IFEHEPAJIM30OBAHHAA TUIIEPMOBUJIBHOCTb CYCTABOB

NCOENJUHUTEJIBbHOTKAHHBIECUH/POMBI.
A.I'. benenbkuit

cs reHepanuzoBannoit 'MC.

I'enepanuszoBannas I'MC BcTpewaeTcs Kak
0COOEHHOCTHh KOHCTUTYIIMU U MOXKET HE COMPOBOXK-
IaThCs KaKUMH-ITHOO0 kajmo0aMu U AUCHYHKIHS-
MH CO CTOPOHBI OMOPHO-JBUTaTEIbHOTO ammnapa-
ta. B Havane uzyuenus ¢penomena 'MC mmenuch
TpyaHoctu B oneHke crenean ['MC. Ecnm BwIipa-
skeHHbIe (popmbl reHepanuzoBaHHo ['MC He BBI-
3bIBaJid MpoOJeM B AMArHOCTHKE, TO MPU yMEpEH-
HBIX (pOpMax CyIIEeCTBOBAJIO OMpeAeNiEHHOE Mec-
TO s cyObekTuBU3Ma. [Js pelieHus 3Toi mpo-
Onembl OBITIO TPEIIOKEHO HECKOJBKO METOOB.
HauGonpmee pacnpocTpaHeHHE TOTYUYUI MOTYKO-
JUYECTBEHHBIH CIOCOO OIEHKH CTENEHHW IOIBHXK-
HOCTH CYCTaBOB - 9-0annbHas mkana beitona [§].
Crnoco0 mpezactaBisger co00d OamnbHBIN CUET BO3-
MOYXHOCTH 00CIIEAyeMOT0 BBITIONHUTH 5 ABIKEHUH:
(4 mapHBIX 171 KOHEUHOCTEH W 1 it TynoBuUIa U
Ta300€IPEHHBIX CYCTaBOB).

1. IMaccuBHOE paszrubaHue MU3HMHLA KUCTU 0O0-
nee 90°

2. IlaccuBHOE mpukaTve OONBIIOTO Majibla
KHCTH K BHYTPEHHEH CTOpPOHE MpEAIsieybs.

3. Ilepepasrubanue B JOKTEBOM cycTaBe 0o-
nee 10°

4. Ilepepasrubanue B KOJIEHHOM cycraBe 00-
nee 10°

5. IlepenHuii HAKJIOH TYJOBHILA C KACAHUEM

JaOHSMU IoJa.

Metoa Mo3BOJIUI ONPEACTUTh TPAHULIBI HOP-
MBI ISl OTJEIBHBIX 3THUYECKUX TPy U XOPOIIO
ce0s1 3apeKoMeHJ0Bal KaK B KIIMHUYECKUX, TaK U
SMHUIEMUAOIOTHIECKUX HCCIEeTOBAHUIX.

ITocnie mpoBenenus psima paboT cTamo H3-
BECTHO, 4TO Yy 5-15% eBpomeiickoil momymnsiuuu
I'MC onpenensercs Kak KOHCTUTYLHOHaJIbHAs
ocobenHocTth. Habnromaercs
HOpMallbHOE paclpeelieHne
3TOrO MpPHU3HAKa, T.C. B JOOOU
OONBIION TPYyIIIE MOXHO 00-
Hapy>XUTh JIUI] C TYTOTIOABUXK-
HBIMH, OOBIYHO ITOJBUKHBIMU H
M30BITOYHO IOJBUXKHBIMH CY-
craBamu. Ilpu sToM mepexon
MPOUCXOUT MOCTENEHHO, 0e3
pPE3KUX KauyeCTBEHHBIX CKau-
KOB. BOJBIIMHCTBO YJIEHOB MO~
NyJSIAA HAXOISATCS B JAUara-
30HE CpelHEell CTerneHW MOABM)XHOCTH CYCTaBOB,
KOTOPBIH W OBIT MPUHAT KaK TPaHUIBI HOPMBI. B
YaCTHOCTH, MPU HUCIOJB30BAHUMU IIKaJIbl beldToHa
9TH TPaHHUIIBI IS €BPOMEHIIeB COOTBETCTBYIOT (-
4 6annam. IloagBMKHOCTH CyCTaBOB 0OpaTHO Mpo-
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MOPIIMOHAJIbHA BO3PACTy M BBINIE Y KEHIIHUH, YeM
y myxunH. Cpeau mpeacTaBUTENeN a3uaTCKUX U
apUKaHCKUX HapOIOB MPONOPLHUS THIEPMOOHIIb-
HBIX JIMI] 3aMETHO BBINIC, YeM Y eBpomehcKux [5].

