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AnHomauyus

BBepenne. Cungpom Onepca-Iauno (Ehlers-Danlos Syndrome - EDS) - rpymma Hac/IeACTBEHHbIX MaTOJOTMYECKUX COCTOSIHWIA, BbI3BAHHBIX
pasmuHbiMu Jedekramu MerabonM3Ma KoylareHa. B psie ciydaeB ero TedyeHue COIMPOBOXKIAETCS PasBUTMEM IMPOrpecCHMpYIomX aedopmanmit
MO3BOHOYHNMKA, TPEOYIOIIMX ONepaTMBHON KoppeKkiyn. B murepaType He HajiieHO 0630pHBIX paboT, MOCBAIIEHHBIX Pe3y/IbTaTaM 3TUX BMeLIaTeIbCTB.
Henb. [IpencraButh M MpOaHaIM3MPOBATh Pe3yJIbTaThl XMPYPTUUECKON KOPPEKIMM TSDKEJBIX MPOrpeccUpyronmx gedopmaryii MO3BOHOUHMKA Ha
nmoyse cuHzApoMa Jepca-Jlanio. Martepuansl u meroabl. O630p ocHOBaH Ha comepskanmy 11 my6mukanmii 3a 1990-2014 rr. B Hux comepskarcst
Ppe3yJIbTaThl JiedeHust 56 GOIbHbIX, IOIOBYHA — B BIZE OTAe/IbHbIX HaOMIOfEHNM, [I0JIOBMHA — B BIZIE OMMCAHMS KIMHNYECKUX KOTOPT MAL[IeHTOB OT 7 0
9 ciryyaeB. PesysbraThl M 06cyRIeHNe. Pe3ybraThl KOHCEPBAaTMBHOTO JIeU€HMS CBUETEIbCTBYIOT O ero HU3Koi addektnBHOCTH. VicXomHas BeMumrHa
CROMMOTHYECKON nedopmalyu BecbMa BapuabesbHa — ot 45 1o 143°, ipu 3ToM npemonepayoHHas MOGMILHOCTb HeBbicoka (20-40 %) u cooTBeTCTBYET
cpeziHeit onepaioHHoii koppekimu (30 1o 55 %), nocieonepaioHHast motepst KOppekLn HesHaunTe bHa. CpefHsst KpOBOIOTeps: cocTaBmia ot 540
1o 1800 M. YV 56 60/IbHBIX KOHCTAaTMPOBAHO B OBILEN CIOKHOCTY 36 OCJIOKHEHMN, Hanbosiee TssKesble U3 HUX — HEBPOJIOTMUYecKue (Tpu cirydas
raparjiernu, B OfJHOM M3 HUX — 6e3 BOCCTAHOBJIEHUS) M COCYAUCTBIE (TIOBPEKAEHMSI CETMEHTAPHbIX COCYIOB M GOJMBIINX COCYIUCTBIX CTBOJIOB), Yallle —
B XOJle BEHTPAJIbHOTO JOCTYyIa. 3aK/ouenne. Xupypriuueckast Koppekiys nqedopmariyii mo3BoHOUHMKA Ha mouse EDS - cinoykHast 3ajaua, Tpebyroiast
VMHIVBMIYAJIBHOTO TOAXONA B KasKJOM KOHKpPeTHOM ciyvae. CoBpeMeHHasl TeXHMKA JaeT BO3MOXKHOCTb IOJTydYaThb BeCbMa HEIUIOXME Pe3ysIbTaTbl
koppekumu gedopmanmit mo3gonounmnka npu EDS. KonnuecTBo ory6MKOBaHHbIX HaOIIONEHMI HEBEIMKO, HEOOXOIIMbI HOBbIE VICCIIEIOBAHMSI.
KimroueBsble ciioBa: Ehlers-Danlos Syndrome, nedopmariyy Ho3BOHOUHMKA, XMPYPrUUeCKoe JieueHmue
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Abstract

Introduction Ehlers-Danlos Syndrome (EDS) is a group of hereditary pathological conditions caused by various defects in collagen metabolism. EDS can
be accompanied by progressive spinal deformities that may require surgical correction. No review papers reporting the results of the interventions
were found in the literature. The objective was to present and analyze the results of surgical correction of severe progressive spinal deformities in
EDS patients. Material and methods The review is based on 11 papers published between 1990 and 2014. They report the results of the treatment
of 56 patients with half describing individual observations and half reporting clinical cohorts of 7 to 9 cases. Results and discussion The results of
conservative treatment indicate its low efficiency. Scoliosis ranged between 45° and 143° with low preoperative mobility (20-40 %) at baseline and
corresponded to the average surgical correction (30 to 55 %) and insignificant postoperative loss of correction. The average blood loss measured 540 to
1800 ml. A total of 36 complications were noted in 56 patients, with most severe of them being neurological (three cases of paraplegia, without recovery
in one of them) and vascular (damage to segmental vessels and major vascular trunks) events developing from ventral access. Conclusion Surgical
correction of spinal deformities due to EDS is challenging and requires an individual approach in each specific case. Modern technology makes it
possible to obtain very good results in the correction of spinal deformities in EDS. There is a paucity of published observations and new studies are
needed.
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BBEJEHUE

