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XUPYPIMYHECKASA KOPPEKLIM A
AEOOPMALINMN TTO3BOHOYHMKA
HA TTOYBE CMHAPOMA DAEPCA - AAHAO

M.B. Muxatinoeckuii, B.B. Hoéuxoe, A.C. Bactopa, M.H. Nle6edesa
Hosocubupckuit HUW mpasmamonozuu u opmoneduu um. SI.71. Iusvana

IJenn nccnepoBanmst. AHANM3 PE3YABTATOB XUPYPrUIECKO-
ro NedeHUsl MMaMEHTOB C TSIXKEABIMU MTPOrPECCUPYIOIMMU
AedopManmsiMm MO3BOHOYHMKA Ha [MOYBE CMHApPOMa Jnep-
ca — J\aHno.

Matepuan u metopnt. B 2003—2013 rr. npoornepmupoBaHo
9 nanyeHTOB ¢ AepOpMALMUSIMYU TO3BOHOYHMKA HA MTOYBE
cuHppoma daepca — Nanno. CpepHMit BO3pacT NajMeHToB
12,5 ropa. Koppurupyrorjee popcaabHoe BMeIIaTeALCTBO
c npuMeHeHMeM cermeHTapHoro uHcrpymentapust I11 mo-
KONeHMsI BBITTOAHEHO 8 raneHTam. B 6 cayvasix AoopcanbHOM
KOPPEKIINU ITPEATTOCAAH BEHTPAABHDIN TAM — AMCKIKTOMMUSI
U MEXXTEAOBOW CIIOHAMAOAE3 aYTOKOCTBIO.

Pesyabrarsl. Beanynna ocHOBHOV Ayru AO ortepanmm 95,2°)
cpasy nocne Bmemarenbctsa — 50,9°, B KOHIle rieproaa Ha-
ontopennst — 59,1°. Kugormveckmit kommnonent — 93,7°, 53,9°
n 59,6° cooTBeTcTBeHHO. AMcOanaHc TyaoBuIa BO PpPOH-
TanbHOM MIAOCKOCTY A0 ortepanyy 28,3 MM, cpa3y [ocae ore-
pauun — 39,4 MM, B KOHIIe Ieproaa HabAtoaeHust — 22,0 M.
Ocno>kHeHMS BbISIBAEHBI y 3 MMAIJMEHTOB: B OAHOM CAy4Yae
[MPaBOCTOPOHHMUI THEBMOTOPAKC, B ABYX — HECTAOMABHOCTD
KpPaHManbHOI'O 3aXBaTa SHAOKOPPEKTOPA, YTO MOTpedoBa-
no peoriepannu. 'HOMHBIX, HEBPOAOTMYECKMUX OCAOKHEHWTA,
MaCCHBHOW KPOBOIIOTEPU HE OTMEYEHO.

3axnovenne. Aedopmanny MO3BOHOYHMKA HA [TOYBE CUH-
ApoMa Jdnepca — /\aHAO BCTPEYAKOTCSI PEAKO, HO OBICTPO
MPOr'PECCUPYIOT, AOCTUTAsT 3HAYUTENbHBIX BeandnH. CBoe-
BPEMEHHOE XUPYPrudecKoe nedeHVe M03BOASIET AOOUTHCSI
YAOBAETBOPUTENBHON KOPPEKIIUN KAK CKOAMOTUYECKOTO,
Tak M KUPOTUIECKOTO KOMIIOHEHTOB AeOpMaIMu, XOTsI
YpEeBATO PA3BUTHEM COCYAMCTBIX M HEBPONOTUYECKUX OC-
NO>KHEHMI, 0COOEHHO TIPU UCITOAB30BAHUM BEHTPAALHOTO
AOCTYyTIIA.

Karouesblie cnosa: cHApoM dnepca — \aHno, Aedopmanmst
[MO3BOHOYHMKA, XMPYPIrudecKkast KoppeKiusi.

Anst gurnposanms:: Muxainosckuu M.B., Hosuxos B.B., Baciopa
A.C., Nebedesa M.H. Xupypeuueckasn koppexyus decpopmayuii no-
360HOYHUKA HA no4ée cunopoma dnepca — Nanno // Xupypeausa no-
36onouHuKa. 2014. N2 4. C. 29—35.
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SURGICAL CORRECTION

OF SPINAL DEFORMITIES IN PATIENTS
WITH EHLERS-DANLOS SYNDROME

M.V. Mikhailovsky, V.V. Novikov, A.S. Vasyura,
M.N. Lebedeva

Objective. To analyze surgical treatment results in patients
with severe progressive spinal deformities owing to Ehlers-
Danlos syndrome.

Material and Methods. A total of nine patients with spinal
deformities owing to Ehlers-Danlos syndrome were oper-
ated on during the period of 2003—2013. Mean age of pa-
tients was 12.5 years. One patient undergoes multistage
treatment with VEPTR instrumentation, and eight patients
underwent corrective posterior surgery using third-gener-
ation segmental instrumentation. Posterior correction was
preceded by anterior stage including discectomy and inter-
body fusion with bone autograft in six cases.

Results. The mean primary curve was 95.2° before surgery,
50.9° immediately after surgery, and 59.1° at final follow-
up. The kyphotic component was 93.7°, 53.9°, and 59.6°, re-
spectively. The coronal trunk imbalance was 28.3 mm before
surgery, 39.4 mm immediately after surgery, and 22.0 mm
at final follow-up. Complications were observed in three pa-
tients: right-sided pneumothorax in one case, and instabil-
ity of the cranial anchor of instrumentation system, which
required reoperation in two cases. There were neither pyo-
genic or neurologic complications, nor massive bleeding.
Conclusion. Spinal deformities caused by Ehlers-Danlos
syndrome are rare, though rapidly progressive disorders,
which attain significant magnitude. Timely surgical treat-
ment allows achieving satisfactory correction of both sco-
liosis and kyphosis, though can cause vascular and neurio-
logical complications, especially with the anterior approach.
Key Words: Ehlers-Danlos syndrome, spinal deformity,
surgical correction.

