
WHbEKUMA npenapaTta aganumymab B fosnposke 80 Mr noa-
KOXHO MNoj KOHTponeM o6uero n 6MoXMMUYECKOro aHanu-
30B KPOBM M OCMOTPOM ANS1 AMHAMUYECKOM OLEHKM COCTOSA-
HUSI KOXKHOMO mpoLiecca.

TaKkKe Ha cerogHsllHWM OeHb (cnycta 9 Mec OT MOMEH-
Ta rocnuTanu3aummn) NaumMeHT exeLHEBHO NMPUMEHSET U30-
TpetuHonH 20 mr/cyt. Cnycta 3 Hed OT Havana Tepanuu
peTMHOMAaAMMN OTMEYEHO NOSIBIEHUE 3pUTEMbI TMLLA, a TaKKe
Bblpa*EHHON CYXOCTU U WeNyWeHUs Koxu nuua. C uenbto
KynUpOBaHUS BbllleyKa3aHHbIX MOBOYHbIX AENCTBUIA MpUMe-
HEHWA CUCTEMHBIX PETUHOMAOB MaLMEHTY PEKOMEHAOBaAHO
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Puc. 2. NauuneHT H., Bo3pacTt 17 nert, cnycta 9 mec nocne Havyana
Tepanuu, BKIYaBLLe aganmumymad U n30TPETUHOMH

Fig. 2. Patient N., 17 years old, 9 months after the initiation

of therapy including adalimumab and isotretinoin

.

McTouHuK: MypawkuH H.H. n coaBt., 2023.
Source: Murashkin N.N. et al., 2023.

B TeYeHWe BCEro Kypca /le4eHUs UCNonb30BaTb 3MOJEHThI
Ha KOXy NiMua 1 nomagy ang ry6, cofeprallylo LeKcnaH-
TeHon. Cnycts 14 cyT OT Havana NpUMEHEeHUs 3MONIEHTOB
Ha KOXy /nua u ne4ebHON nomabl apuTemaTos3Hble sBre-
HUS B OCHOBHOM Obl/IM KyrnMpoBaHbl, LWeNyLWeHne KOXHOro
NMOKPOBa U ABNEHNA XENNWUTA CTaNN MEHEE BblPaXKEHHbI.

Cnycts 9 Mec OT MOMEHTa rocnuTannaauumn u3 craumo-
Hapa Ha doHe npumeHeHns aganumymaba v U30TPETUHOMHA
HabnlogaeTcs OTYETIMBAs MONOXUTENbHAA AUMHAMUKa —
4acCTUYHbIN perpecc 60MbUINHCTBA BbIChINaHMM (OTMeYaeTcs
YMEHbLUEHWE KONMYecTBa Y3/10B W nanyno-nycryn), HOBble
3/IEMEHTbl He nosBnanuce (puc. 2). Yepes 1 Hep nocne
Havana npuMmeHeHusa rnasHoro rensa (5% AeKkcnaHTeHon)
n rnasHbix Kanenb (0,3% HaTpus ruanypoHar) perpeccupo-
BaJM anobbl Ha AUCKOMOPT M CyXOCTb B obnactu rnas. 3a
YKa3aHHbIM MPOMEXYTOK BpeMeHu (1,5-9 mec oT MOMeHTa
rocnutanuMsaunn) Apyrux nobGoYHbIX SBJEHUN OT BbllEYKa-
3aHHOM NPOBOAUMOWN Tepanuun He HabaoAaNoCh.

Ana 60pbbbl ¢ PyOLOBLIMW WM3MEHEHUAMMU KOXKHOIO
NoKpoBa 6bln Ha3Ha4vyeH Kypc ynbrpadoHodopesa ¢ 0,01%
KOMMNEKCOM KOareHoNMTUYECKUX MNpoTea3 B obnacTax
C HaMMeHbWWMKU BOCMNaNUTENIbHbIMU ABMIEHUSIMKU. B cBA3K
C TEM YTO MNPV MOCTYNSIEHUN B 061ACTU OCHOBHbIX Py6LO-

