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CunHgapom 3nepca-[jaHno npefcTaBnser co6ovi pefkylo OHTOreHETUHECKYIo
aHOManuio  pasBUTUS OPraHn3ma, KoTopas OTHOCUTCS K YUCITY CIIOXHBIX
BOMPOCOB COBPEMEHHOA MeAuLMHbI. Koxa runepanactudeckas (CuHApOM
YepHoryboBa-3nepca-LjaHno, JeCMOreHe3 HECOBEPLUEHHBIN) — HACIELCTBEH-
HOe 3a00716BaHNE COEAUHNTESILHON TKaHM, 00YC/IOB/IEHHOE HELOCTAaTO4YHbIM
CUHTE30M KOJI1areHa pasnn4Hou aTuonornm. Betpeyaercs ¢ yactoroin 1:5000-
1:560000. B cTatbe onucaHo KIMHUYECKOE HABMIIAEHNE, KacaloLyeecs nauym-
6HTA C CUHAPOMOM 3nepca—[laHno: aHamMHe3, KIMHUYecKass KapTuHa, cxema
71646HNS. [JaHHOE KITMHNYECKOe HabtofleHNe NPeACTABNISAET UHTEPEC Kak PEAKO
BCTPEYAKLYNIACS CUHAPOM C TUNINYHBIMU 00bEKTUBHLIMU NPUIHAKAMN: TUNep-
PACTXKUMOCTb KOXW, J/INTEIbHOE 3aXUBJIEHNE PaH ¢ 06pa30BaHNeM py6LioB,
runepmMo6uIbHOCTb CYCTaBOB.

CUHApPOM Anepca-[laHno, runeppacTHKMMOCTb KOXN, -
nepMo6UILHOCTb CYCTaBOB, ANArHOCTUKA, NEYeHIe.
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CI/IHI[pOM YepHoryboBa—dnepca—/laHiio — 3TO reTeporeHHast
TpYIINa HACIEACTBEHHBIX 3a00JIeBAaHUI C TIPOSIBICHUSIMU CO
CTOPOHBI KOXU, OTIOPHO-ABUTATEILHOTO arapara u Ipyrux op-
TaHOB, HACJIEACTBEHHAs Me3eHXMMallbHas nucriasus. boie3Hb
pa3BUBaeTCsl B CBSI3U C AedeKTaMu MOJEKYISIPHOU CTPYKTYPBI
KoJUTareHa, rmopaxasi COeAMHUTENbHYIO TKaHb OpraHu3ma u dop-
MUPYST CUMIITOMOKOMILIEKC «TMTEPITACTUIHOCTA KOXW», HECO-
BeplIeHHOTo necMoreHe3a Pycakosa [1, 7]. 3aboneBaHue BCTpe-
YaeTcsl MPEeUMYIIECTBEHHO Y JKEHIIWH, paclpoOCTPaHEHHOCTh —
ot 1:5000 mo 1:560000 [1, 5, 6].

Cunapom YepHoryboBa—Dnepca—/laHa0 — TUIMTUYHBINA TIPU-
Mep Pa3HOJOKYCHOW TeTeporeHHOCTH. Bce myTanmu, KoTopbie
BBI3BIBAIOT CHAPOM, UMEIOT OTHOIIEHUE K CUHTe3y OelIKOB BO-
JIOKHUCTBIX JIEMEHTOB COEAMHUTENbHON TKaHU. MomneKyasipHbie
MEXaHWU3Mbl TaTOJIOTUM COEAVUHUTENbHON TKAaHW, BBISIBICHHBIE
TOJIBKO [UISI CepAEYHO-COCYIUCTON CHUCTEMBI, PErMCTPUPYIOTCS
npumepHo B 90% HabmoneHuit [2, 9, 10].

