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Pesrome.

Cunnpom Dnepca-Jlanno oObeqUHACT KIMHIYECKH ¥ TEHETHUECKH TeTePOreHHYIO TPYIITy HacleACTBeHHBIX 3a00JeBa-
HUH COCAMHUTENFHOM TKaHN M XapaKTepU3yeTCsl THIIEPMOOMIBHOCTEIO CYCTaBOB, TIOBBIIICHHON 3IaCTHYHOCTBIO KOXKH 1
PaHUMOCTBIO TKaHEH.

[IpencraBnena HOBask MeXIyHapoIHAs KiIacCH(UKALM CHHApoMa Diepca-J{anio ¢ moapoOHeIM ykazanueMm 13 Tumnos
3a00JIeBaHus, IPUBEICHBI TVIABHBIC U JOTIOIHUTEIBHBIC KPUTEPHH JUIsl YCTAHOBJICHUS JUArHo3a.

Omncan cirydail pelkoro HacJIEACTBEHHOTO 3a00JICBaHUS COSAMHUTENHFHON TKaHW — CHHApoMa Diepca-JlaHino kmaccu-
YECKOTO THITA Y 56-JIETHEr0 MannueHTa My>KCKoro 1mojia. OCMOTp KOXXHBIX TOKPOBOB BBISIBII HAJTMUHME MSTKOH, «TECTOIO-
JOOHOI» Ha OIIYIh KOXKH, JIETKO cOOMpaeMoii B CKIIAJIKy M pacTsrusatomieiics. B obmactn smma (7100, mékn), BEpXHUX 1
HIDKHUX KOHEYHOCTEH — OOMIINE MUPOKNX arpopuiIecKkrX pyOIIoB, KoXKa B 9THX OT/AENaX HCTOHUYEHA M IMEET BHUJL «ITaIlH-
pocHoii Oymarm». B obnacty mpokcnMaabHOTO MexX(aIaHroBOro cycraBa BTOPOTO ITajblia JIEBOH KUCTH M 000MX KOJIEH-
HBIX CYCTaBOB — JUTUTENIBHO TIEPCUCTHPYIONIHE TeMaTOMBI M He3HAYUTENBHBIH OTEK, IIPH MaJibHanuy 6e3001e3HEeHHBIE.
Cunnpom Dnepca-Jlaniio — peqKoe HaceCTBEHHOE 3a00JIeBaHNe, IIPOSIBICHNSI KOTOPOT'O MOTYT 3aTparuBaTh HECKOJIBKO
opranoB u cucteM. OT BHUMATEIHHOTO 00CIE0BaHMUS MMAIMEHTa M CBOEBPEMEHHON ITOCTAaHOBKH IPaBUIILHOTO THarHo3a
B ATOM ciIydae OyleT 3aBHCETh Ka4eCTBO KU3HH U TPYAOCIIOCOOHOCTH MAIEHTa.

Kniouegvie cnosa: cundopom dnepca-anno, kraccugurayus, ouazHocmudeckue Kpumepuu.

Abstract.

The Ehlers-Danlos syndrome (EDS) is the name given to a clinically and genetically heterogeneous group of heritable
connective tissue disorders characterized by joint hypermobility, skin hyperelasticity, and tissue fragility.

A new international classification of EDS is presented herein with a detailed description of 13 syndrome types and major
and minor criteria suggested for the disease diagnosis.

A rare case of a heritable connective tissue disorder — a classical EDS type is described in a 56-year-old male patient.
The examination of the patient’s integument revealed a soft, doughy, highly stretchy character of the skin which could
be easily folded. Abundant wide atrophic scars were observed on the face (forehead and cheeks), the upper and lower
extremities. The skin in these areas was extremely thin and had a «cigarette paper» appearance. Persisting hematomas and
insignificant edema, indolent on palpation, were seen in the area of proximal interphalangeal joint on the left hand second
finger as well as in that of both knee joints.