Cungpom Onepca-Tanno (Ehlers-Danlos Syndrome -
EDS) - rpymnma HaceqCTBEHHBIX MAaTOJIOTMYECKUX COCTO-
STHMI, BBI3BAHHBIX Pa3IMYHbIMU JedeKTaMmyu MeTabommsma
kosutareHa. [lepBoe yrommHanme otHocutcs K 1682 rogy —
J. van Meckeren [1] ommcan kaptuHy 6osesuu y 23-yert-
HEro JCIaHIa, KOTOPBI ObUI B COCTOSIHUM TOLTSIHYTh
KOXXY OT IIPaBOM IMEKTOPaJbHONM 06JIACTM IO JIEBOTO yXa,
oT mopbopoAKa OO BOJIOCKUCTON YacCTM TOJIOBBI M OT 06-
JacT KojleHa B cTopoHy Ha 45 cm. IlepBoe gerasbHOe
KJIMHNYECKOoe omycaHye (FOHOIIA C BBIBUXOM B JIOKTEBOM
¥ Ta300eIpeHHOM CyCTaBax) IPYHAJIEXXNUT OTeUeCTBEHHO-
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my cnenpanucty A. UepHnoroposy (1891) [2]. Heckombko
nospHee nepmarosoru gatuyanu E. Ehlers [3] n dpaniys
H. Danlos [4] onmy6nukoBanu cBou HabmIomeHus1, 4To Io-
3BOJIMJIO TIPUCBOUTDH OMMCAHHOMY CMHAPOMY UX MMEHa.
YacToTa pasBUTHSI CMHAPOMA OLEHMBAETCSI B TPaHMIIAX
ot 1:5000 mo 1:25000 poskaennit [5].

Haubonee sSpKMMM KIMHUYECKMMMU MPOSIBIEHUSIMU
SIBJISTIOTCSI TUITEPMOOWIBHOCTb CYCTaBOB M Upe3MepHast
PaCTSDKMMOCTb KOKM. Jlaske JierKue TPaBMbI BBI3BIBAIOT
paccioeHre KOXKHBIX MOKPOBOB ¢ (GopMupoBaHMEM O6-
IIVPHBIX PYOIIOB, MCTOHUYEHHBIX 10 TUITY <IIAIMPOCHO
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6ymaru». CTeHKM COCYIOB XPYIIKME, UTO MPUBOIAUT K IO-
BBIIIIEHHOM KPOBOTOUMBOCTH. PasBuTHe CHUHIpOMAa He-
PenKO OCJIOXKHSIETCS MaToJOrMell OpraHa 3peHus, cepaey-
HOCOCYZIUCTOV U JKETYITOUYHO-KUIIIEYHOU cucTeM. Ipyrum
nposieiiennem EDS sBnsercs ¢GopMupoBaHMe IJIOTHBIX
MPUITYXJIOCTEM, W3BECTHBIX KaK MOJUIIOCKOOOpasHbIe
nceBAoonyxom (0CO6eHHO B 30HAX KOKHBIX PYOIIOB), U
cepnueckoii hopmbl  KalbIMPUKATOB, MaJbIIMPYEMbIX
MOAKOKHO B 06acTM Tpearuieumii u rosneHen [6]. B Ha-
CTOSIILIEE BPEeMsSI METOIbI MOJIEKY/ISIPHOV MAEHTUbUKAIAA
NO3BOJISIOT BbimenuTh 13 noprunos EDS [7].

Yacrora pa3BUTHSI UCKPUBJIEHNI TO3BOHOYHMKA Y MAIM-
enToB ¢ EDS HeusBecTHa, MOXKHO YIIOMSIHYTh JIUILb pabOTy
Beighton, Horan [6], koTopble BbsiBIIIM fedopmaumu pas-
JIMYHOV CTEeTIeHM BbIPaXKEHHOCTH Y 23 60bHBIX 13 100 06-
CJIEOBAHHBIX C BepUDUIIMPOBAHHBIM TMATHO30M.

Tsoresbie mporpeccupyiomye aebopMaiy mo3BOHOY-
HMKa Y 60mbHbIX EDS Tpe6yroT omepaTMBHOTO JIeUeHMST,
Ppe3y/bTaThl KOTOPOTO MPeCTaBIeHbl B CPAaBHUTEIHHO He-
6OJIBIIIOM UMcie TyGnuKanuii. VizyueHne rimo6aabHbIX 6a3
JaHHBIX MTO3BOIMJIO HauTy Bcero 11 pabor [8-18]. Mosk-
HO C OIpeIesieHHOM [0Jjiell YBePeHHOCTH IIpe/roararh,
YTO 3TO — BCE CTaThbM IO 06CYKIaeMoii TeMe, TeM OoJiee,
YTO MX aBTOPbI CChUIAIOTCS TOJILKO Apyr Ha apyra. O6-
30pHBIX pabOT HaMy OOHAPY>KEHO He ObLIO, IPU 3TOM U3-
BeCTHO [19], 4TO omepaTuBHOe JieueHMe CUHAPOMAJIbHBIX
ckonno3oB (B ToM umcie — npu EDS) compoBoskmaercst
Pa3BUTMEM YACTbIX U TSKEBIX OCIOXKHEHMIA.