B ocnoBe maroreHesza cuHapoma YepHoryboBa—3iepca—
JaHno nexar HapylieHUs] CTPYKTypbl (GUOpUIUI, CIIOCOOHOCTH
KOTOPBIX K PACTSKEHUIO BbI3BaHA OOpa3oBaHMEM TMOTIEPEUHBIX
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KOBAJICHTHBIX CBSI3eil MexXIy MUKpOohUOpIIaMH, a TAKXKe pa3me-
paMU U 1eJIOCTHIO TTYYKOB BOJIOKOH, TIPUBOISIIIINX K UX HETIOTHO-
neHHoctu [3, 5]. IloBbilIeHHass KPOBOTOYMBOCTH OOYCIOBJICHA
HapylIeHueM B3aMMOIEHCTBUS TPOMOOLIUTOB C KOJUIATEHOM U
cyooHpmotenueMm |3, 9].

B Hacrosiiiee BpeMst BbIIEIEHO 6 TUTIOB CUHIpOMa Diepca—
Jlanno: kiaccuuecKkuii, rTunepMoOUIbHbBIN, COCYTUCTHIN, KO-
CKOJIMOTUYECKUH, apTpoxasia3usi, 1epMaToCapakcuc, 00bIiast
4acTh M3 KOTOPBIX HACIEOyeTcsl ayTOCOMHO-IOMHHAHTHO [4].
KnmHuueckoe u MOJEKyJISIpPHO-TEHETUUECKOE Da3rpaHUYeHUe
TUTIOB CUHIPOMA aKTyaJbHO IS MEAUKO-TEeHETUYECKOTO KOH-
CyJIBTUPOBAHMS, TaK KaK Pa3HBIM €ro TUIIaM MPUCYIIU CBOW THUIT
HacJIeIOBaHUsI, IPOTHO3, OHU PA3TUYAIOTCS 110 TSIKECTH KIMHU-
yecKUX MposiBneHuii. Yaie BcTpevaroTcs jerkue GhopMbl TaH-
HOTO CHHApPOMA C HEPe3KO BBIPAXEHHOU TMIEPITaCTUYHOCTHIO
KOXHU U M30BITOYHON TMOABUKHOCTBIO CYCTaBOB, KaK TMPaBUJIO,
coueralomuecs ¢ Tpombouurtonarueii. OMHUM U3 HauboJee Ya-
CTO BCTpEYAIOLIMXCS TUTMOB cuHApoma YepHoryboBa—3dnepca—
Hanno — knaccuyeckuii [1, 5, 6]. CpenHsist MPOIOJIKUTEIbHOCTD
>KU3HU MAIMEeHTOB ¢ cuHIpoMoM YepHoryboBa—Dnepca—/laHio
CYILIIECTBEHHO HE OTJIMYAeTCs] OT TMOIMYJSIIIMOHHOM, Yero Helb-
351 CKa3aTh O KAYeCTBE MX XW3HU, OTPAHUYEHHOM HapylIeHUuEeM
(GYHKINM CyCcTaBOB, CKEJIETHO-MBIIIEYHBIMU OOJSIMU, TIOBBI-
LIEHHOI yTOMJISIEMOCTBIO.

NuddepeHumanbHblii  AMATHO3 TPOBOASIT C CUHIPOMOM
MapdaHa, mpu KOTOPOM y OOJBHBIX OTMEYAIOTCST BBICOKUIA POCT,
apaxXHONAKTWINS, CTPUM, BPOXIEHHAs OSKTOMMSI XpycTaluKa,
aHeBpM3Ma aOpPThI, KEJIOUAHBIE PYOIbI MJIOTHONW KOHCUCTEHIINH,
BO3MOXHBI 3yn. Heobxommmo muddepeHunpoBatb CUHIPOM
YepHoryooBa—3dnepca—/aHio ¢ TMMGOMON KOXH, TTPU KOTOPOiA
TaKXXe BBISIBIISIETCS TUIOTHASI KOHCUCTEHIINST, HO HET CBSI3U C TPaB-
MaTu3alueil U JTUMTOUIHBIM HEKPOOMO30M, IJIsSI KOTOPOTO XapaK-
TEePEeH XeJTOBaTbIi OTTEHOK [5].