The Ehlers-Danlos syndrome is a rare hereditary disease the manifestations of which can involve several organs and
systems of the body. The patient’s quality of life and working ability in this case will greatly depend on a careful medical
examination and timely and correct diagnosis.

Key words: Ehlers-Danlos syndrome, classification, diagnostic criteria.
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I[Mon TtepmuHOM «cuHIpoMm Onepca-/lan-
qgo» (cuH. cuHapoM UYepHorybosa-Omepca-Jlan-
J10, HECOBEPIICHHBIN mecMmoreHe3 Pycakosa, Cutis
hyperelastica) 0OBETUHSIOT KIMHUYECKH M TeHe-
TUYECKH TETEPOreHHYIO TPYIIy HAaCIeACTBEHHBIX
3a00JIeBaHUH COETUHUTEIILHONW TKAaHH, BBI3BAHHBIX
nedexraMu (GYHKIHMH pa3InIHbIX THIIOB KOJIJIareHa,
KOJUTareH-aCCOIMMPOBAHHBIX TPOTEHHOB U YH3UMOB,
3aJefCTBOBAaHHBIX B IPe0oOpa3oBaHUU KOJUIareHa
[1], xoTOpBle XapaKTEepPHU3YIOTCS TUIEPMOOMIHHO-
CTBIO CYCTaBOB, HOBBIILICHHON 3J1aCTUYHOCTBIO KOXKH
U paHUMOCTBIO TKaHEH.

[lepBoe yacTu4HOE OmMMCaHHWE AaHHOTO 3a00-
neBaHus natupyercs 1657 . (TommaHACKUA XUPypr
Job Janzoon van Meek’ren). bosiee mogpoGHoe oru-
caHue cuHIpoMa nan pycckuil Bpau A.H. UepHo-
ryooB B 1891 romy, xorma Ha TIEpPBOM 3aceqaHUH
MockoBcKoro o01iecTBa JepMaToIOroB U BEHEPOJIO-
TOB OH MpEACTaBWII JBYX MAIlMEHTOB C HEOOBIYHOMH
XPYHIKOCTBIO U JTACTUYHOCTBIO KOXKH, MOBBIIIICHHON
MOABMKHOCTBIO CYCTaBOB M MOJUIOCKOBHIHBIMHU
MOAKOKHBIMH IICEBIOOIYXOISIMH B 00JIACTH KOJIEH-
HBIX U JIOKTEBBIX CyCTAaBOB U NPEINOIOXKHI CBS3b
3a00/1eBaHUs C HENOCTATOYHOCTBIO COETUHHTEIIb-
Holi TkaHu. OIHAKO 3a rpaHuIel ObUT OMyOINKOBaH
ToJbKO pedepar ero padotel. CHHIAPOM OBLT Ha3BaH
B uecthb nepmaronoroB Edvard Ehlers ([lanus) u

Henri-Alexandre Danlos (®paHuust) KoTopble, He3a-
BHCUMO JIpYT OT Apyra, onucanu ero B 1901 u 1908
IT. COOTBETCTBEHHO [2].

Llens paboTHI — ONMCaHUE CITydast PEIKoro Ha-
CJICZICTBEHHOTO 3a00JIeBaHMS COCAMHUTENIBLHOM TKa-
HU — cuHApoMa Jinepca-/lano.