Takum oOpazom, 0e3 HamU4Ms APYTUX MPH-
3HAKOB JUCIIA3UN COCAMHUTEIBHON TKAHU H CO-
nyTcTByOMuUX xanod 'MC sBnseTcs KOHCTUTY-
[AOHAJIBHBIM TPU3HAKOM, C PA3IMYHON YACTOTOU
BCTPEYAIOMMMCS CPEeH 3THUYECKUX, ITOJOBBIX U
BO3pPACTHBIX TPYMII.

Onnako reHepanuzoBanHas ['MC moxer
CONMPOBOXKAATHCS U SABHBIM CYCTaBHBIM CHUHIPO-
MOM, KOTOPBIH 3acTaBiisieT MauueHTa o0pamars-
cs 3a MequIHCKOoN momorisio. [Tamuentsr ¢ 'MC
HE ABISIOTCS PEAKOCTHIO Ha aMOylIaTOPHOM IIpH-
éme Bpaua-peBmarosiora [2]. Knuauyeckue npo-
seieHuss ' MC MHOTOOOpa3HB U BKIIIOYAIOT TPY/I-
HO WHTEPIPETUPYEMBIE apTpairuu, MOpaKeHHE
IIO3BOHOYHHMKA M HEPEIKO BHECYCTaBHBIE CUMIITO-
Mbl. B 3TOM ciydae BO3HHKAaeT BOMPOC - HE ABISA-
ercst iu 'MC nposiBjieHHEeM Kakoro-iubo Haclen-
CTBEHHOTO 3a00JIeBaHUSI COCOUHUTENBHON TKAHU?
M3BECTHO HECKOJIBKO Pa3lWYHBIX 10 TAKECTH Ha-
CII€ICTBEHHBIX CHHAPOMOB, Ipu KoTopbix ['MC
00yCJIOBJIEHa TEHETUYECKUM e(DEKTOM CTPYKTYp-
Horo Oenka. B tabnuue 1 mpencraBieHbl Haclel-
CTBEHHbIE 3200JI€BaHUS COCIMHUTEJIBHOM TKaHU,
B KJIMHHUYECKHUE MPOSABIEHUS KOTOPBIX BXOIHUT
I'MC.

Cunapom Mapdana onucan B 1896 rony.
XapaktepHble (eHOTHHYECKHE (BBICOKHIMA, AMCIH-
POTIOPLHMOHANBHBIA POCT, BhIpaXXeHHBIE nedopma-
LMY TPYIMHBI, BEIPAXKEHHBIH CKOJIMO3, apaxHOAAK-
TUIMS) M CTPYKTYpHBIE (pacIlMpeHue WM paccia-
WBaroIlas aHEeBpHU3Ma BOCXOJSAIIEH aopThHl, CIOH-
TaHHBI MMTHEBMOTOPAKC, MPOTPY3UH BEPTIYKHBIX

Tab6muna 1.

HacJjencrBeHHbIe 3200/1€eBaHUs COCAUHUTEIHLHOM TKAHM,
CONPOBOKAAIOIIUECS THIEPMOOMIBHOCTHIO CYCTABOB

1. Cuaapom Mapdana

2. HecoBepIeHHBIN OCTEOTEHES

3. Cungpom Jlapcena

4. Cunnpom Crtukiepa

5. Cunnpowm Dnepca - Jannoca

6. CuHIpOoM HOOPOKAYECTBEHHOW THIIEPMOOMIBHOCTH CYyCTaBOB

BMAJWH, NOABBIBUXU XPYCTANIMKa) NPU3HAKH I1O-
3BOJISIIOT TOCTAaBUTh MPABUIBHBIN AWArHO3 TpHU
MOJIHOM (PEHOTHUITNYECKOM IPOSBICHUH CHHAPOMA.
B 1990 rony 6w otkpeiT ren FBN1 [12], oTBet-
CTBEHHBIN 3a cuHIpoM Mapdana. ['en HaxoguTCs
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Ha 15 XpoMocoMe W mpencTaBiseT co00H MyTa-
U0, OMPEACNAIOIIYI0 CHHTE3 AePEKTHOTO CTPYK-
TypHOro Oenka ¢uOpUIIMHA, KOMIIOHEHTA 3Jlac-
truHOBOTO KOoMIuiekca [10]. dus auddepenunans-
HOTO JMarHo3a CXOXXHX COCTOSTHUH (TOMOLIMCTH-
HypHsl, KOHCTUTYLHOHaIbHAsT Map()aHOUTHOCTSH)
ucnoyb3yoT bepnuHckue kputepuu [6], mpeacTas-
neHHble B Tabnuue 2. Kpurepuu orpaxaroT cHc-
TEMHOCTb BOBJICUCHHUS COCAMHHUTEIBHON TKAaHU U
BKJIIOYAIOT MOPaKeHUE CKeJeTa, Ta3, CepAeuHo-