Hir. Pozvonoc. 2014;(3):29—-35.
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Puc. 1
PacTsuxkumoCTh KOXH [3]

Cunapom dnepca — Jlanno (anrn. Ehlers
— Danlos Syndrome — EDS) npeacrasis-
€T COOOM IPYyNIy ZOCTATOYHO PEAKUX
HACJIE/ICTBEHHBIX IOPAKEHUH COE/IUHHU-
TENBHON TKAHH, BBI3BAHHBIX AEPEKTOM
B CHIHTE3€ KOJUTAreHa. 4acToTa pa3BUTHA
CHHJIPOMA BO BCEM MHOTOOOPA3HMHU €T0
BapuanTos or 1/5000 xo 1/25000. [Tep-
BOC ONIMCAHNE, 10 TAHHBIM Jasiewicz et al.
(8], mpuHaanexuT Van Meckeren u atu-
pyercs 1682 r. OfHAKO HA3BAH CHHAPOM
B YECTb JIBYX JICPMATONIOTOB — JATYAHHU-
Ha E. Ehlers (1863-1937) u ¢panrysa
H. Danlos (1844-1912), ugeHTn(unu-
POBABIINX €TO B Hauane XX B. (CMHOHHU-
MBL: TUIIEP3TACTHYHOCTb KOKH, HECOBED-
IIEHHbIN ilecMOoreHe3 Pycakosa).

Kimnnueckue npossnenus EDS Bapu-
20€IIBHBL B CBA3Y C YeM ObLIA Pa3pabo-
TaHA KIACCU(PUKALUA C BBIACICHUEM

IECTU TUIIOB TEYEHUA MATOIOIUHU [4]:
TUIEPIOABKHOCTD (Tull IIT), Knaccuye-
cxutt (sl [ u IT), cocymuctsiit (tun IV),
K1(POCKOMMo3 (Tun VI), apTpoxanasus
(tunet VIIA u VIIB), sepMaToCapakcuc
(tun VIIC).

Tun VI (KupOCKONMNO3) — PE3YILTAT
4yTOCOMHO-/JOMUHAHTHOTO Jie(heKTa
B xpomocome 1-ro rera PLOD, BbI3bI-
BAIOMIETO HEOCTATOK (PepMEHTA lysyl
hydroxylase. ITo ganubv Beighton et al.
[4], BCTpeYaeTCss 04€Hb PEAKO, OIMUCAHO
HemHoruM 6osee 60 ciyyaes. [Tpuse-
JEHHBII HIDKE 0030p JUTEPATYPHI TIOA-
TBEPAKLAET ITO OOCTOATENBCTBO. DTOT
THII TTIATOJIOTUN HEPEJIKO COUETAETCA
C TIOPAKEHUAMY OPraHa 3PEHUS THUIA
OTCJIOVKY CETYATKY WX PA3PhIBA OPraHa
3peHus. CIefyeT OTMETHTD, YTO JAe(op-
MUK NO3BOHOYHHUKA MOTYT COIpPO-
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BOXIATb HE TOJBKO THII VI, HO U JpY-
THE BAPHAHTHI TCUECHHUA NTaTONOTHM. TaK,
npy ture [II 9acToTa pasBUTHA CKOIHO-
TUYECKON Ie(POPMAIIUN MOXET JJOCTH-
ratb 50 % [2].

OCHOBHBIMU cHMITOMAMHU EDS
ABNAIOTCA IMIAZIKAS, OUEHb PACTKAMAS
(puc. 1) ¥ JIETKO paHUMAs KOXA, YPOIIH-
BBIC 1 OYEHD MAPOKUE MPAMBI C HCTOH-
YEHUEM KOXKU TUIA MAUPOCHON OyMa-
TH, MBIIIEYHAA CTA0OCTh U THIIOTOHUS,
XPYIIKHE CTEHKH COCYAOB 0O0I0YEK BHY-
TPEHHUX OPI'aHOB 1 KOXKI.

Haubonee eTansHO NPU3HAKY TT0pa-
KEHUA OTIOPHO-/IBUTATENBHOTO aIlla-
para npu EDS npescTaBieHsl B padoTe
Beighton n Horan [3]. [Ipu o6cnenosa-
HUU JKUTEIEH I0KHOU AHITINU aBTOPBL
BeisiBuIM 100 nmaruenTos ¢ EDS u noj-
POOHO ONMCANH TOTYYEHHBIE TAHHBIE.
Bce manpeHTs! ObIIN AETAIBHO 00CTIEN0-
BaHbI, BKJIIOYAS TEMATOJIOTMIECKOE, OUO-
XUMHUYECKOE, TUCTOJIOTHYECKOE U PEHT-
TEHOJIOTUYECKOE UCCIIE/IOBAHML.

['mnepMOOGMILHOCTD CYCTABOB OLICHHU-
BAJIN 110 MOAM(DUIIIPOBAHHOMY METO/TY
Carter u Wilkinson [5]. [TarmenT mony-
yaer oT 0 10 5 62/UIOB IPU BO3MOKHO-
CTH BBIIOJIHEHUSA OJIHOTO U3 CIIE/YIOMHX
TECTOB (PuC. 2):

— TACCHUBHAA 3KCTCH3WA MM3MHIIA
6onee yeM Ha 90° Ipy KUCTH, NeKAIEN
Ha CTOJIE;

— MACCUBHAA ONNO3UIMA | manbla
JIAJIOHHOY TOBEPXHOCTH MPEATUIEYDS,

— TUNEPIKCTEH3UA TOKTEBOTO CYCTaBA
6onee yeM Ha 10%

— TUIIEPIKCTEH3UA KOJIEHHOTO CYCTABA
6onee yeM Ha 10%

— IIPY HAKJIOHE BIIEPE]] KUCTU CBOOOJ-
HO JIOXKATCA Ha MOJL.