BbIX UBMEHEHWIN HAXOAWNUCb BOCMAIUTENbHbIE 3MIEMEHTHI,
dun3noTepaneBTMYECKOE BO3AENCTBME Ha 3Ty 06/acTb He
npoBoAnoCh. o yka3aHHON NpuynHe npobaemMa pybLOoBbIX
M3MEHEHWW Yy AaHHOro NaumMeHTa Ha CerogHsAWHUA MOMEHT
OCTaeTcs HepelleHHOW. B ganbHenwem nnaHupyeTcs npo-
BeAeHMEe MNOBTOPHbIX KypcoB ¢uanotepanuu ansa 60pbobl
C py6LIOBbIMU U3MEHEHUAMM KOXMU, @ TaKKe UCNOoNb30BaHWe
dpakumoHHoro CO,-nasepa.

Pesynbratbl NabopaTopHbIX UCCeaoBaHui cnycta 9 mec
OT MOMEHTa rocnuTann3aumnmn NnpeacTaBeHbl HUKeE.

O6Lmi aHanM3 KPOBKM: NOKa3aTenu B npeaenax Bo3pact-
HOM HOPMBbI.

Buoxmmmyecku aHaana Kposu: C-peakTUBHbIN 6EN0K —
5,05 Mr/n (pedepeHcHbIM AManasoH < 5 mr/n), octanbHble
nokasatenu B npegenax BO3PacTHOW HOPMbl (AKTUBHOCTb
anaHWUHaMUHOTpaHchepasbl, acnapTataMUMHOTpaHchepashbl,
LenoyHon pocdartasbl, KpeaTMHGOCHOKNHASI, KOHLEHTPa-
umMs anbbyMunHa, obuiero 6enka, obulero 6unMpybuHa, rito-
KO3bl, KpeaTUHUHA, MOYEBMHbI, MOYEBOW KUCAOTbI, TPUIK-
LepnaoB, obLLero xonectepuHa, peBMatoMaHoro daxktopa).

Cnycta 9 Mec ¢ MOMEHTa rocnutanuM3auuu nayueHT
}anob He NpeabsaABASET, AePMaTOIONMYECKUI MHAEKC Kade-
cTBa »u3Hu (DLQI) paBeH 7 6annam.

MporHos

[MpOrHO3 ANs W3HW BGnaronpuaTHbIM (OXKKAAOTCA CTa-
o6unnsaumsa M/vUnu ynydylweHue COCTOSHUS 340pOBbS), ANd
BbI3JOPOBNEHUS — COMHUTENbHbIWN.

BpemeHHas wKana
XpoHonorms pas3BuTtusg 60SIE3HKU, KIOYEBbIE COOBLITUA
M NPOrHo3 A1 nauuneHTa H. npeactaBneHbl Ha puc. 3.

MHeHue naumeHTa

[locne BbIMUCKU M3 CTalMOHapa Ha GOHEe MPUMEHEHUSA
OMONOrMYEeCcKOn Tepanuu nauMeHT OTMeYaeT MocTerneHHoe
ynyyleHne COCTOSHUS 3[40POBbS B CBA3M C OTCYTCTBMEM
60M1€3HEHHOCTU M NOSIBNEHMS HOBbIX BbIChbINaHWi, perpecca
60/IblUMHCTBA CTapblX BbICbiMaHWM, HO BblparkaeT obecno-
KOEHHOCTb B OTHOLIEHWW MHOTOYUCNEHHbIX PYOLIOBbIX M3MeE-
HEHUW KOXMW.

OBCYXAEHME

B onncaHHOM KIMHWYECKOM Cny4yae MHTepec npeacTaB-
NINEeT coyeTaHue PeaKoro reHeTMyeckoro 3aboneBaHus —
cuMHApoma Panna — XomKKWHa — U Taxenon dopmbl cyn-
nypatMBHOro rugpageHuta. CuHgpom Panna — XoAXKKuHa
Bbl3BaH MaTO/IOTMYECKUM BapuaHToM reHa TP63, Koau-

Puc. 3. MauuneHT H., xpoHonorua tedeHns 60n1e3Hu, KtoyeBble cobbITUS U MPOrHo3 3a6oneBaHus