HAVYHO-ITPAKTHUYECKAZA
PEBMATOJIOT'A
Ne4,2001

BcerpeuaemocTs monHoro curapoma Map-
¢dana - 1-4 cnyyas va 100000 poxxnenuii. Tun Ha-
CIeOBaHUS - ayTOCOMHO-IOMUHAHTHBIH, OKOJO
30% ciy4aeB - HOBbIe MyTanuu [3, 6].

Kak BHIHO, B IaHHBIX KPUTEPHUSAX HU OIUH
W3 CKEIeTHBIX MPU3HAKOB, B ToM uucie u [ MC,
HEe OTHECEH K OONBIINM KPUTEPHUSIM B CUILY HEIO-
CTaTOYHOW crenuGpuIHOCTH.

B cBsI3M ¢ OTKpPBITHEM T€HETUYECKOI'0 Map-
kepa [10, 12] u oOHapyKeHHEM CiIy4aeB HEMOJIHO-

Tab6uuna 2.

Bepiunckue TUarHocTUYeckHe KpuTepuu cuuapoma Mapdgana (1988) [6].

Ckener

Hedbopmanuu mepenHeld CTEHKU TPYIHOMN
KJIETKH, OCOOCHHO aCHMMETPHYHBIE pectus
excavatum WM carinatum

I[OJII/IXOCTCHOMGHI/IH (,Z[HCHpOHOpLII/IOHaJ'IBHO

yAIMHEHHAS TOJI0BA)
ApaxHOTaKTUIIHS
JdedopManuu mo3BOHOYHHKA!
CKOJIN03

IPYyAHOMN JIOPA03 WIH YIIJIOLEHUE IPYyAHOIO

kugo3za

Bricokwuit pocT, 0COOEHHO B CPaBHEHUH CO
30POBBIMHU POJICTBCHHUKAMHU TEPBOM
CTEIEHU POJCTBA

«"oTnueckoe HEOO» ¢ HApyIICHHEM
HOPMAaJILHOTO psima 3yOoB
[IpoTpy3uun BepTIyKHBIX BIAIUH
AHoManpHas MOJBUXHOCTH CyCTaBOB
KOHEYHOCTEM:

BpPOXJIEHHBIC CrUOATEIbHBIC
KOHTPAKTYPHhI JIOKTEBBIX CyCTaBOB
TATIEPMOOMIBLHOCTD

I'naza

BriBuxu xpycranukoB*

[Inockas poroBuna

Y nnuaEHHOE TIIa3HOE SO0JIOKO
OTcrnoiika ceT4aTKu

Muormnus

*- 0onpLINE KPUTEPHUH.

COCYJUCTOM CHCTEMBI, JETKUX, KOXKU U (Paciui,
LIEHTPaJIbHOW HEPBHOW CUCTEMBI.

Juarnos cunapoma Mapdana cUUTAIOT J10-
CTOBEPHBIM TIPHU BOBJIEYEHUH TPEX CHCTEM; HEOO-
XOJIMMO HaJu4He Mo KpaiHeil Mepe AByX OOJIBIINX
KPUTEPUEB U3 PA3HBIX CHUCTEM WU OJHOTO O0OJIb-
IOTO KpUTEpUA MPU MOJOXUTEILHOM CEMEHHOM
aHaMHe3e (clly4ail CHHIpOMa y POJCTBEHHUKOB
MEepBOY CTEmeHu PoACTBa) [6].

