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AHHOTaIMA

Axmyanvrocmo. Bpoxpéuubiit 0ynnésHsii snupepmonus (BB3) — cucreMHoe XpoHMYecKoe TsKENOe penkoe 3aboyeBa-
HIle, Tpebyollee IOXI3HEeHHOI Teparmuu. B PO nya guctpoduyeckoro tuna BB nprumenseTcs HesaperucTpupoBaHHblil B PO
IperapaT TeHHOI Tepamuu OepemareHa remeprasek. B 2025 rogy B PO 3apernctpupoBaH HOBBIII JIeKapCTBEHHDI IperapaTr
®ub3yBec® — KOMIUIEKC TPUTEPIIEHOB B pOpMe TeNIs [/ HAPY>KHOTO IIPUMEHEHsI, IOKA3aHHbIIl KaK IIPY JUCTPOPUIECKOM,
TaK U IIpU IOTpaHNYHOM Tumnax BB3.

Ilenv. CpaBHUTD HArpy3Ky Ha OIOIKET Ipy IPYMEHEeHNM KOMIUIEKCa TPUTEPIICHOB 1 OepeMareH renepraBsek y MaleHTOB
¢ BE9 B PO.

Memoowvt. [TpoBenéH aHanmu3 BIMAHMA Ha OIO[DKET C IO3ULVM 3LPABOOXPaHEHNUA. 3aTpaTbl — Ha OCHOBE JAHHBIX IoC3a-
KYIIOK. YUTeHBbI IIepeBA30YHble cpefcTBa. Ilony/amnus (manyeHTsl Momoxe 18 jeT) cMofenupoBaHa 110 JaHHBIM POCCUIICKOTO
peructpa Bb3. TopusonT 3 ropa.

Pesynvmamuvi. Ananys BIysHMA Ha OI0[DKeT II0OKa3bIBaeT CHIDKEHIE 3aTpaT Ha Tepamuio o 14,5 pas Ipyu IpuMeHeHMM KOM-
IUIeKca TPUTEPIIEHOB B CPaBHEHMY C IIpelapaToM OepeMareH renepnasek. B ciieHapuu, mpepnosnaraoleM, 9410 30% maryeHToB
¢ puctpoduyeckum tunom BB 6ynyT Ha Tepanuu KOMIIEKCOM TPUTEPIIEHOB, CyMMapHas 9KOHOMMS 3a 3 Tofja MOXKeT COCTa-
BUTH 10 17,0 MiIpA py6., Ipy 9TOM TepaINIo OIy4YaT KaK MalMeHTsl ¢ AucTpoduyeckuM tTunoMm BBI, Tak u 3a cuéT sKoHOMMUYN
TOTIO/IHUTENbHO MALMEeHThI ¢ IOrpaHNYHbIM BB3.

3axntouenue. I[IpuMeneHre KOMIUIEKCA TPUTEPIICHOB P AUCTPOPIUIECKOM U IIOrPaHNYHOM Tunax BB sapnsercsa ¢papma-
KO9KOHOMIYECK! 00OCHOBAHHBIM, IT03BOJIACT CYLECTBEHHO CHUSUTD HAIPY3Ky Ha OImKeT 1 obecrednBaeT HOCTYII K IaTore-
HETMYeCKOI Tepanmy Iyt OOJIbIIEro Yyca MalMeHTOB, BKII0Yas TeX, JJIA KOTO aJIbTePHATUBBL paHee He CYILeCTBOBAIO.

KiroueBspie coBa: papMaKo9KOHOMMKA; aHA/IN3 BIVAHNA Ha OI0/KeT; BpOXK/IEHHBIN Oy//IE3HBLI SIMIePMOIIN3; TPUTEPIICHDL;
OepeMareH renepIaBek; FeHHas Tepams; opgaHHble Iperaparsl; pefkue 60mesHy; 6epe3bl KOPbI IKCTPAKT
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Abstract

Relevance. Inherited epidermolysis bullosa (EB) is a severe, chronic, systemic rare disease requiring lifelong therapy. In the
Russian Federation, the unregistered drug beremagene geperpavec is used for the dystrophic type of EB. In 2025, a new drug
Filsuvez® — a triterpene complex in gel formulation for topical application — was registered in the Russian Federation for both

dystrophic and junctional types of EB.

Objective. To compare budget impact of using the triterpene complex versus beremagene geperpavec in patients with EB in

the Russian Federation.

Methods. A budget impact analysis was performed from the healthcare perspective. Costs were based on the planned price
of the triterpene complex and state procurement prices for beremagene geperpavec. Dressing costs were included. The patient
population (patients under 18 years of age) was modelled using data from the Russian EB registry. Time horizon 3 years.

Results. The budget impact analysis demonstrates a reduction in treatment costs of up to 14.5-fold when using the triterpene
complex in comparison with beremagene geperpavec. In scenario expecting 30% of patients with dystrophic EB receive triter-
pene complex therapy, the total savings over 3 years amount is to 17.0 billion RUB, at the same time both patients with dystro-
phic EB and additionally, due to cost saving, patients with junctional EB receive treatment.

Conclusion. The use of the triterpene complex for dystrophic and junctional types of EB is pharmacoeconomically justified,
significantly reduces the budget burden, and expands access to pathogenetic therapy also for patients with junctional EB.

Keywords: pharmacoeconomics; budget impact analysis; inherited epidermolysis bullosa; triterpenes; beremagene
geperpavec; gene therapy; orphan drugs; rare diseases; burch bark extract
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Beegenne/Introduction

Bpoxpéunplit Oymnésnplit snupepmonnus — ¢eHo-
TUIMYECKU U T€HeTUYeCKN reTeporeHHas IPYyIIa IeHo-
IepMaTO30B, OCHOBHBIM K/IMHUYECKVM IIPOSIBIEHUEM
KOTOPBIX fBJIAIOTCA Iy3bIPM, BOZHUKAIOIINE MOCIE He-
3HAYUTEIPHOTO MEXaHMYEeCKOTO BO3JEICTBUA Ha KOXe
U CIMBUCTBIX 000/I0YKaX BCIIEHCTBME TeHETUYeCKU 00-
YCTIOB/IEHHBIX /1e(eKTOB CTPYKTYPHBIX O€IKOB KOXU,
o6ecrednBanIX NHTPAdNNAEePMa/IbHbIE YN JePMO3-
nyjiepMasbHble CBA3M.

Pa3Butie BpoX/IEHHOTO OY//IE3HOTO SMMAEPMOIN3a
(BB3) o6ycnoBneHo MyTanyusAMy TeHOB, KOAMPYIOMINX
CTPYKTypHBIe O€/IKM KOXM, KOTOpble 00ecIednBaioT
CBAI3b MEXJY 3MuaepMucoM u siepMoit. K HacTosiemy
BpeMeHM BbIABIEHO 6onee 1000 myTanmit B 20 reHax
CTPYKTYPHBIX O€NKOB KOXXM, YTO MOXXET IIPUBOJUTDH
K Pa3BUTUIO Pa3TMYHbBIX KTMHINYIECKNX TUIIOB BPOXKIEH-
Horo Oy/nné3Horo snyupepmonusa [1-3].

C MyTanysAMM CBS3aHBI HAPYIIEHV CUHTe3a 0eIKOB:
OTCYTCTBME Oe/ka, CMHTe3 (YHKIMOHATbHO HEIOIHO-
LIeHHOTO OeJIKa, CMHTe3 Oe/Ka C HapyIIeHUSAMM CTPYKTY-
PbI, 06/IErYalomMU JOCTYII K O€/IKy IpoTeas, YTo IpH-
BOJMNT K €r0 OBICTPOMY pas3pyILIEHUIO.