Ilenb - mpencTaBUTh M MPOAHATM3MPOBATD PE3YIbTa-
Thl XUPYPIUUECKOI KOPPEKIUYU THKEIbIX MPOrpeccupy-
oumx nedbopMalnii MO3BOHOYHYMKA Ha MOYBE CHMHApPOMa
dnepca-anio.

MATEPHAJIbI 1 METO/IbI

IMoyck MCTOYHMKOB MH(pOPMAaLM IIPOBOAWICS B Oa-
3ax gaHHbIx Scopus 1 Web of science, a Takyke B mpucra-
TEIHBIX CIMCKAax JMTepaTypbl. Kputepuit BKIIOUEHNUS —
pesyabTaThl XUPYPrUUeCcKoil Koppekiuuu medopmaryi
MMO3BOHOUHMKA y maieHToB ¢ EDS. O630p ocHOBaH Ha

comep>kauuu 11 my6mamkanmii 3a 1990-2014 rr. B Hux
comepsKaTcsl pesysbTarTbl JiedeHust 56 GOJbHBIX, IIO-
JIOBMHA — B BUME OTOENbHbIX HaOIIOOeHMIA, ITOJIOBMU-
Ha - B BUJE ONMCAHMS KJIMHUYECKUX KOIOPT IalMeHTOB
ot 7 1o 9 ciayuaes.

PE3VJIBTATDI

B BbIIIEYTTOMSIHYThIX CTaTbSIX TPEICTABIE€HbI Pe3yJIbTa-
TBI XMPYPrUYeCcKOro jiedeHnst 56 nauyentos ¢ EDS. Bce atn
TAIMEHThl, 32 OJHUM MCKJIIOUEHVEM, MOABEPI/IACh OTHO-
WV IBYX9TAITHOMY BMEIIIATeTbCTBY — KOPPEKLMST Pasiny-
HBIMM TUTIAMM METJUIOKOHCTPYKLMI Y JOPCAIbHBIA IIU
BEHTPO-OPCAIbHBIN CIIOHAWIOAE3. JIUIIIb OfHA MaIieHTKa
6,5 et Ha MomeHT mybnukanym [18] mpoxomuia stanHoe
JieyeHue ¢ nomoInpio nHcrpymentapust VEPTR.

AHanu3 MMEOIIErocs: B HallleM PaclOpSKEHUM JIUTe-
paTypHOro Marepuajia JaeT BO3MOXKHOCTb IPENCTaBUTh
pesy/bTaThl XUPYPruveckoro jeyeHusi 6onbHbix ¢ EDS,
MIPOBEIEHHOTO B MOAABJISIIONIEM OOJIBIIMHCTBE CJTyYaeB BO
BTOPOJ JeKajie KU3HU mnaryeHTa (tabs. 1).

Ha panuux sTamax pa3BuUTHs MaTojoruu 27 maiyeHToB
u3 56 [8, 10, 12, 15-17] monyyanu KOHCEpBATUBHOE Jieue-
HMe (pas3IMYHOrO TUIIA KopceThl, Maccax, JIOK u mp.), 3a-
MeTHOro 3(pdeKkTa He OTMEUeHO.

B 11 ny6mukanusax 1990-2014 romoB mpencTaBieHbl
pes3y/IbTaThl ONEPAaTMBHOIO JieueHus: 56 mauyeHToB. AHa-
JIN3 3TOTO YHUKAJbHOTO MaTepyuaja HeCKOJIbKO 3aTPyIHEH
TeM OGCTOSITENIbCTBOM, UTO B Tpex paborax [8, 15, 18] aB-
TOPbI aHAJIM3VPOBAIM YCPEIHEHHbIE PE3y/IbTaThl CPaBHM-
TeJIbHO OOJBIINX I'PYIN 60bHBIX (OT 8 1o 11 yenosek), a
B OCTaJIbHBIX ITPEACTABJIEHBI 60JIee Wi MeHee oAPOOHbIe
OMMCAHUS OTHEIbHbIX HAGIIOneHN 1 (OT OMHOTO IO IIIeCTH).
BospacT naiyeHTOB Ha MOMEHT OTepallni BapbUpoBas OT
Tpex m0 20 sieT, HO B GOJIBbIIIMHCTBE CJIYYaeB MPUXOMMUIICS
Ha MepUoN, MOJIOBOTO CO3peBaHMs, KOTa MporpeccupoBa-
Hue nedopmanyu yckopsietcs. [leByliiek cpeay onepupo-
BaHHBIX OOJIbHBIX OBLIO BABOE GOJIbllE, UeM IOHOIIIEN —
37 mpotus 19. Tun EDS usBecren y 37 60JbHBIX U3 56:
tunbl [ u II - mo ogHomy ciywato, tum II1 - 2, IV - 12,
VI - 16, VII - 5 ciyuaes. BemunHa CKOMMOTHYECKOI Je-
dbopmai B TOZABJSIIONIEM OOJIBIIMHCTBE CJIyYaeB IIpe-
Bbiliasia 60-70°, mocturast B 1LIeJIOM psiie HaGIIOmeHuin
KpaiHuX crerneHen — go 120-140°.