CepaeuHo-cocyaucTasi cucreMa
Junsaranus BOCXOIAMEH aopThI™
PaccnamBaromas aneBpru3aMa aopThI*
AopTanbHas perypruranus
MurtpanbHasi perypruTamus
Kanpuudpukanus MUTpaIbHOTO KOJbIA
[Iponanc MuTpaispHOrO KjamaHa
Amnappu3Ma OPIONTHOW aOpPTHI
AputMmus

DHIOKaAPIUT

JIérkme
CrHoHTaHHBIA THEBMOTOPAKC
Bosgymiabeie KHCTHI BepXyIIeK JTETKUX

Koxa u gacuun

Ctpun

ITaxoBas rpsixka

Hdpyrue rpeixu (mymnodHas,
nuadparmManbpHas, MOCTONEPALHOHHAS)

LenTpanbHas HepBHAsI CUCTEMA
OKTa3us TBEPION MO3rOBOHI
obonoukn™®

[ToACHNYHO-KPECTLIOBOE MEHHUHIOLIENE
Pacmupennas cistema magna
OcnabneHHoOe BOCIIPUSATHE PEUU
I'mnepakTuBHOCTB

ro (heHOTHITMYECKOTO MPOSBIECHHUS CHHApPOMA, KO-
TOpBIE BCTPEYAIOTCA 3HAYUTENBHO Yalle MOJIHO-
ro (1-2 cnydas ma 10000 HaceneHwus), TPyNmoi aB-
TOPOB OBUIM NPEIJIOKEHB HOBBIE, MEPECMOTPEH-
Hble KJIMHUYECKUE KPUTEPUHU AUATHO3a CHUHAPOMA
Mapdana [19]. [lepecMoTpeHHBIE KPUTEPUHU BKIIIO-
YalT T€ K€ MPU3HAKHU, YTO U bepnuHckue, HO MO-
IpYroMy OIIEHMBAIOT UX cHeHUPUUHOCTh. Tak,
I IOpa)XX€HUsS CKeleTa B KayecTBE OOJIBIIOro



TF'EHEPAJIM30BAHHAA TUIIEPMOBHWJIBHOCTb CYCTABOB

NCOEANMHUTEIBHOTKAHHBIECUHIPOMBI.
A.I'. benenpkuit

B stom Bapuante knaccudukamuu IJ[C
COXpaHEHBI THIBI C HaUOOJiee SPKUMHU KIUHHYECC-
KHUMH MPU3HAKAMU U U3BECTHBIM OHMOXUMUYECCKUM
MapKepoM. Y aJeHbl peJKue, ONUCaHHbie 1Mo 1-2

IlepecmoTpennas kiaccupukanmsa cuHa|

bonpmue
JTUAarHOCTUYECKHE
KpUTEpUHU

I'OK,
IIUPOKHUE
arpoduaeckue
pyOusl,

'™MC

Tuner

1. Knaccu-
YEeCKUU

Msrkas koxa, I'OK.
I'enepanuszoBaHHas
I'MC

2. Tumepmo-
OWJIBHBINA

Tonkas, npo3paunas
Koxa. Pa3peiBbl
apTepuil u
KHILIEYHHKA.
OOmupHBIE
KPOBOU3IHUSHUS.
Tunuaunoe TuLO
(memocratok
KUPOBOU TKAHH)

3. Cocyamuc-
TBIN

4. Kugocko-
JNOTH-
YeCKuH

Bripaxxennas I'MC.
Bripaxennas
MBbIIIeYHas
runoToHus. CKoiamo3
C POXKJICHHUS.
Panumocts ckiep

5. Aprpoxa-
Jazuuec-
K.

Bripaxennas 'MC c
MOBTOPHBIMU
ITOJBBIBUXAMH.
BpoxnénHublit
JIBYyCTOPOHHMI BBIBUX
oenpa.

Bripaxxennas
PaHUMOCTB KOXH.
CK1aI4aToCcTh KOXHU

6. [Hepmaro-
cliapax-
CHYECKUHI

Maibsle JUarHoCTUYECKHUE
KpUTEPUHU

Msrkas koxa.
MoTFOCKOHTHBIC
TICEBIOOITY X0 (JIOKTH,
KoJIeHU ). MEITeuHas
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CEMbsIM, BapUAHTBl KaK Majo3Hadvallue JUisl MpakK-
TUYECKOro mpuMeHenus. Kak BuaHO, B 000MX Ba-
puaHTax KiaacCH)UKAIHUU MPUCYTCTBYET THII
IJC, 0603HaYCHHBIN KaK «THIEPMOOMILHBINY,

Tab6maumna 4.

1aepca-anioca (Buabppan,1997). [7]

Tum HacnegoBaHus U
OMOXUMHYICCKII
cyocTpar

AJl. AroMmanpHaas
anekTpodopeTudec Kas
MOJBUXHOCTE TIpo al
uinu npo a2 uenet V

runoronus. OcnoxsHenud I'MC tuna komrarena

(TOIBBIBUXH, TUIOCKOCTOITHE),
JIOK. [TocTroneparuoHHbie
TPBIKH

[ToBTOpHBIC TTOABBIBUXH.
XpoHuueckas cycraBHas 00JIb.
ITonoxuTenbHBIA CEMEHHBIN
aHaMHE3.