CormacHO OlLleHKaM, pacIpOCTPaHEHHOCTb BPOXK/IEH-
HOTro 6y/I/IE3HOTO SNIepMO/N3a Ha Tepputopyn 60 u3 85
cyopekToB Poccmiickoit Penepanyu B 2016 1. cocTaBu-
na 3,9:1000000 Hacenenmsa, 3aboneBaeMocTb B 2016 T.
cocrasuia 0,33:1000000 [1, 4]. CornmacHo maHHBIM «Pe-
TUCTPa TeHeTUYECKUX U JPYIUX PefKuX 3a00meBaHumi»
6marorBoputenpHOro doupa «letn-6abouxm» Ha 2024 1.
B P® 6p11 3aperncrpuposan 491 pe6énok ¢ B63. Coor-
HOIIIeHJ e MaJIbuMKOB U JIeBOYEK COMOCTaBUMO C TaKO-
BBIM B Mupe 1 coctasydet 1,08:1. Cpenu mereti go 17 net
BKJIFOUUTENIbHO PacIpoCcTpaHéHHOCTb BbBO cocrasiii-
et 15,48:1000000 (o cocrosiumio Ha 1 ssHBaps 2024 r.).
Hanbonee MHOro4Mc/IeHHass BO3pacTHAs TpyIIIa jieTell
(12-18 meT) — HacumThiBaeT 146 MaI[MEHTOB, CPETHUIT
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Bo3pacT 14,32+1,72 ropa. Pactipenenenne o tunam BbO
crenyomee: AUCTpoduyueckuii — 261 malueHT, Ipo-
cToit — 191, morpannynslii — 31 u ¢ cungpomoM Kunp-
nep — 8 manueHToB. PoxxzpaemocTs meteit ¢ BB3 cocra-
Buaa (Ha 100 Thic. popuBLMXCcs geteit): 2019 . — 1,42,
2020T. — 2,09, 2021 r. — 2,65,2022T. — 2,76 1 2023 1. —
1,74. CpegHAA pOoXXIaeMOCTD 3a 5-7eTHUI TePIOJ, cOCTa-
BuIa 2,13:100000. 3a 3TOT XKe Iepuof, 3aperucTpupOBaHO
22 neranpHBIX Ucxofia (Menuana Bospacta — 0,54 ropa).
ITo sTOMy mOKa3aTeno JOMUHUPYET MOTPAHNYHBIN TUII
BBS — 59,1%. Haubonbpimass cMepTHOCTb OTMeuyeHa
B Bo3pacre J10 1 roga — 65,2%. IlonnopranHas HegmocTa-
TOYHOCTD, Pa3BUBLIASCA B Pe3y/IbTaTe CENCUCA, ObLIA ca-
MOJ1 4acTOl IPUYNHOI cMepTH Ipu oboux tumax BB
(morpannynoM u gucrpogudeckom). Ilpu gucrpoduye-
ckoM BB cMepTHOCTD cTabMIbHAS U COCTABIIACT B CPefi-
HeM 2 JIeTa/lbHbIX Kcxofia B rof. ITpu norpannynom BbO
XapaKTepHa BbICOKAasl CMEPTHOCTb B PAHHEM BO3pacTe —
B nepsble 100 [HE >KU3HM BEPOATHOCTb BBUDKMBAHNA
cHpkaeTcs moutu 5o 0% [14].

OCHOBHBIM K/IMHMYECKVMM IPU3HAKOM TI0060T0 THUIa
BPOXX/IEHHOTO OY/UIE3HOTO SMMAEPMON3A ABJIAETCS I10-
ABJI€HJE ITy3bIPEeil PV HE3HAYNTENbHONM MeXaHNYeCKOil
TpaBMe. [l BceX KIMHMYECKUX (OPM IPOCTOro Oyi-
JI€3HOTO 3MEPMOJIN3a XapaKTePHBI I10/TyLIAPOBU/HBIE,
HaIpSDKEHHDBIE, TTOTHOCTBIO 3aIllOJTHEHHBIE >KMKOCTBHIO
ITy3BIpY, BOSHMKAIOI[VE Yallle B MECTaX TPEHMA M TPABM.
[Ipn morpanmyHOM M pAuCTpodUYecKOM OyIIE3HOM
3MN/IEPMOJIN3€ My3bIPY BA/bIE, CO CKIAYATOM, CBICAIO-
1ieil Mof BECOM >KMJKOCTY IOKPBILIKOM, JIETKO BCKPbI-
Balolyecs, obpasyrolinecss He TOIbKO B MeCTax TpPaB-
MUPOBaHI, HO I B MECTaX PacTsHKEHUA KOXY (IOMBI-
IIeYHbIe ) ITAXOBble CKIAfKy, IIes). MHOXXeCTBEeHHBIE,
¢ 6ONBIION IUIOMIANbI0 MOPAKEHMsI ITY3BIPYU Y SPO3UN
MOTYT HaOMIOAaTbCs HMpK JIOOBIX IOATHUIIAX 3aboreBa-
HUA, eJVHNYHbIe — IIPEeUMYIIEeCTBEHHO IIPM IPOCTBIX
nopTunax. O6pasoBaHue MIIMYMOB Ha KOXe IIPUCYIIe
moboMy Tuiy 3aboneBaHus, NUIMEHTHbIE HEBYCHI Xa-
PaKTepHBI I PelleCCUBHOTO AUCTPOPIYECKOTrO MOATHU-
na. [Ipy Bcex MOrpaHMYHBIX ¥ JUCTPODIYECKIX TOATH-
mmax 3abosieBaHMA HAOMIOMAETCA IUTENbHOE 3a KUBIIE-
Hue spo3snit [1].

B HacToAI€e BpeMA MpenaparoB [ STUOTPOIHON
Tepanum BpoXXEHHOT0 Oy/IE€3HOrO0 anmaepMonusa B PO
He 3aperucTpupobano. COIacHoO yCTOABLIENICA TPaKTU-
Ke Tepalus BK/II0YaeT yXOf] 3a MOPaKEHHOI U Heropa-
JKEHHOI KOXell, IeKApCTBEHHYI0 TE€PaIMI0 MOPaKeHUI
KOXM M CIIM3MUCTBIX O0OJIOYeK, JIeYeHNe OCIOXHEHMI
3aboneBanus (aHeMuy, ICEBROCHHIAKTUINY, Kapueca
U afIeHTUy, CTPUKTYp IMIIEBOAA, OCTEONOpo3a M Jp.)
CIIelMaINCTaMI  COOTBETCTBYIoIIero mpodwna (Bpa-
YOM-TepaleBTOM, TI'€MaTOJIOTOM, T[aCTPO3HTEPOJIOroM,

Xnpyprom, cromaroynorom) [1, 5, 6, 7, 16]. Puck Hexoro-
PBIX OC/IOXKHEHMIT MOXKeT OBITh CHIDKEH C IIOMOLIbIO JTe-
4eOHOro MMUTaHMA. B HEKOTOPBIX caydasx HeoOXoxmma
Xupyprudeckas obpaborka pas [1].

B kavecTBe crenudnyeckoil paHO3KMUBIIAIOLIEN
teparuy BBO B PO npumenserca npemnapar Vyjuvek
(beremagene geperpavec) (mamee OyAeT YIOMMHATbCS
B PYCCKOSI3BIYHOI TpaHCKpunuuyu Bumxysek (6epe-
MareH relepraBeKk) — IIperapaT A/ TeHHON Tepamun
MOBPEXICHNIT KX TIPY AUCTPOPIIecKoM OyIIé3HOM
anupepMon3e y geteit u B3pocnbix [8]. [Ipenapat He 3a-
perucTpupoBaH B PO, He BK/II04eH B pOCCUIICKIE K-
HI4ecKye pexoMeHpanuy. ObecrieunBaeTca B paMKax
®onpa «Kpyr fobpa» [15] u pernonanbHOro OromKeTa.