[MpepomnepanoHHass MOOUIBHOCTb CKOJIMOTUYECKOM
nedopmanym (Tpakuusi, bending-test) ucciieqoBaHa BCero
B LIECTVM MHAMBMIYaIbHbIX HabmomeHusx [9, 11, 14, 16].
B cpemHem y 3Tux maiyeHTOB medopmaiys yMeHbIla-
nack ¢ 80,3° mo 49,0°, To ecth, Ha 31,3° (24-40°) mmmn
39 %. B rpynme B. Jasiewicz et al. (2010) Mo6MIBHOCTD
IrpyaHbIX medopManimii coctaBmwia 22 %, MOSICHUYHBIX —
27,2 %, YO.U. Tlosguuknua c¢ coast. (1990) - 15-20 %,
M.B. MuxaiioBckoro ¢ coanT. (2014) - 28,2 %.

TexHuka OIEpaTMBHOTO BMEIIIATEJIbCTBA  OIMMCaHA
y 51 mauyenTa, U3 KOTOpbIX 29 OIepupoBaHbl B OOVH 3Tl
(KoppeKys OpCaTbHbIM MMITJIAHTATOM, JOPCAIbHBIN CIIOH-
mutones) u 22 - B [Ba 9Tarna (KOPPeKIuy MpeiieCcTBOBa
BEHTPaJIbHBI JOCTYI B 06beMe AUCKIKTOMUU U MEKTEJO-
BOTO CTHIOHMIONe3a). B KauecTBe 5HIOKOPPEKTOPOB aBTOPbI
MCTIONb30Ba/IM AMCTpakTopbl Harrington, MHCTpyMeHTapumit
Luque, CDI u ero aHasioru, B OTIE/IbHBIX CJIyYasix OCHOBHO-
MYy BMEIIIATebCTBY MPeIIIeCTBOBAIA TaIO-TPAKIIMSI.

OrnpeneneHnie BeJIMUMHBI JTOCTUTHYTOM KOPPEKIN
CKOJIMOTUYECKOV AedopMaliy 10 JIMTEPATYPHBIM JTaHHBIM
3aTPYOHEHO TeM OOCTOSATETbCTBOM, YTO YacCTh aBTOPOB
TpefCcTaBuia OTeIbHbIe Habrome st (He BCerga CorpoBO-
KOast uxX BenuuHamy yria Kob66a B 10- m/miu mocsieore-
PaIMIOHHOM TIEPUOAX), a APYyrue COOOIIMIN YCpeaHEHHbIE
pesysIbTaThl Py GOIbHBIX, cocTosAMX 13 8-11 manyen-
T0B. Y 20 60JIbHBIX, JAHHbIE MO0 KOTOPHIM COOOILEHbI MH-
nuBuayanbHoO [9-12, 14, 16, 17], ckommorudeckasi gedop-
Martst uCIpasyieHa B cpegdem ¢ 79,3° (36-125°) mo 34,9°
(4-77°) v Ha 44.4° (55,9 %). [laHHbIE KOTOPTHBIX MCCIIE-
JOBaHMI TIOKA3ay CJIEMYIOIIMe Pe3y/IbTaTbl: 1O JAaHHBIM
I0.W. TospuukmHa ¢ coaBst. (1990), xoppekims y 8 manm-
eHtoB cocraBwia 34,5° (50,6 %), B. Jasiewicz et al. (2010)
y 11 maumenroB - 30,2° (27,6 %), M.B. MuxaiioBckoro ¢
coaBr. (2014) y 9 nanyeHToB - 44,3° (47,4 %). Kax sIBCTByeT
U3 MpeCTaBIeHHON Tabnibl, 06bEM JOCTUTHYTON KOPPEK-
LMV BapbUPOBAJI B IIVMPOKUX TIPEAesIax.
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Tabmuia 1
OCHOBHbIE KJIMHUKO-PEHTTEHOJIOTMYECKIE XapaKTEPUCTUKY TAIIMEHTOB, BKIFOUEHHBIX B 0630
Kon-Bo Bospact Koi-Bo 601bHBIX Yron Ko66a, ° Cpoku
ABTOVII’ é:;,OIF{C:ILIL/}IgOMep GonpHbIX| Ha MoMeHT |M:K I10 TUIIaM B KOHLIE [IepUOia HabJroneHmst
BCEro |orepauyu (JieT) CUHZApOMA [0 orepanymmn TIoC/Te onepanyn HAGMION NS (1et)
TTO3IHNUKVH C COABT., 3 14-16 1:7 5(mm VD)  |68,2 (67-90) cromnos 33,7 3-5 (morepst 1.5-2
1990 8] ) 3 (tun VII)  |-80,5 (50-100) kudos 50,5 KOPPeKIui) ’
El-Shaker M., .
Watts H., 1991 [9] 1 14 0:1 - 125 67 - -
95 41 - -
115 75 - -
McMaster et al., .
1994 [10] 5 11,8 (10,5-13,7)| 0:5 - 100 73 74 4
75 15 16 1,5
68 22 38 1
53 (3HIOKOPPEKTOP _
Ygggl[?tl illo, 4 96 (7-13) | 1:3 _ 15 y/aieH, HeBPOJIOTHs) 86
90 HEBPOJIOT Vst - -
90 35 6
) 45 18 min 2.5
%‘g’g“ﬁrﬁt al, 5 14(820) |0:5| 5 (oum v 106 70 min 2
70 (rpymHoii JIoppo3) | 26 (rpymHoit Kudo3s) - -
45 10 min -
Debnath, 2007 [13] 1 20 1:0 1 (tun VI) 95 95 - cMepTb
1 (tvm I) 105 - 28 5
Yang et al., .
2005 (14] 3 9,6 (7-13) | 2:1 1 (tum 1I) 84 - 40 3
1 (tvm 1) 82 32 32 2
5%5118‘”[’%%2] etal, 11 13,8 (7-18) | 6:5 | 11 (tum IV) 109,5 (83-142) 79,3 (56-105) 5.9 5,5
) 78 15 16 5.8
Yan [Ll‘g] etal, 3| 13,3(13-14) | 0:3 | 3 (tum VI) 36 8 10 6
50 10 12 4,5
50 9 12 2
2 (tum IIT)
117 37 37 -
Rabenhorst et al., _ . 98 77 76 8,5
2012 [17] 6 13,1 (3,2-18,5)| 3:3 2 (tum VI) o1 ” a1 -
63 29 38 9
2 (tum VII)
63 4 8 0,5
MuxaioBCKMi .
¢ coast., 2014 [18] 9 12.5(6,6-17,3)| 5:4 95,2 (30-143) 50,9 (13-79) 8,2 3
Bcero 6ombHbIX 56 19:37