Hambonee 4acto BCTpevaomumMuce
IPU3HAKAMY OPAKEHUA OIOPHO-/IBU-
TaTeIbHOTO AMNapaTa ObLIN THIIEPMO-
OUIPHOCTD CYCTABOB (KAK MHHHMYM 3
6ayia y 63 manueHToB), Beuxu (19 —
BBIBUIXH CYCTABOB KUCTH, TOKTEBOTO, IUIE-
YE€BOT'0, YEMOCTHOTO, Ta300€/IPEHHOTO,
CMEIECHUE KIIOUUI U HAJIKONEHHUKAD),
remapTpossl (20), HECTAOMIBHOCTD
cycrasos (20), 1aTonorus MNO3BOHOYHU-
Ka (23 — cKo/mmo3, Kio3bl C MepeaHeit
KJIMHOBH/JHOCTBIO TEJ TO3BOHKOB, CI7IA-
’KEHHOCTB TPYHOTO K1(p03a), iepopma-
LU I'PYAHON KI€TKU (8), apTpossl (20),
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Aedopmanun cror (7), popMUPOBAHUE
CTU3UCTBIX CYMOK, TEMATOM, YaCTBIE (43)
MBIIIEYHBIE CIIA3MBI THIIA KPAMIIH.

Jedopmanuu MO3BOHOUYHUKA
1py EDS BBIABIAIOTCA PAHO U MOTYT IIPO-
IPECCUPOBATH 10 BECbMA 3HAYUTEIBHBIX
BEJUYHH, IPAKTUYECKU HE PEATUpys
Ha METO/bl KOHCEPBATUBHOTO JIEUEHUA
[11]. B TO e BpeMA NyOIHUKALIMY, IOCBA-
MEHHBIE PE3YABTATAM ONEPATUBHOTO
JIEYEHNA TAKUX IAIMEHTOB, HEMHOTIO-
YUCIEHHBL DTO OOCTOATENBCTBO MOGY-
JWJIO HAC K HAMTMCAHWIO TAHHOH Pa0OTHI,
TeM OOJIEE YTO MBI PACTIONATAEM JIOCTA-
TOYHBIM OIBITOM JIEUECHHUS TIAI[EHTOB
C 3TON PEAKON NATONOTUEM.

i

k\\“w\&t o .

Lenp nccnegoBaHUI — aHAIU3
PE3YIBTATOB XUPYPIUYECKOTO JIEUECHHU
MAIUEHTOB C TKEMBIMU IPOTPECCUPY-
IOMUMH J1e(POPMAIUAMU O3BOHOYHU-
K4 HA IIOYBE CUH/IPOMA Drepca — JIano.

Marepuaa 1 MeTOAbI

B 2003-2013 IT. B KIMHUKE IETCKOM
U TIOAIPOCTKOBOY Bepredponorun Hoso-
cubupckoro HUUTO npooneprpoBaHo
O manueHTOoB (5 MAJIBYUKOB, 4 1EBOY-
KH) C JeOpMaLUsIMU TO3BOHOYHHKA
Ha nouse EDS. CpepHuil BO3pACT Nany-
eHroB — 12,5 (o1 6,5 10 17,3) roza. JIoka-
JIM3AIMA OCHOBHOM JIyTM UCKPHBICHUA

Puc. 2
Tecrtst Carter, Wilkinson [5]
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B 4 Ccy4aax ObUIa TPYAHOM, B 4 — Ipy-
JOIOACHUYHOM, B 1 — BKIIOYAIA TIPAK-
TUYECKU BECH TPYAHON U MOACHUYHBIN
OTZEBL Y 5 OOJBHBIX IEPOPMAIIHA ObLTA
[IPABOCTOPOHHEH, V 4 — JIEBOCTOPOH-
Hell. OfiHa U3 TAUEHTOK, OCTYIIBLIAL
B KJIMHKKY B BO3pacte 6,5 JIET, IPOX0-
JUT MHOTOITAITHOE JICYEHHE C TIOMOIIBIO
uncrpymentapus VEPTR (6b110 4eTh-
€ 3TAma), BCEM OCTAIBHBIM BBIIOMHEHO
KOPPUTHPYIONIEE JOPCAIBHOE BMENIA-
TENLCTBO C IPUMEHEHUEM CETMEHTAP-
HOro uHcTpymenrapus III mokoneHus.
B 6 ciyvasx 0pCaibHOM KOPPEKIUN
NPEATIOCTAH BEHTPATIbHBIIN 3TAIl — JIACK-
SKTOMHA U MEKTENOBOH CIIOHAUIONE3
ayTOKOCTBIO. Bce AByX3aTamHble BMe-
IATEAbCTBA BBITOMHAIN B OJHY CEC-
CHIO, TO €CTb B XOJIE€ OJHOTO HAPKO34.
CpenHuil CpOK MOCIEONEPAIIMOHHOTO
Ha6TIO/IeHUs COCTaBU 36 (6-94) Mec.
BHEIMHIO MOCIEONEPAITUOHHYI0 HIMMO-
OWIU3ALHIO HE IPUMEHSIHL

Pe3yabTaTs

30H2 JIOPCANBHOTO CIOHAWIOAE3A AYTO-
KOCTBIO COCTABWIA B cpepHeM 134 cer-
MEHT4, BEHTPAJIBHOTO CIIOHAUIO[E-
32 — 3—4 cermeHTa (B OJHOM Clydae
U3-32 BBIPAKEHHOTO CIIA€YHOT'O MPO-
1€CCA, HE CBA3AHHOTO C OCHOBHO! ITATO-
JIOTHEH, MOMBITKA IPOJIOIKEHUS BEHT-
PaJIBHOTO BMENATENBCTBA PU3HAHA
Henenecoobpasnont). CpeHss Kpo-
Bonoreps — 542 (20-1500) mu, cpen-
HAA IPOTSKEHHOCTh onepanuu — 187
(60-245) MuH.