MaTtepwan u metoabl

Ilon nHamum HaONMOnEHMEM HAXOOWJICS Ia-
nuent I, 56 net, ¢ »ajjo0aMH Ha MHOKECTBEHHBIE
pyOLBI Ha KOKe JIMIa ¥ KOHEYHOCTEH, JIETKO BO3HH-
KaloLIMe U AJUTEIBHO NEPCUCTUPYIOLIIE TeMaTOMBl,
OBICTPYIO YTOMIISIEMOCTh. BhllieykazaHHbIE 5KaI00bI
0ecIIOKOAT IallMeHTa Ha IPOTSHKEHUU MHOTHX JIET U
3HAUUTEIIbHO CHMXKAIOT KayeCTBO JKU3HU M TPYHO-
criocooHocTh. Co CIIOB MalMeHTa, JaXKe HEe3HAYH-
TEJIbHBIE TPaBMbI IPUBOSAT K HAPYLICHUIO KOXKHBIX
MTOKPOBOB C JaJbHEHIINM 00Pa30BaHUEM IIUPOKHX
U DIyOOKHX pyOLIOB, TPH JIETKUX YIIMOAax B OBITY U
Ha paboTe BO3HMKAIOT CHHSIKH, COXPAHAIOIIUECS /10
HECKOJIBKUX HeJienb win Mecsnes. [lanuent orpuna-
€T HaJi4ue MOJ0OHBIX CHMIITOMOB Y OJHM3KUX POJI-
ctBeHHUKOB. ComyTcTByromue 3adoneBanus: UBC,
nHpapkt muokapaa B 2011 u 2014 rr. (6amionHas
aHTHOIIACTHKA U cTeHTupoBanue B 2014 r.), atepo-
CKJIEPO3 aopThl, KOPOHAPHBIX U MO3TOBBIX apTEPHUI,

-
Pucynox 1 — I'unepanactuuHoCTh KOXXKH oOnacT 1ieda (A) u npeamiedss (b)
y HalyeHTa ¢ KJIaCCUUYEeCKUM TUIIOM CUHIpoMa Dnepca-/anino.
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ATl 1T puck IV, obOnurepupyrommii arepockiepos3
apTepuil HIXKHUX KOHEYHOCTEH, BAPUKO3HOE pacIlu-
peHHe BEH HIXKHUX KOHEYHOCTEH, MOBEPXHOCTHBIN
racTpPONyOJICHUT, KaTapaidbHbIA MPOKTOCHUTMOUJINT,
crieHoMmeranus. Ha MoMeHT oOpateHus cocTosHue
MalMeHTa YAOBIETBOPHUTENbHOE. OCMOTpP KOXKHBIX
MOKPOBOB BBISIBWJI HaIW4HMe Yy MAalUeHTa MSITKOH,
«TECTONMOMOOHOM» Ha OIIYIb KOXH, JIETKO COOH-
paeMoil B CKIaJKy W pacTsaruBaromieiics (puc. 1).
B obOnmactn muna (1100, mEKN), BEPXHUX U HIDKHUX
KOHEYHOCTEH — OoOWjHMe WIMPOKHX aTpo(huUIecKux
pyO110B (pHC. 2), KOXa B 3TUX OTJAEIaX MCTOHYCHA
U MMeeT BUJ «IamupocHoi Oymarm». B obOmactu
MPOKCHMABHOTO MEK(aJIaHTOBOTO CyCTaBa BTOPO-
TO Majblia JIEBOW KHCTH U 00OUX KOJCHHBIX CyCTa-
BOB — JUTUTEJIHHO MEPCUCTUPYIOIIUE TEMATOMBI (pHC.
3A u 3b) 1 He3HaYUTENbHBIN OTEK, IIPH MaJbIALUH
6e300me3nennble. [Ipu ocMoTpe nmonoctu pra Oblia
BBISIBJICHAa TUIOIUIA3Usl Y3Ie4KH si3bika (puc. 3B).
I'unepMoOMITBEHOCTH CYCTaBOB BBISIBIICHO HE OBLIO.
Ha ocHoBanmu »xayno0 mainueHTta, aHaMmHe3a
3a00JIeBaHNS U PE3yJIbTaTOB OCMOTPA - IPUCYTCTBUE
OIHOTO TJIaBHOTO (IIOBBIIICHHAS PACTSKHUMOCTD
KOXXH W IIUPOKHE aTpoduueckue pyOLsl) U Tpex J0-
MOJTHUTENBHBIX (CKJIOHHOCTD K MOSIBIICHUIO TeMaToM,
MSITKasl, TeCTOBaTas KOXKa, MOBBIIICHHAS XPYIMKOCTh
KOXKH) KPUTEPHUEB - OBUT YCTAHOBJICH KIMHHYCCKUH

auarno3: Cunapom Dnepca-JlaHio, Kinaccudeckuit
THII.