Axporepusa. 'MC
MPEUMYILECTBEHHO KHCTEH.
Pa3prIBBl CyXOKHIMM U MBIIIL.
OKBHHO-BapyCHbIE CTOIIBI.
Panuuii Bapukos.
ApTeproBEHO3HBIE (PUCTYIIBI.
CrnoHTaHHBI THEBMOTOPAKC.
Cnydau BHE3allHOW CMEpTH B
ceMbe.

PaaumMocTs TKaHe#, BKIOYas
oOpa3zoBaHue aTpOPUIECCKUX
py610B. JIOK. Pa3priBeI
aprepuii. MappaHOUTHOCTB.
MuxkpokopHea. OCTEONEHHUs.
CeMeiiHblil aHaMHE3.

I'OK. PanumMocTh TKaHEH,
BKJIIOYasi 00pa3oBaHue
arpo¢puunabix pyomos. JIOK.
MplieyHast THIIOTOHMUS.
Kudockonnos Ymepennas
OCTEOICHUS.

I'DK. Msrkas TekcTypa KOXKH.
JIOK. IIpexneBpeMeHHbIE

ponbl y MauueHTKu. bonpmue
TPBDKU (ITyTIOYHBIS, TTAXOBKIE).

CoxpamieHus Te e, 4To W B Tabnuie 3.

Al
buoxumuueckuit
cyOCTpaT HEM3BECTCH

Al

CTpykTypHas
aHOMaJus KoJlareHa
IIT tumna.

AP.

Hedunut nuszmi-
TUAPOKCHIIA3bI
(KomnareH
MOIUDHUITUPYIOTIETO
¢dbepmenra).

AJl. AHOoManbpHas
anekTpodoperndeckas
MMOJIBHKHOCTH TIpo al
unu npo a2 neneit |
THIIA KOJIjlareHa

AP.

[IpucyrctBue npo al u
npo a2 uenei I Tuma
KOJITareHa B KOXe
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OTIMYAIOIIUNACS OTCYTCTBHEM SPKUX (EHOTHIIHU-
YECKUX HNPHU3HAKOB, U3BECTHOTO OMOXMMHYECKOI'O
cy0cTpara U XapakTepU3YIOIIUNCI yMEPEHHBIM
BOBJICUCHHEM KOXHU, THIIEPMOOMIBHOCTBIO CycTa-
BOB U Majod BBIPA)KEHHOCTBIO COCYAMCTBIX IO-
paxeHuii. CoxpaHseTCsI HESICHOCTh OTHOIIEHUS
storo tuna DJC K cHHAPOMY HOOpOKaYeCTBEH-
Hoit 'MC.

JAnarso3 cuHApoOMa X00pOKA4YeCTBEHHOM
I'MC cymecTByeT Kak ajlbTepHaTHBa OCHOBHBIM
tunam JJIC u oTpaxaeT MMEHHO NoOpoKade-
CTBEHHOCTh MOPaXEHHsS CyCTAaBOB. DTa XapakTe-
PHUCTHKA CHUHIApPOMA JeNaeT TPaHHUIly MEXIY HUM
U KoHCcTUTyunoHanbHOoi I'MC noBOJIBHO pa3Mbl-
Toi. Jleno B TOM, UTO apTpajiruu Kak OCHOBHas
XapaKTepUCTHKa CHHAPOMa MOTYT AeOIOTHPOBATH
B TI0OOM Bo3pacTe. DTOT (akT MpUBEN K HE0OXO0-
JIUMOCTH TIOHMCKa JOTMOJHUTEIbHBIX, BHECYCTaB-
HBIX MpPHU3HAKOB cuHApoMma. Kpurtepuu nuarxHosa
nobpokadectBeHHoi ['MC, y4yuTsIBaromiue BHE-
CyCTaBHBIE MPOSIBICHUSA, BIEPBBIE OBIIN MPEIIIO-
skeHbl M.B.Mishra et al. 8 1996 [13] u nepecmort-
penbl B 1998, xorpa monyuunu Ha3zBaHue bpaiiTo-
HOBCKHX IO MECTy NpOBEJCeHHUsI KOH(pEpeHIHH.
OHHM mpeacTaBIICHBI B Tabuwuile 5.