(=) - Her nHdoOpMaLMK, Min - MMHUMAaJIbHASI TOTEPST KOPPEKIVM

[TocneoneparnyionHas nmorepst KOppekuumn y 14 nHInBuU-
IIyaJbHO MpefcTaBieHHbIX 60mbHbIX [10-12,14,16,17] co-
craBwia 5,6° (0-33°) wm 12,5 % OT JOCTUTHYTON y 9TUX
6GOBHBIX KOPPEKIVA. B rpymnmax 60JbHbIX TOTEPsST KOPPEK-
yy 6bl1a MpUMepHO Ha ToM ke yposHe: 0. . TlosmuukuH
¢ coasrt. (1990) - 3-5°, B. Jasiewicz et al. (2010) - 5,9°,
M.B. Muxaitnoscknii ¢ coasrt. (2014) - 8,2°.

Iedopmaliyst MO3BOHOYHMKA B CAaTrUTTAIbHOM TJIOCKO-
CTY OTMeueHa y OOJIBLIMHCTBA MAIMEHTOB, HO XapaKkTep ee
HeoLHO3HaueH. B ogHMx c1yvasx BegyIm KOMIOHEHTOM
onycaH Kndockonmos, B Ipyrux — Kudos, GopmMupyrommii-
Cs1 Ha CThIKE JBYX MTPOTUBOIIOIOKHO HaIpaBIeHHbIX CKOJI-
oTnueckux ayr, kotopsiit Y. Cotrel n J. Dubousset Ha3Baiu
runeppotaioHHbIM [20]. OTO 06CTOSITETBCTBO CHYKAET
BO3MOXKHOCTY aHa/IM3a CTeTeHM KOppeKimu KuboTnyeCcKo-
ro komrnoHeHTa fedopmannn. B rpymnmne F0.U. ITozgaukm-
Ha ¢ coanT. (1990) ncxomHast BemmumHa Knudo3a cocTaBuia
80,5° (50-100°) mo onepauyu u 50,5° - mociie uee. [To gau-
HbiM B. Jasiewicz et al. (2010), koppekius Kudosa 6bl1a
MuHMMasbHO — ¢ 89,1° (32-150°) mo 79,5° (21-170°), a
B JasibHeiileM yBeaumumiaach g0 94,5°. B rpymme 60ib-
Hbix M.B. MuxaitinoBckoro ¢ coaBrt. (2014) kudo3 ymanochb

Koppuruposatb ¢ 93,7 no 53,9° (37,7 %), B majibHelIeM
OTMeEUEeHO IporpeccupoBanne Ha 5,7°. Cpeny MHIUBULY-
aJbHO TIPEACTABJIEHHBIX HAOJIOMEHMI TOJBKO MSATh JAIOT
BO3MOYKHOCTb OLIEHUTDb CTeIeHb KoppeKimu Kudosa: ¢ 95
10 41° u ¢ 55 mo 24° [10], ¢ 70 go 38° u ¢ 40 mo 5° [12] n
¢ 95 o 24,5° [13].

Bormpoc mHTpaomnepanoHHoOi KpOBONOTEpU Y 6OJIb-
Hbix ¢ EDS BecbMa akTyajieH, YUUThIBAsI XapaKTepHOe
IJIST 9TOM TAaTOJIOTUM COCTOSIHME COCYHVCTOM CTEHKU U
MTOBBIIIIEHHYIO KPOBOTOUMBOCThL TKaHei. B 1iectu wu3
yycaa obcyknaeMbix paboT (37 mauyeHTOB) COREPSKUT-
cs mHbopMalys, MO3BOJMIONIAs OMPene/nTb CPeaHIo
kpoBorotepro: M. McMaster et al. (1994) - 1243 mu,
J. Yang et al. 2009) - 1050 ™, B. Jasiewicz et al.
(2010) - 818 mu, Yang Liuetal. (2011) - 1833 wmu,
B. Rabenhorst et al. (2012) - 1730 mu1, M.B. Muxaiinos-
ckumit ¢ coaBr. (2014) - 542 mu.