BenmunHa OCHOBHOM IyrHl IO OIepa-
i — 95,2° (30-143°), npudeM B ceMu
CIy4asx OHA npesbiciiIa 90°, a B TpEX —
120°. OyHKIMOHANbHAA CIIOHAUIOrPA-
(us (BBIIONHEHA B 7 CJIY4asAx) IOKa-
3aJ1a, 9YTO B IOJOXKEHUU GOKOBOI'O
HAKJIOHA JIeOPMAIHA YMEHBIIAECTCA
€ 90,0 10 64,7°, TO €CTb ee MOOHIBHOCTD
cocrapmer 28,2 %. Cpasy 1mocie BMena-
TENbCTBA CKOMMOTUYECKAS Ie(POpMALIs
YMEHBIMIACH /10 50,9° (13-79°), KOppex-
uus cocrasuna 44,3° (47,4 %). B koHue
IEPUO/IA HAOIONCHUS CPEIHASL BEIU-
YMHA JIyTU paBHANIACh 59,1° (13-98°),
TIOCTIEONEPAIINOHHOE TIPOIPECCUPOBA-
HUE 32 TPU TOfIa COCTABUWIO 8,2° (18,5 %)
OT JOCTUTHYTOH KOPPEKIUU (PUC. 3).
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Kupotnueckuii KOMIOHEHT CIOKHOIN epOpMAIIn
TMO3BOHOYHUKA COCTABUT B cpefHeM 93,7° (13-161°),
BEpIIMHA KN(O3a JOKATU30BAIACH B TPYIHOM JHO0
B [IEPEXOJHOM I'PYJONOACHIYHOM OT/EIIE. B pesyibTate
XUPYPTUYECKOH KOPPEKIMY KU(PO3 YAAIOCh YMEHBIINTH
10 53,9° (5-104°), nehopmariyist yMeHbIIIIACh HA 39,8°
(37,7 %). B xoHI1e Ieprosa HAOMOICHHS BETUIMHA
KH(DOTHIECKOTO KOMIIOHEHTA IePOPMALIIN PABHSIACH
59,6° (5-110°), mocseomnepaIoHHOE MPOrPECCHPOBAHKE
nedopmanuu coctasuno 5,7° (14,3 %; puc. 4).

TTOSICHUYHBIF JIOP/IO3 /IO OTIEPAINK PaBHSICS 04,8°
(8-81°), cpasy mocie BMematenbersa — 53,6° (32-75%),
B KOHIIE Iieproza HaomoeHus — 50,5° (10-82°).

Jlncbananc TyJI0BUIA BO (PPOHTAIBHON INIOCKO-
cTH 1o oneparuu — 283 (3-60) MM, cpasy moce ore-
paiuu yBemuuacs 10 39,4 (22-65) MM, 2 B KOHIIE
IEPUO/IA HAOMOAEHN YMEHBITIICA 10 22 (7-37) MM,
TO €CTb NPEBBICKJI JOONEPALMOHHBII MOKA3aTeNb. PocT
NAIMEHTOB 10 ONEPALUN PABHAICA B CpEeAHEM 143
(99-186) cm, moce BMermaTenbersa — 145 (104-187)
CM, B KOHIIE repriojia Habmozienus — 152 (116-188) cm.
Bec - 33,9 (19-55) kr, 32 (18-55) &, 38,5 (21-60) Kr
COOTBETCTBEHHO.

OCI10XHEHN BBIABIEHBI Y TPEX MALUEHTOB. B 0HOM
CJIy4ae NPABOCTOPOHHUY ITHEBMOTOPAKC, YCTPAHEHHBIN
JPEHUPOBAHUEM IIEBPAILHON TOJIOCTH, B JIBYX CIIy4asX

— HECTA0MIBHOCTL KPAHUAJILHOTO 3aXBAT4 SHIOKOPPEK-
TOp4, YTO TIOTPEOOBATIO PEOTIEPALUH. [HOMHBIX, HEBPO-
JIOTUYECKUX OCJIOXHEHUN, MACCUBHON KPOBOIIOTEPH
HE OTMEYEHO.

Yepes 6, 12 1 24 Mec. OC/Ie OTNEPAIUU TAITHEHTHI
3ATOMHANU aHKETY «SRS-24». TIo yeThipeM JOMEHAM
u3 cemu (6071b, BHEMHUN BHJ| TTOCTIE ONEPANH, (PYHK-
1A TIOCJIE ONIEPALNH, OO AKTUBHOCTD) BBIABICHA
OTYETIIMBASA MONOKUTENbHAS IMTHAMHUKS, TI0 TpeM (OO
BHEIIHUI BUJI, TPO(ECCUOHATBHAS AKTHBHOCTb, Y/IOBJIET-
BOPEHHOCTD PE3Y/IBTATAMY OIEPAIIMHN) — OTPHUIIATEILHAS
JAUHAMUKA (TA0L).