NPUBOAUM KIMHWYECKOE HABJIHOAEHWE

bBoavnas H., 17 nem, enepsvie obpamunace 8 noAuKAU-
Huueckoe omoenenue I'bY3 «Hensbunckuii obracmuoii Kau-
Hu4ecKuil KodcHo-8eHepoaoeuyeckuil oucnancep» 04.09.18
Nno HanpaeaeHul aKyuiepa-euHekonoea Ha @ore bepemer-
Hocmu 35—36 Hed c dcarobamu Ha 8biCbINAHUS HA KOJice
myn08uuia, KOHeuHocmeli.

U3 anamuesa ducusznu uzeecmuo, 4mo y 00AbHOU ¢
POJICOCHUSI OMMeHanucy OAumenvHoe 3adcueneHue pam ¢
obpazosanuem pyoyos, UNePMoOUALHOCMb CYCMABO8,
nosviuieHnas pacmscumocms koxcu. boina koncyssmu-
posana neduampamu, depmamonozamu, eeremuxom 00-
AACMHOU 0emcKoll KAUHUYecKoi 00AbHULbL 8bICINABAEH
duaernos: cundpom Heproeybosa—Inepca—Jlanno. Ilepe-
HeceHHble 3a001e8aHUs: OCMpble PecnupamopHbie 8upyc-
Hble uHgbeKyuu, epunn, 6empsaHas 0ChA, aHeUHA, Nepesom
AamepanvHoll 100blIcKU 1e6oll HudcHeld KoneuHocmu. Co
€108 nayueHmKU, ecms comamuyeckue 3a601e8aHuUs1: XPo-
Huueckuil eacmpum. Onepayuu: epuiiceceyerue. Annep-
euveckas peakuyus (6 gude 8bICbINGHUI) HA UUMPYCOBbLE,
wokonad. Jlexapcmeennoii nenepernocumocmu uvem. Ha-
caedcmeen blll aHamues: y 6abyuxu cunopom Yeproeybo-
ea—Inepca—Jlanno. He xypum. MencmpyanvHolil yukia c
12 nem, no 5 oneii, uepes 28 oueii. bepemennocms nepgas,
cpoK 35—36 Hed.

ObsexmugHo: obulee cocmosHue y0081emeopument-
Hoe. Opeanvl u cucmemsi 6e3 ocobennocmeli. Temnepamypa
mena 36,7°C. Ilepughepuueckue aumpamuueckue y3ivi He
yeeauuenol. AN 120/80 mm pm. cm., nyasc — 68 6 muHymy,



Puc. 1. bonbHas H. KnuHnyeckne npossnesns cuHapoma YepHory6osa—3anepca—[laHno y 06cneaoBaHHoON: a, 6 — MONKOCKOBbIE NCEBA0ONYXOMN; B — MOBbI-
LLUEHHas pacTHKMMOCTb KOXW; I — nepepasriubaHine B ny4e3ansiCTHbIX CycTaBax

y0osaemeopumenvHo2o Hanoaerus. Pusuosocuueckue om-
npagnenus 6 Hopme.