Fig. 3. Patient N., disease course, key events, and prognosis

MNosiBNeHne PacnpocTtpaHeHune [MosBneHue
nepBbIxX BbICbINaHUM NUIOHUAANbHOM
BbICbIMaHW Ha KOXy KUCTbI
Ha Koxe B 061aCTV CMNUHbI, 1 npoBeaeHne
BOJIOCUCTOW NnoaMbILLIEYHbIE onepaTMBHOrO
4acTv ronoBbl 1 NaxoBble o6nactu neyeHus
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pytouiero onyxonesbin 6enok p63 [9, 10]. leH TP63 nmeet
pelwatoliee 3Ha4YeHne Ans NPaBUIbHOIO Pa3BUTUS U TOMEOD-
cTasza MHorocnonHoro anutenuns [5]. OH KoaupyeT dakTop
TpaHCKpUNuMM p63, KOTOPbIA 3KCMPECCUPYETCA B PaHHUX
KepaTUHOLMTax 1 aMO6PUOHaNbHOM 3KTOAepMasibHOM rpebHe
BO BpeMmsl pas3BUTUS U TaknMm 06pa3oM y4yacTBYyeT B Mpo-
nnobepaumn, anddepeHUMpoBKe, anonTo3e KepaTMHOLUTOB
M 06pa30BaHMUM MENKKIETOYHbIX KOHTAKTOB 3anuaepmuca,
BNMASA Ha P-KagrepuH (Knacc MONEKYN KNETOYHOM afresvu)
1 gecMmocomainbHble 6enku [5, 10]. HegoctatoK p63 y Mblllen
CNoCco6CTBOBAN Pa3BUTUIO 3PO3UN KOXKU C aHOMaNUAMMU
6a3anbHOM MeM6paHbl, TaKXe Hapylwanacb Crnoco6HOCTb
K 3aXMBMEHWUIO paH U He Pa3BUAWCL ANUTENUabHblE MPU-
AaTKu. KepaTUHOLMTBI Y 3TUX MbIlEN He noaBepranunch Tep-
MWHanbHON anddepeHunposke [10, 11]. Ha aTtom ocHoBa-
HUW MOXHO MPEAMNONOKMUTb, YTO pereHepaLma nopaxeHHoN
CYNnnypaTUBHbIM TMAPAAEHUTOM KOXM Yy MALMEHTOB C CUHA-
pom Panna — XomXKWHa npoucxoauT 6onee MeaneHHo —
BBUWAY HaPYLUEHWS KU3HEAEATENbHOCTU KePaTUHOLIUTOB.

CuHapom Panna — XoaKKWHa y AaHHOro nauueHTa npo-
TeKan ¢ nopaxkeHveMm 3y60B, a TaKKe KOXMW U ee NpuaaTKoB
CO CHUXEHMEM KOMMYECTBA CaNbHO-BONOCAHbIX GOMINKYNOB,
M3MEHEHUEM CTPYKTYPbl BOIOC, CYXOCTbIO KOXHOI0 NOKpoBa
1 OONNUKYNAPHBIM KEPATO30M, OHUXOrpMdO30M 1 aTenmnen,
ONCOYHKUMEN TOSIOKPUHOBLIX CallbHbIX XKene3 BeK — MeMn-
60omMueBbIX xenesd. OnucaHHbIM CMMNTOMOKOMIIEKC YKNa-
AblBaeTca B KNacCMYeCcKoe onucaHue KIWHWUKKU CUHAPOMa
Panna — XoakuHa [2]. BmecTe ¢ TeM npumevaTeneH ToT
}aKT, 4TO MPU CHWUKEHHOM KONMYECTBE CaflbHO-BOIOCSAHbIX
GONNMKYNOB Y NaLMeHTa (Mo AgaHHbIM NaToOMOPPONOrn4yecKo-
ro uccnefoBaHua GuonTata Koxun) HaMu oTMeYeHa Taxenas
dopma cynnypaTtMBHOro rugpageHuta. lpn aToM U3BECTHO,
YTO Y NALMEHTOB C CynnypaTMBHbLIM TMAPaAEHUTOM pasmep,
NAOTHOCTb pacnpeaeneHnst u/unm KonM4ecTBO anoKPUHHbIX
ene3 conoctaBMMbl C TaKOBbIMKU Yy 340p0BbIX [16]. N aaH-
Hbl KIMHWUYECKUIN Cnyvyan OEMOHCTPUPYET NOATBEPKAEHUE
3TOr0 YTBEPHKAEHUS.