Pe3yn bTaTbl U 06cy)|q:|,e|-me

OnucaH U 33J0KyMEHTUPOBAaH Cly4dail CHH-
IpoMma Dnepca-/lanno y 56-IeTHero naiueHTa Myx-
CKOTO T10J1a B TIPAaKTHKE Bpada-JIepMaToBEHEPOJIOra.

C xonma 1960-x IT. mpeanpUHAMAINCE MHO-
TOYUCIICHHBIC TMOMBITKH KJIACCH(QUIIUPOBaTh pas-
HOOOpa3Hble KIMHUYECKHE MPOSBICHHUS CHHIPOMA
Onepca-Jlanno (COJl), cBA3aHHBIE C TEHETHYECKOU
reTepOreHHOCThI0 3aboneBanusi. Haubonee 3Ha4u-
MBIMH U3 HUX CHUTAIOTCA: «EepHI/IHCKaH HO30JI0T'Hs»,
npuHaTas B 1986 T. Bo BpeMst 7-T0 MEXKTyHAPOIHO-
ro KOHTpecca, MOCBSAIICHHOTO TCHETHUKE 4YelOBEKa
B bepiune (Boineneno 9 tunos CON), u «Buied-
paHIICKHE UATHOCTUYCCKUE KPUTEPUNY, IPHUHSATHIC
B 1997 r. mpu conetictBun Ehlers-Danlos Support
Group (UK) u Ehlers-Danlos National Foundation
(USA) B Bumtedpani-crop-Mep (BbiueneHo 6 oc-
HOBHBIX TumoB COJI, TpemyioxXeHO HCIIONb30BaTh
CHUCTEMY OOJIBIIIMX M MAJbIX JUATHOCTUYCCKHUX KPU-
TEpUEB TPU MOCTAHOBKE KIMHUYECKOTO IHArHO3a
C3[). do HenaBHero BpeMeHH «Bumnedpanmckue
JAUAarHOCTUYCCKUC KPUTCPpHUN» ABJIJIMCHL CTaHAap-
TOM W HIHPOKO HCIIOJNB30BAIUCH KaK B IMPaKTHYe-

| i

Pucynox 2 — Illupoxue arpodudeckue pyoust oonactu auma (A)
1 pa3rubaTenbHON ITOBEpXHOCTH JIeBOH HIDKHEH koHeuHocTH (B), TOT e manuenT.
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Pucynok 3 — Ilepcuctupytomye reMaToMbl 001aCTU IPOKCHMAILHOTO MexK(anaHroBOro cycTaBa BTOPOIO Mablia JIEBOH
kucTH (A) n neBoro koseHHoro cycrasa (Bb); runonnasus y3neuxu sizpika (B), TOT ke manueHT.

CKOIl MeAMILIMHE, TaK U B Hay4YHBIX HCCIIEJOBAHMSIX,
nocssauieHHsIx COJl, onHako ¢ MOMeHTa UX ITyOnu-
KalliM CTaJl U3BECTEH LEJbIi CIEKTP HOBBIX MOATHU-
noB CO/I. [lanpHeHIUM pa3BUTHEM MOJEKYISPHON
OHMOJIOTHH W MEIUIIMHCKON TeHEeTUKH (B T.4. CEKBe-
HHPOBAHUS HOBOTO MOKOJICHHSI) OblJIa IIPOUKTOBAaHA
HEOOXOOMMOCTh IIEpecMOTpa CyLIECTBYIOLIEH Kiac-
cudukarm [3].

