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Pesrome

Ienb maHHOTO COOOIIEHUS — JEMOHCTpPAIUS pe-
3yJIBTaTOB XUPYPTHUECKOTO JIeueHusT OOJIBHOTO ¢ Pe-
KM TEHETHYEeCKHM 3a00JIeBaHHEM — BPOXKICHHBIM
OyJUTIE3HBIM SMUACPMOITU3OM, OCIOKHEHHBIM Pa3BUTH-
eM jaedopmaluii KHCTEH U CTOII.

Knroueswle cnosa: epodicoennbvill Oynie3nvlll dnu-
depmonu3s, oegpopmayuu Kucmell u CMon, Xupypeuie-
CKOe NleueHue

Bynnesnblii snuaepMonu3 — rpynmna peakux Ha-
CJIEICTBEHHBIX T€HETHYECKH W KIWHHUYECKH TeTepo-
TeHHBIX 3a00JeBaHUN, XapaKTEepPH3YIOUIMXCS 00pa3o-
BaHHUEM Ha KOXE M CIIM3HCTHIX 000JI0YKaxX Iy3bIpei
W 3pO3Uil B pe3yibTare MaJICHIIMX TpaBM. JTO IMPO-
HUCXOAUT BCIICACTBHUC TOBBINNIEHHOM PaHUMOCTHU KOXHU
JTake OT COMPHUKOCHOBEHUS C OMEXKIOW MM U30BITOU-
HOTO PacTSDKEHHsSI €€ TIPY aKTUBHBIX JBMKEHHUSAX B 00-
JIACTH CyCTaBOB 0e3 KaKoro-JIN00 MEXaHUYECKOTO BO3-
newcrsus [1, 2, 3].

[Mpuunna dopmupoBanus TaHHBIX JedhopMaliuii
3aKJII0YAETCs B TOM, YTO MIPH SMUTENNU3AINN PAaHBI TPO-
WCXOIWT KOHTPAKIIUS €€, B PEe3yJbTaTe 4ero MeIJICHHO
Y TIOCTETIEHHO (DOPMUPYIOTCS CTHOATENbHBIE KOHTPAK-
TYpbI HANbLEB U MCEBAOCUHIAKTUINH [4].

TpaauumoHHO B 3apyOS)KHOM MPaKTHKE MPH XH-
PYPTHUECKOM YCTpaHeHHHU AeopManuii NanbleB K-
cTeil y OONBHBIX ¢ OYJUIC3HBIM MUICPMOIU30M 005132~
TEJHHBIM SIBIISIETCS 3aKPHITHE PAHEBBIX TTOBEPXHOCTEH
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Abstract

The purpose of the message is to demonstrate the
results of surgical treatment of a patient with a rare
genetic disorder i.e. inherited epidermolysis bullosa
complicated with deformity of hands and feet.

Key words: inherited epidermolysis bullosa,
deformity of hands and feet, surgical treatment

KOXXHBIMH ayTOepPMOTpaHCIUIaHTamMu [5]. B Hamem
npuMepe A1l SUUTENN3aLUH paH IUIaCTHYECKOe UX 3a-
KPBITHE HE HCIIOIB3YeTCs. DTO TOCTUTAETCS Onaronaps
TOMY, YTO MPOM3BOJUTCS IIAAALIEE pa3ae]IeHue cpoc-
MKUXCs NMaJbUeB B MPEACIax COCANHUTCIIbHO-TKaHHBIX
mpociioek. OOpa3oBaBIIHECS TIOCIIE 3TOTO PAHEBBIC 110~
BEPXHOCTH CHOHTAHHO S3IHUTENHM3UPYIOTCA. bombiioe
3HauYeHHE A JOCTHXKEHHUs HaHHOro s¢dexra mme-
€T WCIONb30BaHUE ISl 3aKPBITUS paH COBPEMEHHBIX
aTpaBMaTHYHBIX CETYATBIX MOKPHITUI U Ma3el.

Henp nmaHHOTO COOOIICHUS — JAEMOHCTpAIUS pe-
3yJIBTaTOB XUPYPIUIECKOTO JICYCHUS OOIBHOTO C Oyil-
JIE3HBIM SIHMIEPMOJIN30M, OCIIOKHEHHBIM DPa3BUTHEM
nedopmanuii KUCTEH U CTOIL.

Kiannudeckoe HadaioneHue

[Mamment H., 6 ner, crtpagaer AuCcTPOGUUECKOM
(dhopMoil BpOXKIEHHOTO OYIUIE3HOTO AMHIEPMOIIN3A.
C mepuonma HOBOPOXKIEHHOCTH HAaXOAWJICA Ha CTallH-
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Puc. 2. Bun nesoit kucTu Yepes 2 Heneny nocne onepavum — cruba-
TemnbHble KOHTPaKTYpbl 1=V nanbLes v MexnanbLesble CHHAAKTUMAN
YCTPaHeHbI, paHbl B 0611aCTy KICTI 3axmiu, NoBsaki «Bockonpanay
Puc. 1. Bup nesot kvcTu 0 onepay — crubaTenbHble KOHTPaKTy- B 06MacT/ NanbLieB He CHSATLI, Tak kak Ha JAHHbIX y4acTKax UMeloTcs
pbi [1-V nanbues MENK/e OCTATOYHbIE PaHKM C aKTUBHOI SNUTeNu3aLmed

Puc. 3. Buz kucreit yepes 6 MecaLies nocne onepavn — crvba-
TenbHble KOHTPaKTypb! II-V nanbLes 1 MeXnanbLEeBbIe CUHEAKTUAWM
yCTpaHeHbI:

A - ThinbHas MOBEPXHOCTb KUCTER,

b - GokoBast NOBEPXHOCTb KHCTER,

B - nagoHHas noBepxHOCTb KUCTEN.