B HacTosAmee Bpema B mupe u B PO mna nevenmsa
HOBPEXICHNIT KOXKM U AUCTPOPUYECKOM M Iorpa-
HuyHOM BD3 pocTyneH npemnapar ¢ naToreHeTM4ecKyuM
MEXaHU3MOM [IeJICTBUSA, COfepKalliuii KOMIIJIEKC Tpu-
TEepIIeHOB B (hopMe Teid I HapY)XHOTO IPMMeHEeHNUs
(Punpsysec). [Ina mpemaparoB, He MMEIONIMX MeX-
AYHApOJHOTO HEIATeHTOBAHHOIO HAa3BAHMA, COCTAB-
AsieTcs TPYNNMPOBOYHOE HAMMEHOBAHME HAa OCHOBE
POIOBOTO M BMJOBOTO HAaMMEHOBAHMUII IPOM3BOJIIIE-
rO pacTeHMs M HasBaHMA MOPQOTOrMYECcKOil TPYIIIbI
pacteHus. IpynnmpoBoyHOe HauMMeHOBaHUe reid, CO-
iep>Kallero KOMIUIEKC TPUTEPIEHOB — 6epé3bl KOpbI
9KCTPAKT (Jja/iee IO TeKCTY — KOMIIIEKC TPUTEPIIEHOB).
OH mpencTaBsaeT co60il CTEPUIbHBIN TeKapCTBEHHBII
mpemnapar g Hapy>KHOTO IPYMEHEHVs, BBIITYCKaeTCs
B (hopMe 6eCI[BETHOTO VW/IM C/IeTKa YKEeNTOBATOrO OIajec-
nupyiouero rend. [IpemapaT mokasan BbICOKYI0 o dek-
tuBHOoCTb B PKM III crapguu [9], omobpen AreHTcTBOM
CIIA 1o KOHTpOMIO 3a NPORYKTaMM IUTAaHUA U JIe-
kapctBenHbiMu cpenctBamu (FDA) [19]. Kpome Toro,
npenapar ofgobpeH EBpormeiickuM areHTCTBOM IO Jie-
KapcTBeHHbIM cpefictBaM (EMA) [20], HarnyonanpHbIM
MHCTUTYTOM 3[JpaBOOXPAHEHN U COBEPUICEHCTBOBAHMA
MenuuuHcKoit oMoy Benmnkobpuranun (NICE) [21],
BHECEH B CIMCOK OpgaHHbIX IpenaparoB B Pecrybiuke
Asepb6aitmxan u Pecriybnuke Bemapych, a Takke BKITIO-
4€H B K/IMHIYeCKIe peKoMeHanym B Pecrrybnuke Y36e-
kuctaH u Peciybnuke Asep6aiimkan [17, 18]. B Hos6pe
2025 ropa npemnapart, CofepKalnil KOMIUIEKC TPUTEPIIe-
HOB, 3aperucTpruposaH B PO 114 1edeHns MOBEPXHOCT-
HBIX paH y MAaIVeHTOB C IOTPaHMYHBIM U AUCTPOU-
4ecKVM Oy/UIE3HBIM SIMAepMOIN3oM ¢ 6 Mecsnes [10].
B Poccniickort ®enepaiuy 1eKapCcTBEHHBIN IIpemnapar,
cofepyKalnii KOMIUIEKC TPUTEPIIEHOB — Oepé3bl KOPBI
9KCTPAKT, BKMOUEH B KimHmdeckme pexoMeHaIVM
0 BPOXXIEHHOMY OY/UIE3HOMY SNNIEPMONN3Y, YTBEPXK-
néunble Munsgpasom P® [22]. Ilpemapar mmeer op-
¢danubii craryc B PO [10]. Takum ob6pas3om, B HaCTOs-
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iee BpeM:A B P® focTynHbl iBe aibTepHATYBHbIE MHHO-
BallMOHHbIE MEIMILIMHCKIE TEXHOIOTUN I/ PAHO3aK/B-
JsIIoLelt Tepanuy npyu BB, B ¢BA3M ¢ yeM mpepcTaBiLA-
€TCs aKTYa/IbHBIM COIIOCTABUTD VX BIMSHIE Ha OI0IKeT
U CBSI3aHHbIE C UX IIPMMEHEHNEeM 3aTpaThl.

Marepuansl u MeTonnl/ Materials and methods

[TpencraBneHHbIT PapMaKOIKOHOMUYECKIIT aHAIN3
BBIIIO/IHEH HAa OCHOBE OIYO/IMKOBAaHHBIX B OTKPBITON
HevyaTy IAHHBIX, B CBA3Y C YeM 3aK/II0UeHIe STUIECKOTO
KoMuTeTa He Tpebyercs. KoMiuiekc TputepreHOB BbI-
nyckaeTcsa B (popMe Te/lsd /I Hapy>KHOTO IPUMEHEHMA.
OpuH rpaMM rens cofep>xuT 100 Mr [ieficTByIOILEro Be-
mecTBa. [erb BeITycKaeTcs B Ty6ax, comepykamux 23,4
npenapara [10]. Ienb criegyeT HAHOCUTD Ha TIOBEPXHOCTD
PaHbl C7I0eM TOJILVHON NpuOMM3uTeIbHO 1 MM M Ha-
KPbIBAaTh CTEPUJIBHOI HEA/IT€3MBHO PaHEBOI IIOBA3KOM
VI HAHOCUTD Ha ITOBSI3KY TaKUM 00pa3oM, 4TOOBI Tefb
HaXOMIMJICS B HETIIOCPEICTBEHHOM KOHTAKTe ¢ paHoii. Ka-
XJast Tyba Iperapara IpejHa3HadeHa TOIbKO [/ OGHO-
KpaTHoro npumeHeHns. [Tocie BCkppTuA TyOBI Ipermna-
par UCIIOb3YIOT HeMeJJICHHO, HeVCIIO/Ib30BAHHBII 00'b-
eM Ipernapara BbiopacbiBaior [9, 10]. CornacHo faHHBIM
PaH/IOMMU3MPOBAHHOTO K/IMHMYECKOTO MCCIefOBaHNsA
CpelHUII pacxof Ipemnapara cocrasjsier 18,6 Ty6 B Me-
can (ot 0 go 4 ner — 24 Ty6sI/Mec., OT 4 [0 12 meT —
17 Ty6/Mmec., ot 12 o 18 mer — 20 Ty6/Mec., cTapie
18 mer — 19 Ty6/™mec.) [9].
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bepemareH remepmaBek OTHOCUTCS K IIperaparam
reHHoil Tepanuy. OH IpefCcTaB/IAeT coOO0I CMELIaHHYIO
C Te/IleM-HOCUTeTIEM [IS1 MECTHOTO TIPYMeHeHNs1 61omorn-
YeCKYyI0 CYCIIEH3MIO BEKTOpa Ha OCHOBE BMpYCa IIPOCTOTO
repreca 1 tuma (HSV-1). Tlokasanuem K mpuMeHEHUIO
nperapara OepeMareH TrellepliaBeK sB/IAETCSA JIeYeHMe
HOBPEX/IEHNIT KOXM Y TAILVIEHTOB C JUCTPOPUIeCcKuM
Oy/UIE3HBIM SMUEPMOIM30M C MyTauuen (MyTanusaMm)
B reHe anb(a-1-memn xomrarena VII tmma (COL7A1)
c poxxzienus [8, 12]. BepemareH remepraBek IIOCTaB/IsAETCS
B Byjie 1,0 MJI cycrieH31u B OffHOPa3oBOM (p/1akoHe C HO-
MMHAJIbHOJ KOHIIEHTpalyeil BeKTOPHBIX vacTui 5x10°
KOE/mi. Tenb-HOCUTEND MTOCTaBAAETC B 00béME 1,5 M
B OTHEJIBHOM OJHOPa3oBOM (rakoHe. Buonorndeckyo
CyCIIeH3MI0 OepeMareH relepraBeK CMeEIINBAIOT C rejle-
BBIM HAIlOJTHKUTeNeM BO (akoHe Heper MpUMeHEHUEM.
[IpenapaT mpenHasHaueH TOMBKO JIsI MECTHOTO IIpUMe-
HeHus. g mereit mo 3 nmeT MaKCuUMajbHas Hefe/lbHAas
no3a mpemnapara 2,0x10° KOE (1,0 M pasBeéHHOTO reis).
Jns gereit crapuie 3 JIeT ¥ B3pOC/IbIX MAaKCHMaJIbHAs He-
IenbHas fosa npenapata cocrapysier 4,0x10° KOE (2,0 mn
Ppas3Bei€HHOrO revd). [oTOBBIN re/lb HAHOCAT HA HOBEPX-
HOCTb PaHBI B BUJe Kalle/lb, PABHOMEPHO pacIpefieNiéH-
HBIX IO BCeil TIOBEPXHOCTM paHbl Ha PAacCTOSHMM IIPU-
MepHO 1 cM zipyr ot gpyra. IIpenapar npumensmwor 1 pas
B HeJIe/I0, er0 HaHeCeHle Pa3pelieH0 TOIbKO MeJVIIVH-
CKOMY IiepcoHany. B ta6. 1 nmpuBeeHs! 703bI IpenapaTa
6epemareH rermepriaBek B 3aBIUCMMOCTH OT pa3Mepa pPaHbl.