Ha IlepBoM MeXIyHapOIHOM COBEIIAHUH,
nocesimienHoM CDJI (Tent, 2012 1), Obu1 yupex-
neH MexnyHaponueiii koHcoprmyM mo COJI. On
BKJTIOUMJI B €€0S MATh pabOvMX IPYIIH, COCTOSIINX
13 KJIMHULUCTOB, YUSHbIX U aKTUBHBIX WieHoB EDS
Community pa3HBIX CTpaH, 3aHUMAIOLIUXCS Tepe-
CMOTpPOM yxe umerouleiics nundopmanuu no CI/I,
a Takke pa3pabOTKON HOBBIX HAIPABJIICHHUI B HC-
cienoBaHusAX. Pesynprarom pabotsl Koncopimyma
sBuach MexayHapoaHas kiaccubukanus COJI
2017, mpencraBneHHas Ha MeXIyHaApOTHOM CHM-
nosuyme, nocsseHHoM CO/] B mae 2016 1. (Hsio-
Mopx) [3]. Oua Bxmrouaer B cebs 13 tumos CIJI
(tabm. 1).

Knaccnuecknii Tun COJ] mpezcrasnser codoit
HACJICICTBEHHOE PAaCCTPONCTBO Pa3BUTHSI COCIUHU-
TEJNBHOW TKaHM, KOTOPOE XapaKTEPHU3yeTCs IOBBI-
LICHHON PacTSHDKUMOCTBIO KOXKH, TUIOXHM 3a’KUBIIC-
HUEM paH U TUIEPMOOMIBHOCTBIO CyCTaBOB. Tun
HACJIEOBaHUs — ayTOCOMHO-JOMHUHAHTHBIN. YacTo-

Ta BcTpedaeMocTu coctaBmseT 2-5:100 000 genoBek.

CoxkpallleHue KolMM4yecTBa KojjiareHa V. co-
CTaBJIAET LIEHTPAJIBLHOE 3BEHO IMATOreHe3a KIAacCH-
yeckoro tuna COJI. Komtaren V siBisiercs: pubpumi-
JSIPHBIM  KOJIJIATEHOM, HaXOAUTCS B HEOOJIBIIOM
KOJIMYECTBE BO MHOI'MX TKaHSAX OpraHU3Ma U Ipel-
cTaBigeT co00ii MUHOPHBIN KOMITOHEHT TKaHEH, CO-
neprxamux komareH [ u 11 tunos (koka, porosuiia,
KOCTH, XL, MEKITIO3BOHOYHBIE IUCKH, TIAIICHTA).
OH HCMONHACT PEryasTopHyto QpyHKUUIO B Gudpui-
JoreHese (CoeqNHAETCs ¢ KoytareHoM | mpu moctpo-
SHUH KOJUTareHOBBIX (huopmi) [S].

Bosee 90% manueHTOB ¢ KJIACCHYECKUM TH-
moMm COJl (kCO/l) UMET reTepo3UroTHYI0 MyTa-
LIMIO B OJJHOM M3 T€HOB, KOAUPYIOIIMX KoJutareH V (a
nMeHHo B reHax COL5SA1 u COL5A2, xopupyrommx
ol-mens komareHa V U o2-11enb KojutareHa V coot-
BETCTBEHHO). B penkux ciydasx kC3/I-penornurom
MOTYT aCCOLMHMPOBAThCS clielupruiIecKkre MyTauuu
B TeHax, kogupyromux koutaren | (COL1AT1)[4].

Knnnnueckue nposisnenus kCOJ| u creneHs
MX BBIPOKEHHOCTH Yy TallMEHTa MOTYT BapbUPOBATh
B KXJOM WHAWBUAYabHOM CIIydae, W MOCTaHOBKA
MIPaBUIBHOIO JUArHO3a MOXET BbI3bIBATh TPYIHO-
CTH y Bpada-KIMHHUIINCTA IIEPBUYHOTO 3BeHa. B 2016
romy B Hpbro-Mopke Ha MexIyHApOIHOM CHMIIO-
3uyme, nocesauieHHoM COJI, ObuHM HepecMOTpPEHbI
JIMAarHOCTHYECKUE KPUTEpUH 3a00JIeBaHUs, KOTOPBIE
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Tabmuua 1 — MexayHaponHas kiaccudukanus cuaapoma dnepcea-Jlanno, 2017 r. [4]