00cy:xmenue

OTHOWeHNE K XUPYPIUU CKONINO34d HA 1oyse EDS
He Bcerga ObUI0 OJHO3HAYHBIM. Tak, Leatherman

u Dickson B CBOEM PYKOBOACTBE [9] PEKOMEHAYIOT
Puc. 3 10 BO3MOXHOCTHU BO3AEPKUBATHCA OT ONEPATUBHON
PentreHorpammsl marpeHTa I, 7 1eT, ¢ cuuapomoM dnepca — JIaHio, KOPPEKIMH JiepOopMAaInii TO3BOHOYHHUKA Y 60MBHBIX EDS
C HEOCTIOXKHEHHBIM, 370KAYECTBEHHO TIPOTPECCHPYIOMIM JEKOMIICH- 13-32 PUCKA BEICOKOTO KPOBOTEYEHUS M HU3KUX PETCHE-
CHUPOBAHHBIM MOOMIBHBIM JIEBOCTOPOHHHUM TIDYIHBIM KH(DOCKOIHO- PATOPHBIX CIOCOOHOCTEN TKaHEH. HecMOTps Ha 3TO paf
30M; XUPYPIUYECKOE JIEYCHUE — AUCKIKTOMUS U MEKTEIOBOM CIIOH- XUPYProB (BECbMd HEMHOI'OUUCIEHHBIN) MIPE/CTABUIL
munope3 The—Th;, KOPPEKIMA CErMEHTAPHBIM MHCTPYMCHTAPUEM CBOY1 OIIBIT JIEYEHUA TAKUX [TALUEHTOB.
B YCJIOBHSIX CKETICTHOTO BBITSKEHIT: 4 — JI0 ONEPAIIIH CKOMHO03 1257 EfMHCTBEHHOM, OOHAPYAKEHHOI B OTE€UECTBEHHON
ko3 161°% 6 — moce onepariiu ckommo3 63°, kudo3 927 B — yepes JIUTEPATYPE MyOIUAIIEN, TOCBAMEHHON XUPYPIUX CKO-
12 mec. mocie oneparui ckomio3 63°, kudos 92° mmo3a npu EDS; asnsgercsa padora F0.M. [lo3nHukrHA

1 [IOI1. Proxaxosa [1]. ABTOPEI OIEPUPOBATIN M HAGIOAA-

u 8 fiereit 4-16 niet, y GOJBIIMHCTBA U3 KOTOPBIX BbISB-
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Puc. 4

Pentrenorpammbl nmanuenra II, 15 sier, ¢ cuaapoMoM diepca — Jano, ¢ HEOCIOKHEHHBIM IPOIPECCUPYIOLIAM PUTHAHBIM IPYAOIOAC-
HHAYHBIM KH(DO30M C IPABOCTOPOHHUM CKOMMOTUYECKAM KOMITOHEHTOM; XUPYPIUUYECKOE JIEYEHNE — KOPPEKLIA CETMEHTAPHBIM UHCTDY-
MEHTAPHEM B YCIOBUAX CKEIETHOTO BRITSDKEHIS: 4 — JI0 OIepariiy ckomuo3 30°, ko3 82°% 6 — noce oneparun ckomuoa 13° kuos 20%
B — uepe3 6 Mec. MoCIe Omeparuu ckommos 16°, kndos 21°

Ta6anua

JAomMen

Bonp

OO0t BHEIIHMIT BUA

BHeurHmit BUp nocae onepanmm
DyHKy¥M r1ocae orepaymn
O6mast akTMBHOCTDb
IIpodeccronanbHast ak TUBHOCTH

VY AOBNETBOPEHHOCTD pe3yAbTATAMY OllepaLnn

O1jeHKa rnangyeHTamMy pe3yAbTaTOB OlePATUBHOrO AeyeHust 110 aHkete SRS-24

Yepes 6 mec. nmocae onepanmn

3,93 3,50
3,67 3,33
4,42 4,24
3,75 4,00
3,41 3,75
4,50 3,92
5,00 4,92

Yepes 12 mec. ocae onepanmm

Yepes 24 mec. rocae onepanumn

4,00
3,17
5,00
5,00
3,84
2,50
4,67

neH VI tun 3a6onesanns. CKonuoTnye-
CKas fiepOpMays y IATH OOMBHBIX ObLTA
rpygonosacHudHag (50-83°), y tpex —
rpyAHas (85-90%); Kudo3 BO BCEX CIIy4a-
Ax B ripegenax 50-100° Xupyprudeckoe
JIEYeHHUE OBUIO AU EPEHIMPOBAHHBIM
— B 3dBUCUMOCTH OT BBIPAKEHHOCTH
KU(POTUYECKOTO KOMIIOHEHTA IEPOp-
Manuy. Ecim oH OBUT paBEH CKOJIMOTH-
YECKOMY WU MEHBIIE, OCYIIECTBIIN
KOPPEKIMIO AUCTpaKkTopoM Harrington
B COUETAHNH C CyOTAMUHAPHBIMU IIPOBO-
NoKamu 1o Luque. Ecmy kudorrgeckuit
KOMITOHEHT TPEBBIMIAT CKOIMOTHYECKA,
UCIIONb30BAIN JUHAMUYECKUI YIIPYTHid
JUCTPAKTOP-KOPPEKTOP. B pesynbrare
JIEYEHUs CKOMMOTUYECKAS JIyT'd YMEHD-
meHa Ha 49 %, kudo3 — Ha 63 %. OCIok-