Tabnuya 1
[To3bl mpenapara 6epeMareH rernepnaBek B 3aBUCUMOCTH OT pa3Mepa paHbl
Table 1
Doses of beremagene geperpavec depending on wound size
[Tnommab MOBPEXAEHHOI KOXI, CM” Ilosa, KOE O6BEM rOTOBOTO TeJIs, MIT
<20 4x108 <0,2

20-40 4x108% mo <8x108 0,2 mo <0,4

40-60 8x108 mo <1,2x10° 0,4 mo <0,6

60 mo <200 1,2x10° mo <4,0x10° 0,6 mo <2,0

[Ipu mowagu pasbl 6onee 60 cM’> PacCUUTHIBAIOT
00111yI0 /103y Ha OCHOBe Ta0/I. 1 IO JOCTVDKEHMS Mak-
CUMa/IbHON HefieNIbHOM [103bl. CriefjloBaTeNbHO, /I pe-
6€HKa B BO3pacTe 10 3 1eT MaKCUMajIbHast 00pabaTpiBa-
eMasi IUIOIA/ib opaXkeHns 3a 1 pas cocrasur 100 cm?,
IUIA feTeli crapiie 3 €T u B3pOCAbIX — 10 200 o>,
[Tpenapar 6epemareH remeprnaBek HAHOCAT Ha PaHEBYIO
MIOBEPXHOCTD, [TOKa OHa He 3aKpOeTCs, ¥ TOIbKO I10C/Ie
3aKpBITUA BBIOMPAIOT CIIEAYIOLINII YYaCTOK IS HaHe-
ceHus refst. EcM paHbl BHOBb OTKPBIBAWOTCA, UX 00-
paboTka AB/IAeTCA MPUOPUTETHON. B cmyyae mpomycka

npuéMa Ipenapara refb OepeMareH remepraBek HaHO-
CAT KaK MOXKHO CKOpee U IOC/Ie 3TOTO BO30OHOBIISAIOT
€XeHeeNIbHbII IPUEM.

B 6ase manubix MedLine mpoBepéH cuctemMaTnde-
CKMII TIOMCK PaH/IOMU3MPOBAHHBIX KIMHUYECKUX MC-
cnegosanuit (PKI) III crapuu, MeTaaHanu30B, CETEBBIX
MeTaaHa/lIN30B, HENPAMBIX CpPaBHEHMII, ONMCBIBAIOLIUX
IIpMMeHeH)e CPaBHMBAeMbIX IIpernaparoB. [lna mperma-
para, copiep>kallero KOMIUIEKC TPUTEPIIEHOB, MCIOIb30-
Ba/m 3ampoc: «epidermolysis bullosa», «birch triterpe-
nes» [11]. bouta HajifleHa MyOnMMKalysA, ONMCHIBAIOLIAS
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pesynbraThl uccnegoBanus Kern JS, et al. npumenenus
KOMIIIEKCA TPUTEPIIEHOB TPy OY//IE3HOM SINePMOJIN-
3e B PKU III cragum (2023) [9]. IIpu moucke my6muka-
L[MiT, OMMCBIBAIOIINX IpPUMeHeHMe Mpenapara Oepema-
TeH Treleplasek, UCIOIb30BaIN 3anpoc: «epidermolysis
bullosa», «beremagene geperpavec» [11]. bpita o6Ha-
pPYy)KeHa eIMHCTBEHHas IyOaMKauys, OIMCBHIBAOLIAs
pesynbTaTbl MCCIEfOBaHMA IIPUMMEHEHMs IIperapaTa
OepeMareH rernepraBek Ipu Oy/UIE3HOM SIUIEPMOTIN3e
B PKU III cragum [13].

WccnemoBaumne Kern JS, et al. mpuMeHeHMs] KOMITUTEK-
ca TputeprieHoB (2023 r.) [9] mpexncTaBseT co60i Mex-
IyHapopHoe (26 CTpaH) KIMHMYECKOe MCC/IefOBaHue
III ¢aspl ¢ JBOVHBIM CJIENBIM, PAHZOMN3MPOBAHHBIM,
KOHTPOJMPYEMBIM, TapajUIeNbHbIM AusaiiHoM. Lenmbio
uccnenoBanusi O6bUT0 cpaBHeHMe 3QbeKTUBHOCTH, 6e3-
OIIACHOCTM U IIepeHOCUMOCTY KOMIIZIEKCA TpUTepIIe-
HOB U KOHTPOJIBHOTO Tejisl Y HAalMeHTOB C Oy/UIE3HBIM
3MUAEpPMOIN30M. B KadecTBe mpemapara CpaBHEHUA
VICIIOJIb30BAJICSI. KOHTPOJIbHBIN Tejlb, CIIeMaJbHO Pas-
pabOTaHHBIN ISl MPOBEIEHNsI «CIIETIOr0 CPaBHEHMISI»
U COflep>Kallluil CTepM/IbHYI0 CMeCh BCIIOMOTaTe/IbHbIX
BeIIleCTB, UCIOIb3YeMbIX B IPYTUX IepMaTONOTMYECKIX
CpefCTBax [ MECTHOTO NpUMeHEeHM: TIOJCOTHEYHOTO
Macia, LiepesyHa/ XEIToro BOCKa 1 KapHayOCKOro BOCKa.
ViccnemoBanue BKiodano 223 manueHTa, U3 HuUX 7,6%
cocTaBasanu aetu go 4 net, 38,1% metu ot 4 no 12 ner,
24,2% B BO3pacTte oT 12 pgo 18 ner m 30,0% crapiue
18 net. ITanmenTs! ¢ guctTpoduyeckum OyIIE3HbIM STNU-
oepMonmM3oM cocTtaBasmm 87,5%, ¢ MOTpaHUYHBIM —
11,7%. Tak>xe 6bUIM BKJIIOYEHBI 2 MALVIEHTA C IIPOCTBIM
OynnésubiM anuaepmonusoM (0,4%). ITanyeHTsr 611N
PaHZOMIU3MPOBAHBI B COOTHOIIEHUN 1:1 B TPYIIIBI, O-
Jy4arollyie KOMIIEKC TPUTePIIeHOB MUY KOHTPO/IbHbI
refib. [1py paHgOMU3anUy yIUTHIBAIU CTPATUPUKALINIO
no tunaMm b9 u pasmepy paneBoiil nosepxHoctu. Ilep-
BUYHOJ KOHEYHOI TOYKOI B MCCIENOBAHNM OBLIO IOJ-
HOE IepBUYHOE 3aKPbITIIE€ PAaHEBOII IOBEPXHOCTHU Uepes
45 pHeil mccnefoBaHuA: JOCTUTHYTA B 41,3% cinydaes
IIpY IPUMEHEHN) KOMIIJIEKCA TPUTEPIEHOB 1 B 28,9%
Clly4aeB B TIpyIIle, IOJNy4YaBlllell KOHTPOJIbHBIA Telb
(OP 1,44; 95% OM 1,01-2,05; p=0,013). BropmuHoit ko-
HEYHOJI TOYKOII B MICCTIEOBAaHNY OBLIO TIOJTHOE TIepBUY-
HO€ 3aKpbITHEe PaHeBOJ IOBepXHOCTH 4epe3 90 ngHen
uccnemoBanusi. Bropuunas KoHewyHass TOYKa ObITa J0-
cturHyTa B 50,5% cy4aeB Ipy IpUMeHeHY KOMIIIeKca
TPUTEPIIEHOB 1 B 43,9% ciy4aeB B IpyIIe, IOMydYaB-
eyt KoHTponpHbI renb (OP 1,16; 95% [ 0,88-1,52;
p=0,296). Hexenarenbusle sinenus (HSI) Bosuumkamm
C OIMHAKOBOJ YaCTOTOI B I'PYIIIIaX CPABHEHMA.