JlokanvHbiii cmamyc: depmamonocuueckuii npouyecc
HOCUM pacnpoCMpaHenHblil, HeCUMMempUYHbLI Xapakmep,
AOKANU3YeMCsl HA KOJce AUYA, 6ePXHUX U HUNICHUX KOHeH -
Hocmeii. [Ipedcmaenen pyoyamu CUHIOUWHO-PUOAEMOB02O
ygema c HemKuUMU epanuLami, HenpasuAbHol Gopmol, om
2%x5 do 9% 12 cm, seaenuamu pybyosoii ampoguu. B 3one
PYOY08bIX U3MeHeHUll 6 obaacmu pas3eubamenvHoli no-
8EPXHOCMU KOAEHHBIX CYCMAB08 CHOPMUPOBANUCH 2Pblice -
nodobHble MseKUe BbINAYUBAHUS NOOKONCHOU Kiemuam-
KU — MoAaCcKosble ncegdoonyxoau (puc. 1, a, 6). Koxca
UCMOHYeHA, Npu pacmsiceHul ObiCmpo 8036paAUsAemcs 6
ucxoonoe nonodcenue (puc. 1, 8); nepepaseubanue 6 ay-
yezanscmuulx (puc. 1, 2), 201eHOCMONHBIX, KONEHHBIX CY-
cmagax, HepeoKo ¢ n008bIBUXAMU, CKeNeNHO-MblULeHHbIMU
deghopmayusamu.

Ilposedeno  depmamockonuueckoe  uccaedoganue
(puc. 2, a, 6). Boicmasaen duaenos: cunopom HYepuoey-
6o6a—3Inepca—Jlanno. Ilayuenmka Ovina Hanpaérena
Ha KOHCYAbMAUUuw opmoneoa 045 UCKAYEHUS KUgo-
cK0AU03a. B c653u €O CKAOHHOCMbIO K GHYMPUAAZHbIM
KPOBOUBNUSHUSM, DA3PBIEY CKAEDPbL, PO20BULbL, OMCAOLKE
cemuamku npu mpasme, NepUOOOHMUMY PEKOMEHO08AHbL
KOHCyabmayuu ogmansmonoea, Kapouonoed, cmomamo-
A02a, eeHemuKa, ncuxono2da. B cessu ¢ 6blcOKUM pUcKom

Puc. 2. To e HabnoaeHne. [lepMaTockonuyeckas kapTuHa cuHapomMa
YepHory6oBa-3nepca—[lanno (a, 6)

npeNcoeepemMeHHbIX PO008, 803MONCHBIMU OCAONCHEHUSMU
80 8pems bepeMeHHOCMU PeKOMeHO08AHO eedeHue bOepe-
MEHHOU 8 YCA08UAX 00AACHHbIX YUPelcOeHUll, PACUUDEeH -
HOe 2eMOCma3suo02UHecKoe Uccaedo8aHue.

[Tayuenmke pexomendosansvl Kecapego ceveHue, npo-
purakmurka mpasmamu3ayul KOICu.

JlaHHOe KJIMHMYECKOe HaOJII0JeHUE IMPEeICTaBIsieT MHTEPeC
KakK pelKO BCTPEYAIOLINIACS CMHAPOM C TUIUYHBIMUA OOBEKTUB-
HBIMU MPU3HAKAMU: TUIIEPPACTSKUMOCTD KOXU, [UIMTEIbHOE 3a-
JKMBJIEHUE paH ¢ 00pa3oBaHUEM pyOLIOB, TMIIEPMOOMILHOCTD CY-
cTaBOB. PaHHsIs1 AMarHOCTHMKA U Ha3HaYeHUE CUMIITOMATUYECKOM
Tepanuu IMO3BOJISIOT CYLIECTBEHHO YJIYYIIUTh Ka4eCTBO KU3HU
MalueHTa.
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Ehlers-Danlos syndrome is a rare ontogenetic anomaly in the body’s
development, which is one of the challenges to modern medicine. Hyperelastic
skin (Chernogubov-Ehlers-Danlos syndrome, imperfect desmogenesis) is a
hereditary connective tissue disease caused by insufficient collagen synthesis
of various etiologies. Its prevalence is between 1:5,000 and 1:560,000. The
paper describes a clinical case in a patient with Ehlers-Danlos syndrome, which
includes: his medical history, clinical presentations, and treatment regimen. This
clinical case is of interest as a rare syndrome with typical objective signs, such
as skin hyperextensibility, prolonged wound healing with scarring, and joint
hypermobility.

Ehlers-Danlos syndrome, skin hyperextensibility, joint hypermobility,
diagnosis, treatment.
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