CynnypaTMBHbIA TMAPAAEHUT UMEET MHOro(paKTOPHYIO
npupoay M ABASETCH XPOHWYECKUM MMMYHOOMOCPEefOBaH-
HbIM 3a6oneBaHueM [16, 14]. OH oTHOCUTCH K GONAUKYAap-
HbIM 3ab6oneBaHMaM, Bbl3BaHHbIM AehEeKTOM HaKomaeHus
KepaTuHa, NpMBOASWUM K QONIMKYNAPHON OKKI3MK. JTa
3aKynopKa MOXKeT ObiTb cneacTBMeEM AedEKTHOrO BPOXK-
OEHHOro KNeTo4yHOro MMMyHUTETa UK GblTb Bbi3BaHa Apy-
rTMMWU He3aBUCUMbIMKU dakTopaMu. MpUUYUHBI GONAUKYA[p-
HOM OKKJ/IIO3MM MOMIHOCTbIO He onpepeneHbl [25]. Bmecte
Cc TeM OQONNUKYASPHbIM FMNepKepaTtos, 06YCNOBAEHHbIN
naTofIorM4yeckMm BapuaHToM reHa TP63 (cuHapom Panna —
XogXKKuHa), no-BMAUMOMY, ycyryénser v noagepuBaer
TeYeHne cynnypaTMBHOrO ruapageHuta. B passutum cynny-
pPaTUMBHOMO rMApaAeHUTa TaKKe y4acTBYIOT MOMEKY bl aare-
31K, NPOBOCNANUTENbHbIE LIUTOKMUHBI, reHETUYECKasa npea-
PacnonioXeHHOCTb, 0CO6EHHOCTU MUKPOBMOMa (B TOM 4nUcne
ob6pasoBaHne 6MoNNeHokK) [16].

Ha paHHMX 3Tanax mopaxeHus KOXHOro MoKpoBa npu
CynnypaTMBHOM ruipageHuTe B o4arax onpeaensieTcs Hop-
ManbHas MUKpodopa, YTO NO3BONASET NPEANONOKUTb, YTO
6aKTepuanbHaa MHOEKLMA BTOPUYHA MO OTHOLLEHMIO K BOC-
nanutenbHoOMy npoteccy B aebtote 601e3HU [25]. CHUKEHne
6apbepHOn OGYHKLUMK KOXM, 0OYCNOBIEHHOE CUHAPOMOM
Panna — XoArKuHa, cnocob6CTByeT 06MEeryeHuto MPOHMUK-
HOBEHMSA MUKPOOPraHM3MOB BryOb KOXW WM MOALEPIKAHUIO
BOCMNanuTeNbHOro npouecca [24]. Bmecte ¢ TeM nokasaHo,
4YTO OAHMMM M3 K/KOYEBBIX LMTOKMHOB B MaToreHese cymnmny-
paTUBHOMO ruapageHuTa aBATCA GaKTop HEKPO3a ONyxou
anbda (TNF-a) u nHTepnenkunu 17 (IL-17) [14, 16]. TNF-a
yBeNnn4mMBaeT OTHOLIEHNE KonryecTBa T-xennepoB 17 (Th17)