HEHUSA 1 TEYEHHUE TOCIEONIEPAIOHHOTO
TIIEPHOJA ABTOPAMHU HE OIMCAHBL
McMaster [10] onepuposan mare-
pbix 601bHBIX ¢ EDS, BCE — 1€BOUKU
C TUIIMYHOU KIMHUYECKON KAPTUHON
HAPYIIEHUA MeTA00IM3MA KOJUIareHa.
Jledopmaniyg I03BOHOYHKKA BIEPBBIC
BBIABJICHA B BO3pACTE JI0 4 JIET, Kopce-
TOTEPANUA 0Ka3aMaCh HEIPPEKTHB-
HOU, CpeSHUI BO3PACT ONEPATUBHOIO
nedenus — 11 ser 9 mec. B tpex ciyya-
AX UCIOJb30BaHA TeXHUKA Harrington,
B IByX — Luque. Cpenasa KpoBonore-
pa — 1243 mu, IpudeM B XOZ€ ONEPALN
OTMEYaJIaCh TTOBBIIEHHAA KDOBOTOYH-
BOCTb MATKUX TKAHEIL. Y BCEX OOIBHBIX
B NIOCJIEONIEPAIIMOHHOM TIeproje hop-
MHPOBAJIUCh TEMATOMBI, B JIByX CIy4aiX
KOHCTATHPOBAHO PACXOXK/ICHUE KPACB
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PAaHEBL, HO 31KMBJICHHUE Y BCEX OOMBHBIX
JOCTUTHYTO 6€3 HATHOECHUSA, XOTA PYOLIBI
C(pOPMUPOBATUCH IO THITY TAUPOCHON
Oymary. CpeHAA BEMMYNHA CKOJUOTH-
geckoit iyru 88° (66—115°), mocre ore-
panuy yMEHbIIEHA Ha 58 % (710 51°).
Akpinar et al. [2] coOOOmuUM 0 pe3yib-
TaTax OLEPATUBHOIO JEUEHUS MATH
6onpHbIX ¢ VI TOM EDS. Cpeanuii
BO3PACT MALMEHTOB — 14 JIET, BO BCEX
CIY4a4X UCTIONb30BAH JOPCAIBHBIN CET-
MEHTAPHBIN UHCTPYMEHTAPHI, IPAYEM
Y 4€PBIPEX GOMBHBIX JOPCATLHOMY 3TAITy
NPEANOCTAHA BEHTPATIbHASL MOOUIN32-
1S I03BOHOYHMUKA. [T0sICHUYHAA JIyra
yMeHbIneHa ¢ 69 10 33°, rpyaHas — ¢ 46
710 26°, TIePEXOJHBII IPYOIOSICHIYHBIN
ko3 — ¢ 53 10 20°. [Toceonepaon-
Had T0TEPS KOPPEKIIUY NIPU CPEAHEM
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CPOKe HaOMOAeHNS 4 ro[ia HA B OJTHOM
ciaydae He npesbimana 10°. Hespoio-
THYECKUX U THOWHBIX OCJIOXHEHNN
HE OBUIO, COCYAIUCTBIX OCJIOKHEHHUI JIBA:
OTPBIB CETMEHTAPHBIX APTEPUH B XOfIE
BEHTPAILHOTO JIOCTYIIA U IIOBPEXK/ICHUE
a. glutea sup. mpu 3a60pe TPAHCIIIAH-
TaTa U3 IPeOHS TOJB3/OMHON KOCTH.
Cpenusas KpoBOIoTepA y MATH GONBHBIX
cocrasuna 1764 mi. [Tocieoneparuon-
Hag uMmobmuzanust TLSO nponomka-
7ack 6 Mec. Bo BCEX C/y4asx 3BKHBICHHE
KOXKU TIPOUCXOAUIO0 ¢ (POPMHUPOBAHU-
€M pyOIIOB THIA NAIUPOCHON OyMar.
ABTOpBI PEKOMEH/IYIOT HE CTAPAThCA
JIOCTUI'aTh OOTIBIIEI KOPPEKIIMH, YEM Ha
(DYHKI[MOHATIbHBIX CHOH/IUIOIPAMMAX,
9TOOBI HE CIIPOBOLMPOBATH HEBPOJIOTHU-
YECKUX OCIOKHEHUU. TaKXKe OHU CYHU-
Ta10T 0OOCHOBAHHBIMH HCIOJb30BA-
HHUE YIPABIIEMOI TUIOTEH3UN, OTKA3
OT PAa3/IeTICHUS TKAHEH TYIIBIM IIyTEM
(4T0OBL HE TIOBPEKIATH XPYIIKUE COCY-
JIbl) ¥ IEPEBA3KY MOSICHUYHBIX CEIMEH-
TAPHBIX COCYOB KAK MOXKHO JIaJIbIIeE
OT A0PTBL

Camyo 60JIBIIYIO TPYIITY ONEPHUPO-
BaHHBIX ¢ EDS npezacrasun Jasiewicz
et al. [8] — 11 genoBex ¢ pepopma-
nuamu 1V tuma. Maab4ukoB OBLIO 5,
JIEBOYEK O, CPEIHUI BO3PACT Haya-
Ja TIPOTPECCUPOBAHUA JAePOopMa-
nud — 1,6 TOf1a, HA MOMEHT OTePAIHH
— 14 ner. Bce nanueHTsl MOABEPTAUIUCH
ANATENPHOMY HE3(P(PEKTUBHOMY KOH-
CEPBATUBHOMY JIeYeHHUIO. JOpCcanbpHas
KOPPEKIIYS BBITIONHEHA BO BCEX CTy4a-
SIX, TIPUYEM Y IIATH OOMBbHBIX OCYIIECT-
BJICHBI €IIE ICKIKTOMUS U CIIOHAUIO-
JI€3 U3 BEHTPAIBHOTO JOCTYIA. CpeaHss
Kposonorepd 818 miL. I'pyaHOI CKONMo3
YMEHBILEH B pe3y/bTare JedeHus co 109
10 79°, NOACHWYHAA iyTa — C 75 110 58",
TO €CTb B NPEAEAX JOONEPAIUOHHON
MO6UNBHOCTH. [locneonepanonHas
NOTEPS KOPPEKIUK COCTABUIA 5-8°.
Jleopmanyst T03BOHOYHMKA B CATUT-
TAJIBHON TJIOCKOCTU IOCTEIIEHHO YBe-
JINYMBANIACh B TEYEHUE MIEPUO/A HAOIIO-
nenus, YeTBepo OOMBHBIX TIO/IBEPIIUCH
PEOTIEPALH B CBSI3U C PA3BUTHEM JHC-
0amIaHCa U HAPYMEHWI CUCTEMBI «3H/IO-
KOPPEKTOP — M03BOHOYHUK». HeBpoio-
TMYECKUX U COCYAUCTBIX OCIOKHEHUI
HE BBIABJICHO. [0 MHEHHUIO aBTOPOB,

YIOBJICTBOPUTENBHBIN PE3YILTAT OIEPa-
TUBHO! KOPPEKLMU CKOIMO032 1pu EDS
03HAY4eT HEKOTOPYIO KOPPEKIIUIO U CTa-
OMIU3anuIo AePOpPMALNK, IPH 3TOM
KpaliHe TPYAHO BOCCTAHOBHUTDH CATUT-
TAJIbHBIY KOHTYP NMO3BOHOYHOIO CTONOA.