Uccnenosanme Guide SV (2022 1.) [13] 66110 1BOITHBIM
CJIETIBIM PaHIOMU3VPOBAHHBIM IIalle60-KOHTPOIupye-

mbIM nccnenoBanmeM III ¢assl mpemapara Gepemaren
renepnasek, nposogusummca B CIIA. ViccnemoBanne
BK/II0YaIo 31 manyeHTa B BO3pacTe OT 6 MeCAIeB 1 CTap-
IIe C TeHeTUYeCKM TTOATBEP>KAEHHBIM AUCTPOPIIeCKIM
Oy/I€3HBIM BNUIepMOINM30M. /I Ka)XKJOro IaIyeHTa
OblTa BbIOpaHa Iapa MepBUYHBIX PaH, KOTOpbIE ObLIN
COIIOCTABJMBI II0 pa3Mepy, PacIONIOKEHNUIO Y BHEIITHEMY
BuAly. PaHbI B KaXK71011 ITape ObUIM CITy4aiiHBIM 06pa3oM
pacripefiesieHbl B COOTHOUIeHUN 1:1 11 eXKeHeeNbHOTO
IpUMeHeHMs1 bepeMareH rerneprasek Win 1arebo B Te-
4yeHue 26 Hefenb. [lepBUYHOI KOHEYHOI TOYKOI OBITIO
IIOJTHOE 3a)KUBJIEHJe PaH Ha O0OpabOTaHHBIX YYacTKaxX
[0 CpaBHEHMIO C 0OpaboTaHHBIMM IUTane6o paHamm
yepe3 6 MecsieB. [Ipu ob6paboTke GepemareH remep-
IaBeK IepBMYHASA KOHEYHAasd TOYKa ObI/la JOCTUTHYTa
B 67% cy4aes, TOTa Kak B rpyme mwiane6o — B 22,0%
CIIy4aeB (abcomoTHOE pasmune 46%; 95% U 24-68;
p=0,002). Bropu4HOiT KOHEYHOI TOYKOIT OBIIO TOTHOE
3a)XMBJIeHMe paH Ha 00pabOTaHHBIX YY4acTKaxX 110 CpaB-
HEHIIO C HeoOpaOOTaHHBIMY paHaMI 4epe3 3 Mecsla:
pocturuyTta B 71,0% ciydaes npu o6paboTke 6epeMareH
rereprasek 1 B 20% ciTy4aes IIpy IPYMEHEHUY IJIare60
(abcomoTHOE pasamyane 51%; 95%1V1 29-73; p<0,001).

Heo6xomuMo OTMETUTD CIIeRyIOLINe OTpaHNYeHVs
IpOBefleHNs IPSAMOTO CpaBHEHMs IIpemaparoB Oepe-
MareH TellepllaBeK M KOMIUIEKC TpUTepIleHOB. Bo-mep-
BBIX, Pa3/MYaIOTCA Ile/ieBble MOMy/IAnMM: OepeMareH
rerepIaBeK MOKa3aH TOIbKO MAIMeHTaM C JUCTpouye-
ckuM tunoM Bb3 ¢ nogTBepxI€HHOI MyTaluell, Torka
KaK KOMIUIEKC TPUTEPIIEHOB IPUMEHACTCS IIPY AUCTPO-
(u4ecKoM 1 MOrpaHNYHOM THIIaX. BO-BTOPBIX, B K/IMHU-
YeCKUX JICC/IEJOBAHMAX UCIIO/NIb30BA/INCh Pa3Hble KOH-
TPOJIbHBIE TEXHOJIOTUI: OepeMareH rernepraBek CpaBHMI-
BN ¢ Iane6o (PpakTuiecku ¢ OTCYyTCTBIUEM TepaInn),
a KOMIUIEKC TPUTEpPIEHOB — C KOHTPOJIbHBIM TejIeM,
00/1a/JafoM CaMOCTOSITE/IbHBIM PaHO3XKVBIIAIONIVIM
HeliCTBYEM. B-TpeTbux, He COBIIAfAOT KPUTEPUN OLeH-
K11 3 (eKTUBHOCTI: B UCCIIEIOBAaHNM OepeMareHa cpaB-
HIBAJIYM 3aKMBJIEHE IBYX COIIOCTABMMBIX PaH y OIHOTO
HalYIeHTa C OLIeHKOJ IIPOLIeHTa IIOJHOCTbIO 3aKPBIB-
HMINXCA PaH, a IpU UCCIe[OBAHNN KOMIUIEKCA TpUTepIe-
HOB OLICHMBAJINl pa3Hble PaHEBbIe IIOBEPXHOCTU y pas-
HBIX NTALM€HTOB U COIOCTAB/IANM NPOLEHT IIalMIeHTOB
C IIOJTHOCTBIO 3aKPBIBIIMMICA paHAMIL.

CpaBHUBaeMble IIperapaTbl He MMEIOT 3aperucTpu-
POBaHHBIX Npefle/IbHBIX OTIYCKHBIX LieH B PO, ITpu pac-
4yéTe CTOMMOCTM OOOMX IIpernapaToB MUCIIOIb30BAIACh
nHpopmanua EVIC 3akynku 1o faHHBIM IIPOBEIEHHBIX
3aKymnok. CornacHo JaHHbIM EfHOro noprana rocypap-
CTBEHHBIX 3aKYIIOK, 1leHa YIIaKOBKM KOMIUIEKCa TPUTEP-
neHoB cocTaBisieT 1 157 373,36 py6., Bkmovyass HJIC
10% [23]. Ileny ynakoBKku mpemnapara 6epeMareH remep-
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HJIC 22% [24]. CTouMOCTb Ipenaparos, UCIONTb30BaH-
Hasi [IpK IIPOBEeHNM pacyéTa, IpuBeeHa B Taor. 2.

Tabnuya 2
CTOMMOCTD CpaBHUBAEMBIX IIPENapaToB, MCIOIb30BAHHAA B aHANIN3E
Table 2
CTOoMMOCTb CpaBHUBAEMBIX IIPENapaToB, MCIOIb30BAHHAA B aHANIN3E
IIpenapar YmakoBka ITena 6e3 HIC, py6. ITena c HOC, py6.
Kommekc rpurepneros (Ounbsysec’) 10% remb, 25 M, Ne 30 1 052 157,6 1 157 373,36 **
Bepemaren renepmnasex (Bumkysek*) 1 v, Nel 2 202 077,87 2 686 535,007

IIpumeuanus: * — pycckosAsbIYHAs TpaHCKpumiys (MHeHue aBTopa); ** — HIIC 10%; *** — HJIC 22%.
Notes: * — Russian-language transcription (author’s opinion); ** — VAT 10%; *** — VAT 22%.

ITocKONbKy MCIIONIb30BaHHBI KOHTPOJBHBINA Teb
He BBIITYCKAeTCA B BUJE IEKAPCTBEHHOTO CPENCTBa, 3a-
TpaTbl Ha NpUMeHeHMe KOHTPOIbHBIX PEXKIMOB Tepa-
IV He YYUTHIBAJIY, 33 ICK/IIOYEHMEM 3aTPaT Ha IIePeB-
30YHBIE CPENICTBA.