I'nmo6anbHbIl  (QpoOHTAIBHBIN AucOaIaHC TYIOBUIIA
MCC/IeNOBAH TOJBKO OBYMs Ipylamyu aBTopoB. 1o maH-
ubiM B. Jasiewicz et al. (2010), mo onepannumu OTKJIOHEHNE
OT IIEHTPaJbHOM CaKpaJbHOM JMHUM COCTaBWwIO 17 MM,
cpasy 1nocsie onepauyu — 8,8, B KOHIle Iepuoa Haboze-
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Hus — 19,3 mm. B crarbe M.B. MuxaiioBckoro ¢ coasrT.
(2014) atu uudpse! cocrasmsior 28,3, 39,4 u 22 MM COOT-
BETCTBEHHO.

VY 56 GOJIbHBIX, ONMUCAHHBIX B 11 mMyGaMKanmsx, KOH-
CTaTMPOBAHO B OOILEN CIOKHOCTU 36 OCJIOKHEHMII pas-
JINYHOM CTENEHM TSHKECTHU.

Heeponozuueckue ocnoxcnenus. CaMbIMU JIETKUMU U3
HUX OBV MTHTPAOIepallMOHHOE MOoBpexkaeHye durae mater
¥ HelipomnaTusl IJIeUueBOro CIieTeHus Ha (oHe mpenorepa-
LIMOHHOM TaJIo-TPaKiuu, 06a OCIOKHEHMSI KYIMPOBaHbI
6e3 mocsencTBuii. B ogHOM pabGoTe OmMcaHbl TpU CIy-
yasi PasBUTUS TSDKEJION HEBPOJOTMUYECKOM CUMITTOMATMH-
Ku [11] - HWSKHSA Maparierusi ¢ HapylleHreM (QyHKUMU
Ta30BbIX OPraHOB (B OZHOM CJIy4yae — MOCJe IMepeBsI3KU
CerMeHTapHBIX COCYNOB B XOZe BeHTPAJIbHOIO CIIOHAMUIIO-
ne3a). MeTa/UIOKOHCTPYKIMM ObLIM yAaleHbl, HO 4acTHhY-
HOe BOCCTaHOBJIeHME QYHKIIMIM CIIMHHOTO MO3ra OTMEUYeHO
TOJIBKO Y IBYX TMAIIeHTOB.

Cocyducmoble 0oCn0xcHeHUs Oblau pa3HooOpasHbl: OT-
DBIB CETMEHTAPHBIX COCYAOB, MOBPEXIEHME OOLIX TIOf-
B3IOIIIHbIX BEHbI U apTepuu (B XOAE OAHOTO BEHTPaJib-
HOTO [JOCTyIa), MOBPEXIEeHNe CEerMeHTapHbIX apTepuii,
OPIOIIHOM aopThl M HAPY)KHOM IOMAB3AOIIHON apTepun
(B xOme OIHOTO BEHTPAJBHOTO OCTYIIA), OTPBIB CETMEH-
TapHBIX apTepuil, MOBPeKIeHNe MOAB3IOLIHON apTepun
M BEHbI, TIOBPEXIEHME BEpXHEl SITOAVYHON apTepumn
npu 3ab60pe TpaHCIUIAHTaTa U3 I'Pe6HsI TOAB3LOIIHON KO-
ctu. Bce ocTokHEHUST KyMMPOBaHbI 6Ge3 TOCIeICTBUIA.
B. Rabenhorst et al. (2012) omuicanu cayuaii cMepTeabHO-
rO KPOBOTEUEHNsSI B GPIOIIHYIO MOJOCTh y 14-yeTHen fe-
BOUKM B [TOCJIEOTIEPAIIMOHHOM Tepuoje (IopcaibHast Kop-
pekiust uHCTpyMeHTapueM Luque-Galveston). Uepes Tpu
HeJleJIM OVArHOCTUPOBAHO MACCHBHOE BHYTPUOPIOIIHOE
KPOBOTEUEHME, ICTOUHUKOM KOTOPOTO OBbLIV MHOYKECTBEH-
HbIe [TePUTOHEAIbHbIE MYKPOAHEBPY3MBI.