I'en, MyTanms KoToporo n
Tun COJJ Tun HacnenoBaHus o0ycaBIBaeT POTCHI, Heq)eiKT KOTOPOEO BRIBAM
TCHHOW MyTaIue
3aboyieBaHue
1. Kimaccuueckui AyTOCOMHO- COLS5A1L, ol-1ens KoareHa Vv,
JTOMHHAHTHBII COLS5A2, 02-11enb KojiareHa V,
COL1AI (penko) mpo-o 1 -1iens komarexHa I
2. Tum, mogoOHBIH AyTOCOMHO- TNXB Tenacuun XB
KIIAaCCHICCKOMY PeIeCCUBHBIH
3. CepreuHo-KiamaHHelii | AyTOCOMHO- COL1A2 [Ipo-a2-mens komrareHa |
PELIECCUBHBIN
4. CocyaucTslit AyTOCOMHO- COL3A1, ol-1tens xoymtarena 111,
JIOMHHAHTHBIHA COL1AT1 (penko) ol-mens xomarena I
5. I'nnepMoOnITbHBIH AyTOCOMHO- Hewussecten Hewussecten
JIOMHUHAHTHBIN
6. ApTpoxanazus AyTOCOMHO- COL1AI, ol-tens komnarena I,
JTOMHHAHTHBII COL1A2 o2-1emnb Koyutarena I
7. depmatocnapakcuc AyTOCOMHO- ADAMTS2 ADAMTS-2 (ocHOBHasI MPOKOJLIareH
pelecCuBHBII I N-nporennasa)
8. Kudockommornueckuit | AyTocoMHO- PLODI, JIuzun ruapokcunasal,
peLeCCUBHBIN FKBP14 [enTuaun-nponauna ouc-TpaHe
nzomepasza FKBP22
9. CunapoM XpynKoit AyTOCOMHO- ZNF4609, ITunkoBsIe nmanbisl ZNF469,
pOTOBHIIBI PELECCUBHBIN PRDMS5 ®axrop TpaHckpunuuu PRDMS
10. Conanio- AyTOCOMHO- B4GALT7, lanaxrosmnrpancdepasa I,
JTUCTIIACTHIE CKIH pereccuBHBIN B3GALTo, lanakrosmnrpancdepasa 11,
SLC39A13 ZIP13
11. Myckyno- AyTOCOMHO- CHST14, KapOoruapar cyabsdo-Tpanchepasa
KOHTPAKTYPHBIi PELECCUBHBIN D4STI1,
DSE Jepmaran cyibdar snumepasa
12. Muonaruyeckuit AyTOCOMHO- COL12A1 ol-nens xomnarexa XII
JTOMHUHAHTHBIN
IR ayTOCOMHO-
peIeCCHBHBIN
13. TleprooHTaNBHBIH AyTOCOMHO- Cl1Ru C1S Cy6seaununpt Clr u Cls
JTOMHUHAHTHBII kommonenTa C1 cucreMsl
KOMIUTEMEHTa (KITaCCHYECKUH Iy Th)

BKJIFOHAIOT [Ba ITTaBHBIX U ACBATH JOIIOJIHHUTCIIBbHBIX
KJIMHAYECKUX MPU3HAKOB (Tabm. 2).

Kpome Toro, BosmoxHbIe nposiBiaeHus KCIJI
MOTYT 3aTParuBaTh CEPIAEYHO-COCYUCTYIO CHCTEMY
(aHEBPU3MBI COCYZIOB, XPYIIKOCTh COCY/IOB, IPOJIAIC
MUTPANBHOTO KJalaHa), MHIIeBApUTENLHYI0 CUCTe-
My (racTpoa3odareanbHbiii pedurroke, XpOHUUECKUI
3arop, aHaJbHEIN TPOJIAIIC), TTOI0CTh pTa (PudpPo3-
HBI TIEPHOAOHTHUT, aHOMalbHas (opMa IYIbIIE,
neTpupuKanys MyabIbl, THMOIUIA3US Y3A€UKH S3bI-
Ka ¥ HWKHEU ryObl), r1a3a (MCTOHYCHHUE POTOBHUIIBI,
[ITO3), HEPBHYIO CUCTEMY (MBIIICYHAS THIIOTOHHS,
OBICTpasi yTOMIIIEMOCTbD, 33JIepKKa MOTOPHOTO pa3-
BHUTHsI), PEIPOAYKTHBHYIO CHCTeMy (IIpeXKIeBpe-