[Ipu oueHKe BIMAHUA Ha OIO/KET B COOTBETCTBUU
CO CPOKOM OIOf[)KETHOTO IIAHMPOBAHMsI BPEeMEHHOII T0-
PU3OHT cocTaBun 3 Tofa. KiroueBbIM 3TalloM 3TOTO aHa-
7M3a ABJAETCA ONpefie/leHNe 1ieeBOIl MOMyIALNN U eé
pasmepa. C 3TOli 1Ie/IbI0 MCIIO0/Ib30BA/IM JIAHHBIE CTaTbU
Mypawxuna H. H. u coaém. (2024 r.) [14], cornacHo ko-
TopbIM B PO Ha 1 auBapa 2024 . HacunThIBajcAa 261 pe-
6énok ¢ pucrpodudeckum BBI u 31 pe6énok ¢ morpa-
HuyHbIM BB3. Ilpn atom pacmpenenenne mo Bo3pact-
HBIM TPYIIIIaM OBUIO CTIe[YIOIVIM:

1o 1 roga — 6 1 14 MaliMeHTOB COOTBETCTBEHHO;

ot 1 roga mo 3 netr — 30 u 1 maieHT;

ot 3 1o 6 neT — 58 u 5 MaIeHTOB;

ot 6 1o 11 et — 78 1 6 MaIIeHTOB;

ot 11 go 17 neT BKIOYUTENbHO — 89 1 5 MaljMeHTOB.

Vcxopa 13 aTOrO pacnpeneneHus ObIo CMOfENNpo-
BAHO pacIpefeNeHNe MaeHTOB 10 TOfaM CO CIIefyIo-
VMY JOIYI€HUAMIN:

e B Ka)JJ0Ji BO3PACTHOM IpyIIle IALMEHThI 10 Irojam
pacrpenensaTcsa paBHOMEPHO;

o ©XKEerofiHO poxjaercs 15 gereil ¢ AMCTpOdUIECKIM
BB9 u 5 mereit c norpannyHbIM BB3;

« 1pu guctpodudeckom BB nmeTampHOCTD cocTaBis-
€T 2 yenioBeKa B rofi. Ilpy nposefeHny aHanmsa y4u-
TBhIBa/IM 110 1 JIeTaZIbHOMY CTy4alo y IeTell B BO3pacTe
6 1 13 y1eT eXXerogHo;

o IpM NOrpaHNMYHOM BBD jreTanbHOCTL B NEPBbIil TOJ,
npespimaeT 90%.

AHanms NMpoBOAUIM [nA 3-leTHero mepmopa. Pac-
mpefeneHNie MalMeHTOB II0 BO3PacTHBIM TIpyIIaM
B PaMKax TOPM30HTA aHA/M3a C YIE€TOM 6a30BOTO ypOB-
H: Ha 2024 T. mpuBefieHO B Ta0. 3 1 4.

Tabnuya 3
Pacnpenenenne nmaiyeHToB ¢ AUCTPO(UIECKIM
BPOKIEHHBIM Oy/IIE3HBIM SNUIEPMOTN30M
10 BO3PACTy B pAMKaX FOPM3OHTA MCCIeTOBaAHMA
Table 3
Age distribution of patients with dystrophic congenital
epidermolysis bullosa within the study period

Vicxomubie
Bospact 3HAYEHU ST Tox1 | Tog2 | Tox 3
(2024 1.)

Ilo 1 roma 6 15 15 15
Ot 1 1o 2 et 15 15 15 15
Ot 2 o 3 ner 15 6 15 15
Ot 3 o 4 et 19 15 6 15
Ot 4 1o 5 et 19 15 15 6
Ot 5 10 6 11EeT 20 11 15 15
Ot 6 g0 7 nmet 16 18 0 14
Ot 7 go 8 nmet 15 19 18 0
Ot 8 1o 9 net 16 16 19 18
Ot 9 go 10 ner 15 15 16 19
Ot 10 no 11 et 16 16 15 16
Ot 11 go 12 et 13 15 16 15
Ot 12 go 13 net 13 16 15 16
Ot 13 no 14 net 12 12 15 14
Or 14 po 15 net 13 12 12 15
Ot 15 go 16 et 13 12 12 12
Ot 16 go 17 net 12 13 12 12
Ot 17 go 18 net 13 13 13 12

Cymmapno 261 262 | 262 | 262
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Tabnuya 4
Pacnpepnenenne nanyeHTOB ¢ NOTPAaHNYHBIM BPOKAEHHBIM Oy/IE3HBIM 3MNIEPMOTN30M
IO BO3PACTY B paMKaX FOPU30HTA MICCIEeSOBaHUS
Table 4
Age distribution of patients with borderline congenital epidermolysis bullosa within the study period
Vicxopubie Vicxomubie
Bospacr 3HAYEHMA Tox1 | Tog 2 | Tox 3 Bospact 3HAYEHU A Tox1 | Tog2 | Tox 3
(2024 1.) (2024 1.)

o 1 roma 14 5 5 5 Ot 10 o 11 ner 2 1 1 1
Ot 1 fo 2 ner 1 1 1 1 Or 11 pio0 12 net 1 1 1 1
Ot 2 510 3 net 0 2 0 1 Or 12 o 13 nter 1 2 1 1
Or 3 o 4 sieT 2 1 2 0 Ot 13 o 14 et 0 1 2 1
Ot 4 po 5 ner 2 0 ! 2 Or 14 g0 15 nter 1 1 1 2
Or5m06 1 1 0 1

T2 Ao et Ot 15 o 16 et 1 0 1 1
Ot 6 1o 7 ner 1 2 1 0

Ot 16 mo 17 net 0 1 0 1
Ot 7 mo 8 et 1 1 2 1

Ot 17 go 18 net 1 1 1 0
Ot 8 10 9 et 1 1 1 2
O 9 110 10 et 1 1 1 1 Cymmapno 31 23 22 22

B cooTBeTCTBUM C MHCTPYKUMAMM 110 MEJULIVIHCKO-
MY IIPYMMEHEHNIO CPAaBHVBAEMBIX IIPEIIAPATOB B LIEJIEBYIO
HONY/IALMIO IperapaTa GepeMareH remneprnaBek BXOJAT
TOJIBKO ITALMEHTHI ¢ AucTpoduuecknm BBI: no 262 ma-
umeHTta B 1-1, 2-11 u 3-i roppl. lleneBasa momymAnusa
IUIsT KOMIUIEKCa TPUTEPIIEHOB BKJIIOYaeT IIAI[MIeHTOB
KaK C IMCTPOUYECKOll, TaK 1 C MOrpaHNYHON Hopma-
mu: 285 manyeHToB B 1-71 rog 1 mo 284 manmeHTa Bo 2-i1
U 3-11 TOJbI aHAN3A.

[Tpu pacuyére 3arpar B aHa/lM3e BIAMSHUS HA OIOIKET
YUUTBIBA/IN NIPsAMbIE JIEKapCTBEHHbBIE 3aTpaThl Ha IIpUMe-
HeHJe CPaBHMBAEMbIX ITPeNapaToB U 3aTPAThI Ha ITepeBs-

30YHBIE CPECTBA, IOCKOIbKY MX CTOMMOCTD TaKXKe BO3-
MeIAeTCA 3a CYET CPEICTB COOTBETCTBYIOIINX OI0IKETOB.
IToCKO/IBKY B OIMCAHHBIX KIMHNYECKUX MCCIEOBAHMAX
o61las IJIOLIa/b MOPAKEHNMs Y MAI[VIEHTOB HeM3BeCTHa,
OLICHWTH 3aTpaThl HA IPUMEHEeHNe IePeBsI304YHOr0 Mare-
puasa He IpeCTaBIAeTCA BO3MOXHBIM. Vcxops us storo
OBbUIO CHETaHO JOINYyLIeHNe IO MOTPeOHOCTM B IepeBs-
304HBIX CPEJICTBAX B TedeHue 1 mec. (Tabm. 5). [Tockonbky
pasmep nosssku Mepilex® u Mepitel® 3aBucut ot mio-
a1 TOPAKEHNs, TIPU PacyéTe CpefjHeB3BeIIeHHbIX 3a-
Tpart Ha IlepeBs30YHbIe CPELICTBA UCIIOIb30BA/IN CPeHee
3HaYeHIe CTOMMOCTH ITePEeUMCTeHHBIX TIOBSI30K.