Heckombko OCOGHSIKOM CTOUT TSDKEJIENIIIee OCIOKHe-
HIe, KOTOPOe MOXKET OBbITh B PaBHOM CTeIeHN OTHeCEHO KaK
K COCYOMCTBIM, Tak 1 HeBposoruueckum [13]. 20-ymeTHuii
MALMEHT CO CKOJIMO30M 95° GBI IOIBEPIHYT ABYXITAITHOMY

BMEIIIATeJIbCTBY C MHTEPBAJIOM B [IB€ HENEM — BEHTpalb-
HbI1 pen3 U JopcaybHasi KoppeKuus nedopmanym MeTas-
JIOKOHCTpYyKLUMel. [TepBbIi 3Tam mpories 6e3 OCI0KHEHWIA.
Yepes 54 yaca 1mocjie BTOPOro 9Tara OTMEUYEHbI ITPU3HAKNI
TIaTOJIOT MY GPIOIIHON MOJIOCTH, IMArHOCTMPOBAH TPOMOO3
cTBOJIa upeBHOI (celiac) apTepui B MeCTe OTXOXKIEHUS OT
aopThl. HeoT/IO’KHAsT JIamapOTOMUST BbISIBAJIA PA3JIATON Tie-
PUTOHMUT, TIepbopalnio CTEHKM SKeTyOKa, MUIIEMUIO U He-
KpO3 SKEJIYHOTO ITy3bIPsI, YaCTUYHYIO MIIEMUIO TeUeHM,
OTCYTCTBME KPOBOTOKA B ITE€UEHOUHOM, JIEBOW SKETYIOUHOM
" ceyie3eHOYHON apTepusix. [lepdopanys skemynka yimTa,
SKEJTYHBIN TTy3bIPb Pe3elPOBaH, SMOOJI YPEBHON apTepuu
yoaneH. KT-mccnenoBanme mokasaio HEKpO3 TIeYeHM U ce-
Jie3eHky. [ToBTOpHAs JlamapoToMus Obljla BBITIOJIHEHA B TOT
K€ JIeHb C T'eMUTernaT3KTOMMEN, CIUIeHIKToMuen. Yepes
Tpu Hemeqm mocie oTkiaoueHusi or VIBJI BwisgBieHO OT-
CYTCTBME ABVOKEHWMII B KOHEUHOCTSAX (UILIEMUSI CIMHHOTO
mosra ¢ yposHst C5-C6). Uepes 6 Mecs1eB OTMeUeH MUHU-
MaJTbHBIN perpecc HeBPOJOTMUECKOM CUMITTOMATUKH, Yyepes
10 mecsitieB - GPOHXOITHEBMOHMSI ¥ CMEpPTh OT [bIXaTeslb-
HOJ HeNOCTAaTOYHOCTM. Ele OmuH JileTaJIbHbIN MCXOL, OIN-
can M. McMaster et al. - cMepTb HaCTYTIWIIA Y€pes IMSITh JIET
oCJIe ONepayy OT CEPAEYHO-JIErOYHOM HETOCTATOYHOCTMU.

OcnostcHeHus, cés3aHHble ¢ UMNIAHMAMOM, KOHCTaTH-
poBanbl B 10 ciyvasx — B II€CTM U3 HMUX TOTpebOBaiach
peoriepanusi.

Lpyzue ocnoscHenus — peCIMpaTOPHbIN JUCTPECC-CUH-
IPOM, IeMOITHeBMOTOpaKc, remaroma (5), dpopmupoBanme
PJK (2), noBepxHocTHass wmHperums (2), pacxoskieHue
KpaeB paHbl (2).

PesynbTaThl CaMOOIIEHKM KaueCTBa SKM3HM TMalli€HTOB
IO TaHHBIM AHKETMPOBAHMS COMEPSKATCS TOIBKO B OTHO
my6nkamy [18]. Yepes 6, 12 n 24 mec. ocste onepanumu
ranyeHTh! 3anoaHsm aHkety SRS-24. Mo 4 nomeHam u3
7 (60J1b, BHEIIIHUI BUJ, ITOCJIE onepauyu, QyHKLMS MMocse
omepaiyu, ob11as akTMBHOCTD) BbISIBJIEHA OTUYET/IMBAsI T10-
JIOSKUTEJIbHAS TMHAMMUKA, 10 TpeM (OOLLMII BHELIHUI BUT,
npodeccroHambHasi aKTUBHOCTD, YIOBIETBOPEHHOCTb pe-
3yJIbTaTaMiu OTepaIy) — OTPULIATETbHAS JUHAMMKA.

OBCVY>KIEHUE

Cunppom Dnepca-JlaHio Hepenko MPUBOOUT K Pas3BU-
TUIO TSDKEJIBIX TPOrpeccUpyIommx medopmarnii mo3Bo-
HOUHMKA, MPAKTUUECKY He TMOAJAIOIIMXCS KOHCEPBATHB-
HOMY JIeueHuI0. JIUTepaTypHblii MaTepuaJl, MOCBSIIEHHbI
pesy/IbTaTaM XUPYPrudeckoi KOppekimy 3Tux nedopma-
U, OTPaHMYEH, HO €r0 aHAIN3 TIO3BOJISIET CEIaTh OIpe-
IleJIeHHbIE BBIBOJIbI.

1. B GobIIMHCTBE CJTy4aeB OTMEUEH BBICOKUI TEMIT
MPOrpPeCcCUPOBAHMS, YaCTO AedopMalyuy TO3BOHOUHMKA
MOT'YT IOCTUTATh KPATHUX CTETeHei.

2. ledbopmanusi coxpaHsieT J[IOCTAaTOYHYIO MOOUIIb-
HOCTb BHE 3aBMCUMOCTH OT BeJIMUMHbBI ICKPUBJIEHUS.