MEHHBIN pa3phiB IIOJHOTO ITy3BIPs, IEPBUKATHHASL
HEJ0CTaTOYHOCTh BO BpeMs OEPEMEHHOCTH).

Jng TOCTaHOBKM KIMHHYECKOTO TUarHo3a
kCOJl HeoOXoAMMO HajW4Yue IBYX OOJNBIIUX IHa-
THOCTUYECKUX KPUTEPUEB JHOO OMHOTO OOJIBIIIOTO
U TpeX U3 JCBSITH MaJbIX JUArHOCTUYCCKUX KPHUTE-
pues [5]. dns Bepudukanyu quarHosa (B T.4. U JUIs
muddepentnpoBku ot Apyrux tamoB COJl, nMuTH-
PYIOIINX KJIaCCHYECKU) PEKOMEHIIOBAHO MOIIEKY-
JSIPHO-TEHETUYECKOe TECTHPOBAHUE: HANPaBICHHOE
pPECEKBEHUPOBaHUE MaHENd TIEeHOB, COAepXKalleH
COL5A1, COL5A2, COL1A1 u COL1A2, a Takxe
HEKOTOPHIE JIOMOIHUTEIHHBIC METOBI [4].

Cnemmduaeckne meronsl sedeHuss COJIl He
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Tabnuua 2 — JluarnocTuyeckue KpUTepun KIIaCCHYEeCKOTo THMa cuHApoMa Jnepca-Jlanio

I'maBHbIe KpUTEpHH (KITHHUYECKUE TPU3HAKH
3a00JIeBaHuUs, UMEIOIINE HAaHOOJIee BRICOKYIO
CeU(QUIHOCTB)

JononHuTensHble KpUTEPUH (KITMHUIECKNE TPU3HAKH
3a00JIeBaHNs, UMEIOIINE OTHOCUTEIHHO HEBBICOKYIO
CHEU(PUIHOCTH U UTPAIOIINE BTOPOCTENEHHYIO POJIb IPH
TTOCTAHOBKE MArHO32)

1. IloBblLICHHAs PACTKUMOCTB KOXKHU (CHM-
IITOM OINPEACIISACTCS MYTEM OTTATUBAHUS KOXKH
B Pa3HBIX YYaCTKaX M CYUTACTCS MOJIOKHUTEIb-
HBIM, €CJIM JUTHHA CKJIAJIKHU MpeBblmaeT 1,5 cm
Ha AUCTAILHOM YacTH NPEIUIeYbs U THUIbHOM
CTOPOHE KHCTH, 3 CM B O0JIACTH ILEH, JOKTS U
KOJICHA) W IIUPOKHE aTpodudeckue pyOIrs (BHI-
PaXXEHHOCTb CUMIITOMa MOXKET BaAPbUPOBATh Y
Pa3HBIX MALUCHTOB).

2. TeHepann3oBaHHAs TUNIEPMOOHIBHOCTb
cycraBoB (5 wim > 5 mo mkane Beighton, y
MOXKHIJIBIX MTALMCHTOB TaKXKe IPUMEHSETCS
ompocHuK 5 PQ).

1. CKJIOHHOCTbH K HOSIBICHUIO TeMaToM (B T.4. B HETHITHYHBIX
o0macTsx).

2. Mosrkas, TecroBatas Koxka (Onpenensercs ImyTeM Iablia-
IUN).

3. TloBblmeHHast XPYIKOCTD (PAaHUMOCTB) KOXKH.

4.  MonocKoto00HbIE TICEBI00ITYXO0MH (Jale oOHapyKHuBa-
IOTCS B 30HaX pyOIIOB, Ha JIOKTSX);

5. TloaxoxHBbIE )KUPOBBIE KAJIBIM(UKATHI (TBEpAbIC HA OIIYTIb,
TIO/IBU)KHBIE, MOTYT OBITH OIIPE/IEIICHB! PEHTICHOJIIOTHYECKH).