AeTckon XUpypruy, aHecTeanonoruu U peaHumaTonoruu

|
Puc. 4. By nesoit cTonbl 40 onepaLivm

-

kL - gL =y

L e
Lo
e

=

Puc. 5. By neBoif cTonbl Yepes 2 Hepem noche onepaLmm -
fechopmaLin nanbLeB YCTpaHeHs!, paHa B 06nacTy Thina CTombl
COKpaTunach B 2 pasa, NoBsiaki «BockonpaHay B 06nacTi nanbUes
He CHATBI B CBA3N HANM4WEM PaH Ha JaHHbIX yyacTkax

OHAPHOM JICUECHHH 0 MECTY JKUTENIbCTBA IO TTOBOAY
JUTTEIIEHO HE3)KUBAIOIINX PaH B 00JACTH TYJIOBHIIA
W SITOAMII, KOHEYHOCTEeH. PeOeHKY MpOBOMMIOCH KOM-
TUIEKCHOE JieueHHe (aHTHOaKTepuanbHasi U CUMITOMA-
TUYECKas Teparnus, IeueOHOE MUTAHUE ), TOPMOHAIILHOE
JiedeHue U reMorpaHcdysun. B cBsazu ¢ dpopmupona-
HueM jaedopMalivii MajplieB KUCTEH U CTOI C sSHBaps
2015 . vabmomaetcs B JIKb Ne9 mm. I H. Criepancko-
ro, TIe ObUIM MPOBEACHBI CICAYIOIINE OINEPAaTUBHBIC
BMEILATeNbCTBA.

22.04.16 1. «YcTpaHeHHne crudaTebHBIX KOHTPaK-
Typ U MEXNAIbIEBBIX CUHAAKTUNMK [V nmanbues npa-
BOH kucTm» (puc. 1).
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Puc. 6. B nesoii cTonbl yepes 1 MecsL nocre ongpatium — aecop-
maLy 11V nanbLies yCTpaHeHs!

Kucte ¢ukcupoBanu mnapoaccalbHO —HITIAMH
U TUICOBOM moBsi3koi. IlepeBsizku [0 TEPBUYHOTO
cnost «BockomnpaHay BBITOJIHSIN OAUH pa3 B 7 JHEH
IO TIOTHOW CIIOHTAHHOW ATUTEIN3AINH paH (puc. 2).

Uepes mecsn (26.05.16 1.) MalbuuKy BBITIONHE-
Ha aHAJOTWYHAs Omepamys B OONACTH MpPaBOM KHCTH
«YcTpaHeHue crudaTenbHBIX KOHTPAKTYP U MEKIallb-
LEBBIX CUHJAKTUINH [I-V manblieB npaBoit KUCTU.

Oddexr nocie oneparuu — J0CTHKEHUE YIOBIICT-
BOPUTENIbHOM (pyHKIMM KuCcTeH (puc. 3).

Uepes 6 mecsaneB (HosOpp 2016 1) y mgaHHOTO
OosibHOTO ObLIa BBIMIOJIHEHA ONepanus B 00nacTH Jie-
BOW cTombl «YcTpaHenue nedopmanuii 1-V manbues
neBoii cromeD» (puc. 4).

ITocne omeparuu 715 3aKPHITHS PAHEBBIX TOBEPX-
HOCTeW OBUIN MCTIONIb30BaHbI ceTyarblie MoBs3ku «Boc-
KOTIpaH», TOBEPX KOTOPHIX HAHOCHIIN Ma3hb «JleBocrmm».
Cromy ¢ukcupoBamy TuricoBoii JIoHreTol. [lepeBsskn
JI0 TIEpBUYHOU TOBs3KU («BoCKOmpaH») BBIMTOIHSIIH
OJIMH pa3 B 7 IHEU J10 NOJTHON CIOHTAHHOM 3MUTENN3a-
1IUU paHsl (puc. 5).

Onutenu3anus paH B 0ONACTH MANBIEB JOCTUT-
HyTa 4yepe3 3 HelelH 1Mocie onepalyi, paHa Ha ThUTb-
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HOIl MOBEPXHOCTU CTOIBI COKPATWIACh B PA3MEpPAX JanHplil npuMep AEMOHCTPUPYET BO3MOXKHOCTh
c 15%8 cm 10 2%3 cM. XUPYPrHYECKOro JedeHus 0e3 IIacTHYeCKOro 3aKphl-
Oddexr mocne onepanuy — ITOCTIDKEHUE TOMHOTO — THS paH y OOJBHOTO C PEIKUM TeHETHYECKHM 3a00-
ycTpaHeHus e opMaIliy MATLIEB JEBOU CTOIBI (PUC. 6).  JICBAHHEM — BPOXJICHHBIM OYIIJIC3HBIM SIUICPMOIH-
Brinucan 1oMoit ¢ yiydilleHHEM B MECTHOM CTa-  30M, OCJIOKHEHHBIM pa3BUTHEM JehopMaiiuii KUCTEH
Tyce. U CTOIL
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