K perynatopHbiM T-KNeTKam, a TakKe KOMYecTBO MOJIEKY
aAre3unu, YTo BeAET K MUrpauun NeMKOUMUTOB K GONNKYIaM,
nponudepauum anuTenuss U CBA3aHHOW C 3TUM OKKJIO3WK
donnunkynos [14]. IL-17 yBennymBaeT BbIpabOTKYy MaKpo-
daramu IL-13 n TNF-«, BeAd, Taknum 06pa3oM, K pa3BuUTUIO
rMNeppeakTMBHOCTM MMMYHHOM cucTemsbl [16]. B cBoto ove-
peab, Th17 aBnaoTCa OCHOBHbIMKW NpoayueHTamu IL-17 [16].
B nopaKeHHON Koxe y NauneHToB Konnvectso Th17 3Hauu-
TENbHO Bbllle NO CPaBHEHWIO KaK C ayTOIOrMYHOM BUAMMO
HEU3MEHEHHOW KOXEWN, TaK 1 C KOXXern 300p0oBbix togen [14].
Bonee T0ro, Mo Mepe MPOrpeccMpoBaHns CynnypaTMBHOMO
rmapageHuTa ysenmunsaetca npoaykuma TNF-«, IL-17, IL-1,
Kacnasbl 1 [16]. Mpn aTom cogepxkaHme TNF-a B nopaxKeH-
HOM KOXe W CblBOpPOTOYHas KoHueHTpauus IL-17 accouu-
MpOBaHbl C TAXecTblo 3aboneBaHunsa (KonndectBo TNF-a
W KOHUeHTpauus IL-17 Tem Bbllle, Yem TaxKenee 3aboneBa-
HUe ¢ y4eToM Knaccudukaumm no H.J. Hurley) n He 3aBucar
OT nona u Bo3pacTta 60/bHbIX [16, 22]. 3TU OaHHble AatoT
o60ocHOBaHuWe ans Tepanum 6MONOrMYECKMMK NpenapaTtamu,
HaLeNeHHbIMW Ha UMTOKMHbI, Takue Kak TNF-a [22].

BBuay o6Wmnx naToreHEeTUYECKUX YEPT HEKOTOPbIE aBTO-
pbl CYUTAIOT, 4TO CYNMNypPaTUBHbIV FTMAPAAEHUT ABASETCS pas-
HOBWMOHOCTbIO MHBEPCHbIX akHe [14].

B neyeHun naumeHTa HaMu UCMONb30BaNCA KOMMAEKC-
HbIA MOAXOA C NMPUMEHEHMEM MEAMKAMEHTO3HbIX MU HEMEAN-
KaMeHTO3HbIX MeToAoB Tepanuu. CornacHo AaHHbIM aKTy-
aNbHbIX KIWMHWYECKUX MWCCNEeAoBaHWI, TaKTMKa Tepanuu
CynnypaTMBHOIO rMAPaAEHWUTa 3aBUCHUT OT THXKECTM NaTono-
rmyeckoro npouecca. Hanbonee pacnpocTpaHEHHOW cuUcTe-
MOM KnaccuduKaLmu cynnypaTtMBHOrO rMapajeHvTa sBns-
eTca cuctema ctagupoBaHua no H.J. Hurley (1989) [20],
KoTopas npeacrtaBnsieT COOOM TPEXCTyNeH4aTyl Kiaccu-
PUKaLMIO TAXKECTU 3aboneBaHusl, npefHasHa4yeHHylo a1
nomoln B Bblbope nevyeHuss. KnaccndbuKauma ydyntbiBaeT
KO/IMYECTBO 3M1EMEHTOB, MYOGUHY WX 3aneraHus U pacnpo-
CTPaHEHHOCTb, @ TaKKe KONMYeCTBO 3Nn3040B 060CTPEHUS,
HO He MO3BONIAET OLEHUTb aKTMBHOCTb 3a60NEBaHUS WK
peakuMio Ha MpoBOAMMOE fleyeHue. Y OMMCaHHOro Hamu
nauueHTa ctagus 3aboneBaHns OLEHEHA KaK TpeTbs (MaK-
CUMasbHO TaXenas) — MHOMECTBEHHbIE NMopaXKeHus ¢ dop-
MWUPOBaHWEM CBWUILLEN, peLUaMBUpPYIOLLMMKU abcueccamu,
pyéuamu. Mo knaccudukaumm H.J. Hurley, ctagua Il 3a60-
NeBaHUs paccMaTpUBaETCs KaK MOKa3aHWe K Ha3Ha4yeHuio
6uonormnyeckomn Tepanuu [20, 26].