Rabenhorst et al. [12] coobmunn
O MIECTU ONEPUPOBAHHHIX (CPESHUN
BO3pACT 14 sieT), pruyeM BO BCEX CIIy4a-
X JIAATHO3 OATBEPKACH PE3YIBTATAMU
TEHETHYECKON IKCTIEPTU3HL [IpUMeHAn
PA3/NYHBIE BAPUAHTHI JOPCAIBHOTO BEP-
TEOPATBHOTO MHCTPYMEHTAPHSA, UHTPAO-
MEPAIMOHHBIY MOHUTOPUHT CIIMHHOTO
MO3I'a TIPOBOAWIN B GONBIIMHCTBE CIy-
Ya€B. B TpEX Cy4aax aBTOPHI KOHCTATH-
POBAIA OCTIOKHEHUSA: MACCUBHBIA I€MO-
TIEPUTOHEYM, 3ABEPIIHUBIIUICA JIETANb-
HBIM UCXOJIOM, /iBd CIy4as IO3JHETO
HAarHOEHMSA. MICXO/iHAS BEMUUMHA CKO-
MIMOTUYECKOM JyTU 74,6°, CPEAHsA KOp-
pekiys 56,4 %, 06beM MOTEPH KOPPEK-
11U He YTOuHeH. CpefHas KpOBOIOTePs
cocrasina 1640 mir.

El-Shaker, Watts [7] mepBbIMH OIHU-
CAJIM Pa3BUTHE HENPONATHH ILUIEYEBOTO
cruieTeHud y 14-netHeit AeByIKy, I0j-
BEPIHYTON XUPYPTUYECKOMY JICYECHUIO
IO TIOBOAY TSXENOTOo (125°) cxkonmosa
Ha nouse EDS. Eit npoussejieHa BEH-
TPATbHAA JUCKIKTOMUSA M HAY4T4 Tajo-
Tpakiud. JleopManus NO3BOHOYHHKA
yMeHbIeHa 10 67°. Ha 5-it ieHb oT™e-
YEHBl CUIMITOMBI TOPAKEHMUA KOPEIIKOB
Cg—Cg, Tpaxius ymeHbIeHa. Beimosnte-
Ha IOPCATbHAA KOPPEKIHA 110 METOAY
Luque. HeBpomornyeckas CUMIITOMATHKA
TMIOJIHOCTBIO KYITMPOBAHA Yepe3 7 MeC.

Vogel, Lubicky [13] o6paTuin BHU-
M4HHE Ha IPOOIEMY HEBPOTOTHYECKUX
U COCYJUCTBIX OCJIOKHEHUN XUPYPIH-
YECKOI KOPPEKIMH Ie(POPMAIIUI TIO3BO-
HOYHHMKA Y 6071bHBIX ¢ EDS. OHM npep-
CTABWIN 4 KIMHUYECKUX HAOMIONCHUS:
3 HEBPOJIOTMYECKUX OCTOKHEHUA U 1
COCYIUCTOE. B JIByX CIIy4asx pa3BUIaCh
HIDKHAA TTAPATVIETHS, B OJHOM — HUXK-
HUI1 TEMUIAPES3 C HAPYIIEHUEM (PYHK-
UM MOYEBOTO MY3BIPA. Y OZHOTO 60Jb-
HOTO B XO/I€ BBINOJIHEHNS TUCKIKTOMUH,
HECMOTPA Ha BCE TEXHUUYECKUE TIPEO-
CTOPOXHOCTH, KOHCTATUPOBAH OTPBIB
JIBYX CETMEHTAPHBIX COCY/IOB OT HUCXO-
JAMEN A40PTHL, 9TO MOTPEGOBANIO MIPHU-
BJICUCHUA K ONIEPAIUY XUPYPra-aHTHO-

34

nora. Hambosnee BepOATHON MPUYUHON
PA3BUTHSA HEBPOJIOTMYECKOTO ieDUIIH-
T4 ABTOPBI CUMTAIOT KOMOMHAIIMIO CJId-
60CT! CBI30YHOIO AMMAPATA C XPYIKO-
CTBIO COCYAUCTON CTeHKH. Kpome Toro,
JedopMaiiuy Mo3BOHOYHUKA 11pu EDS
OOBIYHO TSLKETIBIE, KAK U B TIPUBE/ICHHBIX
HAOMIOAEHUAX, YTO CAMO ITI0 CEO€ SBIIIET-
51 (PAKTOPOM PUCKA.