Tabnuua 5
IlepeBA3ouHbIe CpeCTBA, BKIIOYEHHbIE B AaHAIN3
Table 5
Dressings included in the analysis
IIpenapat nnm MeAUIITHCKOE M3JeNe, Ilena, Ilena c HOC, | Ilorpe6HocTh B Mec., 3arpartbl
VICTIIONIb3yeMOe J/IsI TePeBA3KU pyo. pyo. IIT. 3a 1 mec., pyo.
Xnoprexcupua 100 mi, ¢ir. 10,08 11,09 30 332,7
JexcmanteHon Masb 5%, 100 T, Ty6 650 715,00 3 2 145
Mepilex Lite 20x50 cm 7270 7997,00 8 63 976
Mepilex Lite 15x15 cm 1546 1700,60 8 13 604,8
Mepilex Transfer 15x%20 cm 3637 4000,70 8 32 005,6
Mepilex Transfer 20x50 cm 6170 6787,00 8 54 296
Mepitel 20x30 cm 2864 3150,40 8 25 203,2
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IIpenapat nim MeAUIIIHCKOE U3[Ie/IIe, Ilena, ITena c HOC, | ITorpe6HOCTD B Mec., 3arparsl
MCIIONIb3YyeMOe JIsA ePeBA3KI pyo. pyo. IIT. 3a 1 mec., pyo.
Mepitel 10x18 cm 2273 2500,30 8 20 002,4
BuHT TpyO4aThIiT 971aCTUYHBII 19,58 21,54 8 172,3
buHT MapneBbIi 23,6 25,96 12 311,52
Cpeonesseeuienvle 3ampamot 3a mecsiy, pyo. 37 809,52

Pesynbratsi/Results

PesynbraThl aHanM3a BIMAHMA Ha OIO/DKET IIpuUBefe-
HBI B Ta0I1. 6-8.

ITomyyeHHble JaHHBIE TIOKA3BIBAIOT, YTO IPUMEHE-
HI€ KOMIUIEKCA TPUTEPIIEHOB 1A edenns 284-285 ma-
11eHToB ¢ BB mosBonmut cakonoMuth 99,2 Mipp pyo.
3a 3 rofia, 4eM MCIIONIb30BaHMe MpenapaTa bepeMareH
rerepraBex JyIs edeHus 262 mauyeHToB. Takum 06-
pasoM, 3aTparbl cOKpaTATca B 14,5 pasa, npuuéM Te-
paIuIo MOIyYar JOIOIHUTENbHO 8,4-8,8% MalueHTOoB,
IIOCKOJIbKY 11e/IeBas MOMY/IALNA /1A IPUMEHEHNA KOM-

IJIeKCa TPUTEPIIEHOB MIMpe, YeM /1A Impemapara bepe-
MareH renepnasek. ClefyeT OTMETUTD, YTO CLieHapuit
100% saMeHBI OFHOTO IIpenapara SPYruM IpaKTUIeCKI
HUKOTZIa He peanusyercs. B cBA3u ¢ aTum B Tab1. 9-10
NIpUBEJEHBl PE3yNbTaThl OLIEHKM WM3MEHEHUs Harpys-
KI Ha OIOJKeT B C/Iydae, eC/IM B IepBblit rog 10% ma-
IIUeHTOB ¢ gucTpopudeckum BBD momydar xommiekc
TPUTEPIIEHOB, BO BTOpoil rof, — 20% u B 3-11 rog —
30% manuenTtoB. IlanueHTs! ¢ TOrpaHMYHBIM b3,
Kak ¥ B 0a30BOM CIieHapuy, IOMy4aal TONBKO KOM-
IJIEKC TPUTEPIIEHOB.

Tabnuya 6

AHanus BIMAHNA Ha OIOIKET IMPY TeYeHNI NOBPEKAEHII KOXKHI Y MALNEHTOB € AICTPO(GIIecKnM GyIIE3HbIM
SMIAEPMOIN30M C MyTaumet (MyTauusiMu) B reHe anbgda-1-uenn konnarena VII runa npu npnMeHeHNN npenapara
OepeMareH renepnasek (TeKyljas IpaKTiKa)

Table 6

Budget impact analysis for the treatment of skin lesions in patients with dystrophic epidermolysis bullosa
with mutation (s) in the alpha-1-chain gene of type VII collagen using beremagene geperpavec (current practice)

BepemareH renepmnasex, CpencrBa Jj1st IEPEBA3KH, CymmapHo, Yucno nanueHTos,
Ilepuop,
MIIH pyo. MIIH pYo0. MIIH pyo. gern.
Tom 1 35 526,26 0,45 35 526,71 262
Tom 2 35 526,26 0,45 35 526,71 262
Tom 3 35 526,26 0,45 35 526,71 262
Cymmaprio 106 578,77 1,36 106 580,13 -
3a 3 roga
Tabnuya 7

AHanus BIMAHUS Ha OI0OIKeT IPY TeYeHUN OBPEXIeHIII KOXXI Y MAIMEeHTOB € AUCTPOPUIECKIM ¥ MOTPAHMYHBIM
OyNI€3HBIM MMUAEPMOTN30M KOMIUIEKCOM TPUTEPIEHOB (paccMaTpyBaeMasi MPAaKTHKA)

Table 7

Budget impact analysis of the treatment of skin lesions in patients with dystrophic and borderline epidermolysis bullosa

using a triterpene complex (practice under review)

Komnnekc TpuTepneHos, CpencrBa i epeBsasKi, CymmapHo, Yucno nanyeHToB,
Ilepuop,
MIIH pyo. MIIH pyo0. MIIH pyo0. Yern.
Tom 1 2 447,61 0,45 2 448,07 285
Togm 2 2 437,89 0,45 2 438,34 284
Ton 3 2 466,59 0,45 2 467,05 284
Cymmapio 7 352,10 1,36 7 353,46 -
3a 3 roga
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Tabnuya 8
PaSHI/I]_[a B HarpysKe Ha 6IOJI)KCT npu IPUMEHEHNN CPABHNBAEMBIX IIPENMAPATOB
LA IEYCHUA MAIMICHTOB C BPO)KIIEHHI)IM 6y)ITIéSHbIM AMUAEPMOIN3OM
Table 8
Difference in budget burden when using comparable drugs for the treatment
of patients with congenital epidermolysis bullosa
PasHia B Harpyske
PaccMaTpuBaeMas Ha GIO/KeT IpU puMeHeHyy | HOTIOTHUTENbHOE
S Texymas mpakTuka N — KOMIUIEKCA TPUTEPIIEHOB lnzécno MAIVIEHTOB,
Ilepuop, | (6epemaren ren;pnaBeK), (xoMmIexc TpuTeprenos), | B CPABHEHIN C IIpenapaTom obecmeunBaeMbIX
MITH pYO. MIH py6. GepeMareH renepnaBexk KOMITIEKCOM
TPHUTEPIEHOB, YeIl.
MJIH pyo. %
Top 1 35 526,71 2 448,07 -33 078,64 -93,1 +23
Top 2 35 526,71 2 438,34 -33 088,36 -93,1 +22
Top 3 35 526,71 2 467,05 -33 059,66 -93,1 +22
Cymmapio 106 580,13 7 353,46 -99 226,67 -93,1 -
3a 3 roga
Tabnuya 9

Pacnpepnenenne nanyeHToB O CPAaBHMBAEMbIM NpenapaTaM Ipy yBeTNYeHUN JOMU IIPUMeHeH s KOMIUIeKca
TPUTEPIEHOB CPERU MALVMEHTOB C JUCTPO(PIIeCKIM BPOKACHHBIM OyIIE3HBIM SMMUAEPMOIN30M eXXerofHo Ha 10%

Table 9

Distribution of patients by compared drugs with an annual increase of 10% in the proportion of use
of the triterpene complex among patients with dystrophic congenital epidermolysis bullosa

JononHuTeTbHOE YICIO HAMEHTOB,
ITepuogx Texyimras mpakTHKa PaccmarpuBaemas mpaKTukKa
obecreynBaeMbIX KOMIUIEKCOM TPUTEPIICHOB
Kommnrexc Bepemaren Kommnekc Bepemaren