YuutbiBas Knto4deByto ponb TNF-a B BOcnaneHuu u, cne-
[JOBaTeNbHO, B MaToreHese CynnypaTMBHOIO rnapageHuTa,
B Ie4EHUM JaHHOro 3ab60NeBaHUs ¢ JOKa3aHHOM apdEKTUB-
HOCTbIO NpumeHsatoTes MHrnéutopbl TNF-a [20, 27].

CTOWUT TaKXe OTMETUTb TOT aKT, 4TO B MpaKTUKe 3apy-
6eXHbIX Konner nHrnéutopbl TNF-a aBnstoTca Hanbonee pac-
NPOCTPaHEHHbIMWU GUONOrMYECKMMU Npenapatamun, UCNosb-
3yeMbIMW MPU CynnypaTMBHOM rMapageHuTe y aeten [22].

Haunb6onee yacto cpean nHrnémutopoB TNF-a npumeHsioT-
cs MHGNMKemab v aganumymat. AGPeKTUBHOCTb U NPodPusb
6e30MacHOCTH, 04HAaKo, Bbllle y aganMmymaba [25, 28].

B cBS13K ¢ 3TMM, a Takke no npuinHe HeadPEKTUBHOCTH
paHee MNPOBOAMMOrO fe4vyeHUs Hamu 6blna MHUUMKMPOBA-
Ha Tepanus reHHO-UHMKEHEPHbIM GUMONOrMYECKUM npenapa-
TOM aganMMymab — PEKOMOMHAHTHbIM MOHOK/IOHANbHbIM
aHtutenoMm K TNF-a. Aganumymab CeNneKTMBHO CBSI3blBaET-
CSl C MOBEPXHOCTHbIMU KNETOYHbIMKU peuenTopamn K TNF-a
(P55 u p75) n HenTpannadyet 6MONOrMYecKMe PyHKLMKU 3TO-
ro LMTOKWMHA, MpepbiBas TeM CaMblM KacKaj BOcCnaneHus.
Bnepsble aganMmymab Obll 3aperucTpMpoBaH Mo MoKasla-
HUIO «peBMaTONaHbIA apTpuT». B nocneaywowem B ABOMHbIX
cnenbix nnaue60-KOHTPONMPYEMbIX MCCnefoBaHUsAX Oblia
[loKa3aHa 3dPEKTUBHOCTb MpenapaTta Npu cynnypaTtMBHOM
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ruapageHunte [25], 4TO MO3BOMAO BKIOYUTb WMHBEPCHbIE
aKHe B nepevyeHb NOKa3aHWM Ansa NpUMEHeHUs aganMMmyma-
6a [26, 27]. B 2015 r. npenapat 6bln1 0406peH ANs NeYeHus
60/bHbIX C CynnypaTUBHLIM rMApPageHUTOM U B PocCUCKON
denepaummn. B HaydHbIX Ny6AMKaLMax onvcaH yaaduHbl onbIT
nNpMMeHeHWs ajanuMmymatba Ans fedeHus cynnypaTUBHOMO
ruapageHunTa y B3pocsblx NauneHToB [28, 29], ogHaKo ny6nu-
KauWi OTHOCUTENbHO ero NpUMEHEHUs AN fe4yeHus cynnypa-
TUBHOTIO rMapaaeHunTa y aeten B Poccuinckon degepaumnm Her.

Mpn npuMeHeHuMn aganuMmymaba y Halwero nauueHTa
oTMevaeTca ynydweHue nokasatenen DLQI Ha 17 6annos
(c 24 6annoB nNpu NOCTYMN/IEHUN B OTAENIEHUE AepMaTOo/iIorMum
W annepronorun go 7 6annoB npu onpoce cnycta 9 mec oT
MOMEHTa BbIMUCKU M3 OTAENEHWS OepmMaTonornv 1 annep-
ronoruun). 3T OaHHble OTOGpaXKaloT yAydlleHWe KadecTBa
YU3HU MPU NPUMEHEHMN BUONOrMYECKON Tepanuun yxe npu
NPOMEKYTOYHOM OLIEHKE SIeYeHUs.