6. Ipepka (B T.4. B aHaAMHE3e).

7. OuwnkaHTanbHbIC CKIaIKH (O0Jee SIPKO BHIPAKEHBI B JET-
CKOM BO3pacte).

8. OcnoXHEHHMs, CBA3aHHBIE C THIIEPMOOMIEHOCTBIO CYCTaBOB
(pacTspKeHHE CBSI30K, BEIBHX/TIOABBIBUX, O0JIC3HEHHOCTH, THOKOE
TUTOCKOCTOITHE).

9. Cewmeiinblii anamMHe3 (Hanu4ue 3a001€BaHNs Y POACTBEHHH-

Ka r[epBoﬁ JIMHHUH, OTBCUHAIOIICTO KIIMHUYCCKHUM KpI/ITepI/IHM).

pa3paboTaHbl, BEAECHUE IALMEHTOB IPEACTABISIET
co00H MEXIUCUUIUIMHAPHBINA MOAXOA C HOAKIIO-
YEHHEM Pa3INYHbIX CIENHAINCTOB B 3aBUCUMOCTH
OT JTana >KU3HM MalueHTa (TPyaoyCTpOHCTBO, Ija-
HUpPOBaHHE CEMbH) U MPeoOIagarouX CUMITOMOB
3a0oneBanus. [lanmeHTaM ¢ KJIACCHYECKHM THIIOM
COJl pekoMeHIOBaHO H30eraTh TpPaBM W 3aHATHI
KOHTaKTHBIMU BU/IaMH CIIOPTa, P HEOOXOAUMOCTH
XUPYpPrUYECKOrO BMEUIATENbCTBA CIENYET YUMTHI-
BaTh XPYINKOCTh TKaHEH, MOBBIIICHHBIH PUCK 00pa-
30BaHUs 'eMaToM U BO3HUKHOBEHHUS IIMPOKUX aTpo-
(myeckux pyOIOB, M MPUHUMATH JAOMOTHUTEIHHBIE
MEpbl M0 MX MNpeaoTBpamieHuto. Jns gereid ¢ Mbl-
LIEYHOHN TUIIOTOHUEH U 3aJEP>KKOM MOTOPHOrO pas-
BUTHSI MOXKET OBITh pekoMeHnoBana JIOK ¢ Huzkumu
Y CPEIHUMHU Harpy3KamH, IUIaBaHue.

3aknio4yeHue

Cunnpom Onepca-/lanno — peakoe Hacuen-
CTBEHHOE 3a00JIeBaHUE, TPOSIBIIEHUS KOTOPOTO MO-
TYT 3aTparuBaTh HECKOJIBKO OpraHOB U cucteM. bia-
rofaps JOCTHKCHUSM MOJICKYJSIPHON OHONOTMU H
MEIUITMHCKOW TEHETHKH OblIa TPEIIoKEeHa HOBas

MEXJyHapoaHas Kiaccu(UKaIKs, YTO TO3BOIHUIIO
pa3paboTaTh MIABHBIC M BTOPOCTENCHHBIC TUATHO-
CTHUYECKHE KPUTEPUU KaXJoro u3 13 TUmoB 3a0o-
neBaHusl. B MaHHOM KOHTEKCTE OCOOEHHO Ba)KHOE
3HAYCHUE MPHOOpPETAeT TIIATEIbHOE MEIUIIMHCKOES
00caen0BaHue MaleHTa, YTo He0OX0AUMO JIJIs CBO-
€BPEMEHHOM II0CTaHOBKHU JHArH03a, IOBBIIICHUS Ka-
YeCTBa KU3HU M TPYIOCIOCOOHOCTH MaIMeHTA.
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