3. Vicrionb30BaHue COBPEMEHHbIX METONOB OIepaTuB-
HOJ KOPpEeKLMM Ha TPOTSIKEHUY BTOPON JeKambl sKU3HU
TTO3BOJIIIOT TIOJIYYUTb BIIOJIHE YOOBJIETBOPUTEIbHBIN W
CTaOWIbHBIN pe3ysbTaT, CPaBHUMbIN C TaKOBBIM IIPU Jie-
YeHUM UIMOMATUYEeCKUX CKOJIMO30B MIOLPOCTKOB [21, 22].
O6parijaeT Ha cebst BHMMaHME TO 0OCTOSITEILCTBO, UTO BCE
MAIEHTb, YIOMSHYTBIE B IUTUPYEMbIX HAMU ITyOIMKaI-
sIX, GbUTM OIepupoBaHbl B Bo3pacTe m0 20 JieT, U JOCTUr-

HYTbI€ Pe3y/IbTaThl MOATBEPSKAAIOT MPABUIBHOCTb TAKOTO
TTOXO0/a.

4. OcO6eHHOCTM OCHOBHOTO I1aTOJIOTMYECKOTO TpOo-
1ecca (B MepBYIO OYepelb, YI3BMMOCTb COCYAVCTON CTeH-
KU) SIBJSIFOTCSI TIPUYMHOM 3HAYUTENbHOTO KOJIMYECTBA
TSDKEJIbIX OCJIOKHeHui. OnucaH psf, KpaiHe TsDKeJTbIX
Cy4yaeB C Pa3sBUTMEM MACCHBHBIX KPOBOTEUYEHMII, IMapa-
TJIETUI U TasKe JIETAJIbHBIX MICXOAOB, NIPUYEM MOBPEsKIe-
HUSI COCYHOB COTPSKEHBI C BBITIOJHEHVEM BEHTPAIbHbIX
JIOCTYTIOB, MIMEBIIMX IeJIbI0 06eCreunTh MPOGUIaKTUKY
pasButusi «(peHoMmeHa KoyieHuaToro Baja» (crankshaft
phenomena) [23]. KonmuecTBO MMIIaHTO-3aBUCUMBIX OC-
JIOKHEHUI U TaToJoruu cMexkHbIx ypoBHen rpu EDS co-
OTBETCTBYeT UX YaCTOTe IMPU JIeUeHUM UAMOIATIUECKOTO
ckosmmo3a. Tak, aBTOphl KOHCTaTupoBayiu pasButue PJK
BCEro B IByX CJIYYasiX, UTO TPYAHOOOBSICHUMO, YUUTHIBAS
TOT (pakT, uTo B ocHOBe EDS yeskut Tsi>Kesasr maTomorust
COeVIHUTE/IbHOV TKaHU.

5. MuTpaorepaoHHasl  KPOBOIIOTEPST 3HAUMTETbHO
TIPEBBIIIATA TAKOBYIO IPY ONEPATUBHON KOPPEKLUMU UAN-
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OIaTUYEeCKNX CKOJIMO30B Yy MOAPOCTKOB, Jaske TP OTCYT-
CTBUM OCJIOKHEHMUIA.

Bce ati o6cTosITeNIbCTBA IPUBHOCST B TTPOOJIEMY KOP-
pekuym gedopmanuii mossoHouHnuka mnpu EDS momosnm-

TeJbHbIE TPYIHOCTYM, KOTOpble HEOOXOOMMO YUUTHIBATH
MIpY TJIAHUPOBAHMUM JiedeHMsl. JJOCTYIHbIN JUTepaTypHbIi
MaTepuasl BeCcbMa OrpaHMUeH, UTO MpefonpesessieT Heob-
XOIUMOCTb HOBBIX MCCI€IOBaHUIA.

3AKJIIOYEHUME

Cungpom Ehlers-Danlos BcTpeuaeTcsi OTHOCUTETBHO
penKo, TMpM 3TOM XOpOLIO u3BecTeH kiamHuuucram. Co-
MYTCTBYIOIIMe CUHApPOMY JedopMaiuy I03BOHOYHMKA
IJIOXO TMOAJAIOTCSI KOHCEPBATMBHOMY JIEYeHMIO, YacTO
JIOCTUTAIOT 3HAUUTENIbHBIX BEIMUYMH U TPeGYIOT orepa-
TUBHOTO BMeIlaTebCTBa. [IpefcTaBieHHbIe B IUTEpaType
HEMHOTOUVCJIEHHbIEe TaHHbIe CBUIETENILCTBYIOT O TOM, UTO

XUpypruveckasi Koppekiysi 3bGeKkTuBHa, a JOCTUTHYTbIE
pesyJsibTaThl CTAOMIIbHBL. B TO ke BpeMsi KOJIMUYEeCTBO Ha-
OIIOfEeHMII BECbMa OTPAaHMUYEHHO, a YaCTOTa OCJIOKHEHUN
ocTaercst BbICOKOM. CUCTeMHbI aHa/IM3 GyIeT BO3MOXKEH
IO Mepe HaKOIUIeHMS JaHHBIX, UYTO MOJYEPKMBAET aKTyaTb-
HOCTb MYJIBTMIIEHTPOBBIX PabOT C OIEHKOV OTHaIEHHBIX
Pe3y/IbTaTOB U UX MHTETPaJbHOTO aHaIN3a.
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