TPUTEPIICHOB | TeNepHaBeK | TPUTEPIEHOB | TrelepmaBeK
Tom 1 0 262 50 235 +23
Top 2 0 262 75 209 +22
Ton 3 0 262 101 183 +22

Tabnuya 10

PasHuia B HarpysKke Ha GIO[KeT IIPH IPMMeHEHUN CPaBHMBAEMbIX NPeNapaToB A TedeHN A NallMieHTOB
C BPOXKACHHBIM Oy/IIE3HBIM SNMACPMOIN30M NP YBeTNYCHUYN JOTY IPUMeHEeHN I KOMIUIEKCa TPUTEPIIEHOB
Cpeny NalMeHTOB € AUCTPOPUIeCKIM BPOXKAEHHDBIM Oy/IIE3HBIM SIMAEPMOIN30M eXXerofHo Ha 10%

Table 10

Difference in budget burden when using comparable drugs for the treatment of patients with congenital
epidermolysis bullosa with an annual increase in the use of a triterpene complex among patients with
dystrophic congenital epidermolysis bullosa by 10%

TeKyma}I l'[paKTI/[Ka PaCCManI/IBaeMaﬂ HpaKT]/IKa PaSHI/Iua B Harpy3Ke Ha GIOH)KCT
Ilepuon (Tronbko 6epemaren (6epemareH remepnaBex + TPM PacCMAaTPMBAEMOIT IIPAKTHKE
remnepnaBex), MIH Py6. | KOMIUIEKC TPUTEPIIEHOB), MIIH Py0. | B CDABHEHMM C TEKYIIeil IIPAKTUKOI TePaIm
MIIH pyo0. %
Tox 1 35 526,71 33 270,85 — 2 25586 6,3
Tox 2 35 526,71 29 859,50 — 5 667,21 16,0
Ton 3 35 526,71 26 470,37 — 9 056,34 25,5
Cymmapro 106 580,13 89 600,71 — 16 979,42 -15,9
3a 3 roga
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Kak BUHO 13 IpMBeIEHHBIX NaHHBIX, OOecredeHe
10%, 20% n 30% manueHToB ¢ AUCTpodUIecKnM Oy-
JIE3HBIM 3MMJEPMOM3OM B IIE€PBBIN, BTOPOIl ¥ TPETUN
TOfIbI COOTBETCTBEHHO KOMIIIEKCOM TPUTEPIIEHOB IIO-
3BOJIUT CHU3UTD HArPy3Ky Ha OIO/KeT 10 rofam Ha 2,25,
5,66 1 9,05 mpp pyonei.

Ananus yyBcTBUTeTbHOCTH/ Sensitivity analysis

AHanu3 4yBCTBUTE/NTBHOCTM IOKa3asl, 4To B 6a3o-
BOM CIleHapuy (II0/IHas 3aMeHa) IIpUMeHeHVe KOMITIeK-
ca TPUTEPIIEHOB IT03BO/II€T CHU3NUTD HAIPY3Ky Ha OI0]I-
JKeT Ha 3-7IeTHEM TOPU3OHTE JaKe IPU OJHOCTOPOH-
HEM yBeIMYEHMM LIeHBl Ha 9TOT mpemapar Ha 1330%
(B 14,3 pasa). IIpn pasHOHampaB/IeHHOM M3MEHEHNN
IleH Ha oba mpemapara CpaBHEHMs pe3y/lIbTaTbl aHa-
NM3a BAMAHMA Ha OIO/PKeT yCTONYMBBI IIPM OfJHOBpe-
MEHHOM IIOBBIIIEHUM I[€Hbl Ha KOMIIJIEKC TPUTEpIIe-
HOB U yMEHbIIEHNM) ILIeHbl Ha OepeMareH rerepraBek
Ha 87%. IIpu mocreneHHOM yBeIMYEHUN JONMU Tal-
€HTOB Ha IIpenapare KOMIIIEKC TPUTEPIIEHOB 10 TojaM
10%, 20%, 30%, pe3ynpTaThl aHa/MM3a YCTONYMBBHI K Of -
HOCTOPOHHEMY IIOBBILIEHUIO IJeHbl Ha KOMIIJIEKC TPU-
TepreHoB Ha 800% (B 9 pas), Wi npy OffHOBpEMEHHOM
PasHOCTOPOHHEM M3MEHEHNUN IleHbl Ha 00a mpemnapara
Ha 80%.

O6cyxaenne/Discussion
B nacrosmee Bpems B PO neuenne gereii ¢ Oynés-
HBIM 3IUIEPMOIM30M MHHOBAIIMOHHBIMU CPe/ICTBAMMU
obecreynBaeTcs MPENMYIIECTBEHHO 3a CYET CPENCTB

OITEHKA MEIUIIMHCKMX TEXHOJIOT U
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®onpa «Kpyr pobpar [15], meATeIbHOCTb KOTOPOTO
HaIpaBjIeHa Ha obecriedeHne 9 PeKTUBHOI Tepamnuen
feTell ¢ TSOKEIBIMM, )KM3HEYTPOXKAIOIMMY Y XPOHIYe-
CKUMM 3a00/IeBaHNAMY, BK/IOYas pefkue (oppaHHbIe)
3abo/eBaHMsA, a TAKXKe 3a CUET CPEICTB PETrMIOHATbHOTO
OromKeTa.

AHanus BnmsiHMA Ha OIOMKeT TOKasan 14,5-kpat-
HOe CHIDKEHNUe 3aTparT IpM INpMMEHEHWM IIperapara
KOMIUIEKCa TPUTEPIIEHOB B CPaBHEHMM C IIpPerapaToM
OepeMareH rerepraBeK. be3yclOBHO, IONHasA 3aMeHa
OJIHOTO TIperapara APYrMM KpaliHe MajoBepOsATHA, Ofi-
HaKoO IpYMeHeHMe KOMIUIeKCa TPUTEPIIEHOB JaXke Y 4a-
CTU TALMEHTOB C AUCTpOdmYeckuM TUIIOM 3aboreBa-
HuA (10-30%) O3BONMNT CHU3NUTD HATPY3Ky Ha OIOIDKET
Ha HeCKOJIbKO MIIIappoB py6ieit. Kpome Toro, creny-
€T OTMETNTD, YTO JyIA NALMEeHTOB C IIOrpaHNYHBIM BB
KOMIIJIEKC TPUTEPIIEHOB ABJIAETCA Oe3anbTepHATVBHBIM
BapUAHTOM TepalNM IIOBPEX/ICHMII KOXXHOTO IIOKPOBA.
Vcnonp3oBaHMe MOAXOMIOB palMOHAIBHON (apMako-
Tepanyy IpY Ha3HaYeHUM JIe4eHMs HanyeHTaM ¢ BBO
MO3BO/IAT 3HAYMMO COKPAaTUTh HArpy3Ky Ha OIOIKeT
pu o6ecreYeHny MALMIeHTOB BBICOKO3(PPEKTUBHOI Te-
pamnmueit.

Takum o6pasom, HOBbII npenapar Puib3ysec, co-
fiep>Kalluii KOMIUIEKC TPUTEpIIEHOB, YYUTBIBAas €ro
BbICOKMIT npodunp addekTnBHOCTH U KpaTHO Oortee
HU3KJe 3aTpaThl Ha IIPYMEHEeHNe, ABIAeTCA papMaKos-
KOHOMMYECKY 000CHOBaHHBIM BBIOOPOM IIpM crierudu-
4eCKOJl PaHO3KUBJIAIOIEl] Tepanyy JUCTPO(UIecKoro
u orpannyHoro Bb3 B PO.

JOIIO/THUTE/IBbHAA NHOOPMALI A

Kondnuxr narepecon

[Ty6nukanus nogrotosnena npu nogpepxke or OO0 «Kpe-
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YUTEIbHOI KOMIIETEHIIMM aBTOPOB. ABTOPBI HECYT TOTHYIO
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