B 2007 r. Debnath et al. [6] omuca-
JIU TSDKETIEHIIee OCNOKHEHHUE, PA3BUB-
Ieecs MOCIE KOPPEKIMH IPyooit Kugo-
TUYECKON JiepopManuy y 60IbHOTO
¢ EDS. Tlocie AByX3TamHOro BMelIa-
TENbCTBA C UCHOJIb30BAHUEM JIOPCAIIb-
HOT'O MHCTPYMEHTAPHS KOHCTATHPOBAHO
passurtue TpoM603a truncus coeliacus,
KOTOPBIH TIPHBEN K MH(APKTY KPYIHBIX
OpraHOB OPIONHON NOJNOCTH. B xon€e
JIAAPOTOMUY POU3BE/ICHBI I'EMUTETIa-
TIKTOMUSL, CITIEHIKTOMHUS, XONEIUCTIK-
TOMUS, YCTPAHEHA 1IEPPOPAIHS CTEHKN
JKeryzKa. Berey 32 a610MUHATBHOT KaTa-
CTpO(OH y 6OIBHOTO PA3BIIACH TETPA-
IIETHs, BEPOSITHO, BCJIE/ICTBUE HAPYIIE-
HUsA KPOBOTOKA B [IEPEAHEN CIIMHAIBLHON
apTepun.

Yang et al. [14] npeacTaBiwd 3 crydas
TSDKEIIBIX COCY/IUCTBIX OCTIOKHEHUH, Pas3-
BUBIIUXCS B XOJI€ BEHTPUIBHOTO JIOCTYIIA
K TE€JIAM [O3BOHKOB U JUCKaM y 60Jb-
HBIX C TSDKEJIBIMUA CKOTHOTUYECKUMU
IeopMaIyAMU Ha IOYBE PA3MTMYHBIX
TUnoB EDS. UCTOUHMKAMEU KPOBOTEYE-
HUS IOCTTYKIJIN HAPYKHAS TIO/IB3IONIHAS
apTepusi, OTOPBAHHBIE CEIMEHTAPHBIE
aprepuy, 6promuad a0pTa. O6BEM Kpo-
Bonotepu ot 600 10 6000 mu. ITarmeH-
TOB ONEPUPOBAIN OIBITHBIE XUPYPIU-
BEPTEOPOIOTH, HH JI0, HHU IIOC/IE OTIUCAH-
HBIX OCJIOKHEHHUI HE CTAIKMBABIIHECS
C OZOOHBIMH cHTYausIMUL. Bo Beex ciry-
929X OCIOKHEHHE YIAI0Ch KYITPOBATb.
ABTOPBI KOHCTATUPYIOT, 9TO HPOTHO3H-
POBATh PA3BUTHE COCYAUCTHIX OCIOXK-
HEHUN y 607bHBIX ¢ EDS Kparine Tpya-
HO 13-32 OTCYTCTBUS COOTBETCTBYIOIINX
METOJIHIK, HO 3HAHHE O HATUYIUHU 110706~
HOT'O PUCKa HEOOXOUMO.

B nureparype yaanoch o6HApY-
KUATb ONMCAHKE JIMIDb 44 KINHIYECKHIX
HA6JIO/ICHUI HA OOCYX/IAEMYIO TEMY.
DTO 0OCTOATENBCTBO HE JIETAET MPO-
fnemy MeHee aKTyalIbHOMH, TeM Oonee
YTO 33aHUMAIONINECS €10 XUPYPIH ONHU-
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CBIBAIOT U AHAIUUPYIOT LEIbIH PAX
CEPbE3HBIX OCIOXHEHUH, B OCHOB-
HOM COCYJUCTBIX U HCBPOJIOI'NYCCKUX.
[Tanmentsl ¢ EDS nepuognyecku mocry-
[AI0T B CIELUAIU3UPOBAHHbBIE BEPTE-
OpONOruYecKue KIMHUKH, U CIEAYET
ACHO TIPE/ICTABIATh KAK OCOOEHHOCTH
CaMO¥ TIATOJNOTUH, TAK U BO3MOKHOCTH
B YCTPAHEHUH €€ NOCHeACTBrH. Hamra
rpynna u3 9 manueHToB XapaKTepu-
30BAJIACH KK TAKECTBIO JiehOpMAIIIH
MO3BOHOUHUKA BO BCEX IIJIOCKOCTAX,
TaK U €r0 IOCTATOYHO BBICOKOU PUIMJ-
HOCTBIO, 9TO B OOJIBITMHCTBE CIy494€B
MPHUBEJIO K HCO6XO,ZII/IMOCTI/I BbIIIOJIHE-

Jlureparypa

HUA BEHTPAIBHOTO MOOMIN3YIONETO
aTamna onepanud. [lonydeHHas Koppex-
U HAXOJUTCA B TIPEAEIAX PE3YNbTa-
TOB, JOCTUTHYTBIX PYTUMU ABTOPAMH,
OCOGEHHO C Y9ETOM UCXOJJHON TSLKECTH
nedopmanuu. [locneonepannonHoe
IporpeccupoBanue He npesprmaer 10°
KaK BO (DPOHTAILHON, TAK M B CATUTTAJIb-
HOM IIOCKOCTH. OCIOKHEHHUA HEMHOTO-
YUCJIEHHBL, HAM YAATOCh U30EKATh Pas-
BUTHA HEBPOJIOTMYECKON CUMITOMATHKH
U MACCUBHOH KPOBOIOTEPH.

3axi1ro4eHue

Jlebopmariiy MO3BOHOYHMKA HA TIOYBE
cuHapoMa drepca — JIaHo BCTPedaioT-
Sl IOCTATOYHO PEIKO, HO BBICTPO MPO-
TPECCUPYIOT, IOCTHTAS 3HAYUTETBHBIX
BeMYMH. CBOEBPEMEHHOE XUPYPIH-
YeCKOe JICYECHUE MO3BOISAET JOOUTHCS
BIIOJIHE /IOBNETBOPUTENBHON KOPPEK-
IUN KAK CKOTHOTHUYECKOTO, TAK U KU(DO-
TUYECKOTO KOMIIOHEHTOB JIepOpMAITUY,
XOTA YPEBATO PA3BUTHEM COCYAHCTHIX
1 HEBPOJIOTHYECKUX OCTOKHEHUH, 0CO-
OEHHO TIPU UCHOIB30BAHNH BEHTPAITb-
HOT'O IOCTYIIA.
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