Bonpocbl Tepanmm reHHO-UHXEHEPHbIMU BUONOrMYECKHU-
MU Npenapatamu 3acayKMBatoT NPUCTaNbHOro 06CYKAEHHS,
BeAb, HECMOTPS Ha UX 3PDEKTUBHOCTb, MHOIME cneunanmc-
Tbl 4O CMX MOP OTHOCHATCH K NEKAPCTBEHHLIM CPEeACTBaM AaH-
HOW rpynnbl CO CKENCUCOM, OCOBEHHO B OTHOLWIEHWM NaLUEH-
TOB AE€TCKOW BO3PACTHOM rpynnbl. TEHAEHUUS K MPUMEHEHUIO
6051ee aKTUBHbIX METOLOB NeYeHMs (B TOM Yucne npumMeHe-
HUS TEHHO-WHXEHEepPHOW GMONOrMYEecKOn Tepanuu) y aetemn
M NOAPOCTKOB ABASIETCH COBPEMEHHOM M 06OCHOBAHHOW.

3AK/TIOYEHUE

YuuTbiBasg conyTtcTByollee 3abosieBaHWe, a MMEHHO
cuHApoM Panna — XoOXXKWHa, AaHHbIA KIIMHUYECKUIW cnydYan
noaTBepxgaeT ToT GaKT, YTO NauMeHTbl C CynnypaTUBHbLIM
rMAPaAEHUTOM He WMMEIOT yBENMYEHHbIX B pa3mMepe ano-
KPUHHbIX enes3 Wan MOBbILWEHHOM MAOTHOCTM MX pacnpe-
[JeneHns no CpaBHEHUIO CO 340POBLIMM NtogbmMu. Hamwu
OTMeYeHa TaxKenas MaHudecTauus 3aboneBaHusa y nauwu-
€HTa C reHeTMYECKN ONocpeoBaHHbIM CHUMXKEHHbIM Konunye-
CTBOM CalflbHO-BONOCSAHbIX GONINKYNoB. HYacTto HabnogaeTcs
3HauYUTENbHAA 3afeprKKa Mexay NosiBNeHWEM CUMMNTOMOB
CynnypaTtMBHOIO rugpageHuTa M MOCTAaHOBKOM AuarHosa.
ToT ¢daKT, 4YTO AMarHOCTMKa CynnypaTMBHOrO ruapageHvTa
BbI3bIBAET 3aTpPyAHEHME KaK y AepMaTOBEHEPOOroB, Tak
My Bpayvyen CMEXHbIX creuunanbHOCTEN, NPUBOAMT K MNpo-
BEAEHUI0 HepaLMoHanbHOM aHTMOaKTepuanbHOM Tepanuu
M MHOFOYUCNEHHbIX OMepaTMBHbLIX BMelWwaTtenbcTB. Takue
OLWMBKM YpeBaTbl pa3BUTUEM @HTUOUOTUKOPESUCTEHTHOCTH,
06pa3oBaHNEM CTOMKMX KOCMETUYECKUX AedEKTOB M, KaK
CnefcTBMe, COXpaHEHWEM KadvecTBa KM3HWM MauuMeHTa Ha
OTHOCUTENIbHO HU3KOM YypoBHe. lpumMeHeHne 6uonoruye-
CKMX MpenapatoB SBASETCH B JI€4EHUM CynnypaTuBHOrO
rmapageHnTa HOBOW BEXOW, KOTOpas no3Bosnia M3MEHUTb
yCTapeBLUMI MOAXOA K Tepanuu TSXKenblX NaLuMeHToB M AaTb
UM Hagexay Ha unanedeHune. OgHaKO, HECMOTPS Ha BCe oYe-
BUIHbIE MIOCbI, B CBA3M C HEGO/bLIMM OMbITOM UCMONb30Ba-
HWMS BUONOTMYECKMX MPenapaToB UX NPUMEHEHWE Hy)aaeTcs
B JaNlbHENLLIMX NCCNeAoBaHUSX.

UWHO®OPMUPOBAHHOE COINIACUE
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