HAVYHO-TIPAKTUYECKA S
PEBMATOJIOT U
Ne4, 2001

poma Oiepca-Jlannoca (kpoMe rmepMoOUIBHOTO
tumna, OvBurero 111 mo bepnuHckol knaccuduka-
uu). Kpurtepun Oonbrmoit 1 m maneiii 1 B3aumMo-
HCKJIFOYAIOTCS, TaK)Ke KaK OOJBIIOW 2 M Maiblid 2.

Kak BUIHO M3 MOSCHEHHUS, aBTOPHI HE BUIAT
OPUHIUIHAIBHBIX Pa3IHUUN MEXIY TUTIEPMOOHIIb-
HbIM THIIOM DJ[C U cuHIpOMOM O0OpPOKaYECTBEH-
Holt 'MC, nmomyckas, 4TO pedyb MOXKET HATH 00
OJIHOM M TOM JK€ COCTOSHMH. Bompoc o B3auMooT-
HomeHusix J/]C u nodpokauecrsennoit [MC mpo-
noJjbkaeT obcyxmareesa. Tak, B mporpamme Mexk-
JyHapoaHoro cbke3na peBmarosioros B 2001 roxy
B OnmoHToHe, KaHnazga, mpenycMoTpeHo mpoBene-
HUE TUCKyCCHH 10 Borpocy kiaccudukanuu I/C.
OauH 13 OCHOBHBIX BOINPOCOB MPOTPaMMBI - MO-
JIoXeHne cuHapoMma nobpokadecTtBeHHON ['MC
cpenu apyrux tumnos DJ(C.

YuurteiBas COBpeMEHHBIE TCHIICHIINU B U3Y-
YEHHWH HACIIEJICTBEHHBIX MAaTOJIOTHH, PemaroniumM
¢akTopoM OymeT ycTaHOBJIEHHE CIEeIU(UIECKO-
ro GMOXMMHYECKOTO WM MOP(OIOTHIECKOTO Map-
Kepa JJsl KaKIOTO COCTOSHUS, COIPOBOXKAAI0IIe-
rocs I'MC.

Takum oGpazom, I'MC moxeT ObITh Kak Ba-
PHUAHTOM HOPMBI, TaK U MPOSBIECHUEM DPa3ITHYHBIX

Tabmauma 5.

Bpaiitonckue kputepuu (1998) no6poxayecTBEHHOr0 CHHAPOMA THIIEPMOOUILHOCTH
cycraBoB (BocnpousBoaures mno [11]).

Bonpmue xputepuu:

* L Cuét no wkane beitTona 4 u3 9 nnu G6onee (Ha MOMEHT OCMOTpPa WM B IPOLLIOM)
* 2. Aptpanrus Oonee 3 mecsiteB B 4 win OOJIbIIEM KOJIUYECTBE CYCTABOB

Marnble KpUTEpHUH:

* Cuét mo mkane beitona 1-3 m3 9 (0-2 mst moaeit crapmie 50 et)
* Aptpanrus mernee 3 MecsieB B 1-3 cycraBax wim JomMOanbrusi (MeHee 3 MecsIeB),

CHOHUIES, CIOHIUIIONHU3, CIIOHIUIIOINCTES

* BrIBUX/TOABBIBUX Oo0Jiee YeM B OAHOM CYCTaBE MJIM MOBTOPHBIC BHIBUXH B OJHOM CYCTaBe

* IlepuapTukynsapHbie MOpaXXeHHs Oojee 2 IOKanu3anuil (SMUKOHIWIAT, TCHOCHHOBUT, OYPCHT)

* MapdaroumHOCTh (BBICOKHH POCT, XyJAOIIAaBOCTh, COOTHONIIEHHUE pa3Max pyk/poct > 1,03,
COOTHOINICHNE BepXHUI/HMKHUHN cerMeHT < 0,83, apaxHOMaKTHIUSA)

* AHOMAaJbHAas KOXa: TOHKOCTh, TUIIEPPACTSHKUMOCTD, CTPHH, aTpO(uUHbIC pyOIIbI

* ['ma3Hble MpU3HAKK: HABUCAIOUIUE BEKU WJIM MHUOIMS WIM AHTHUMOHTOJIOWJHAS CKIaJKa

* Bapuko3Hbie BeHbI WIH TPHIKH WK OMYIIEHUE MATKU/MIPSIMON KUIIKH.

CuHapoM MOOpPOKAaYECTBEHHON THUIEPMO-
OMIIPHOCTH CYCTaBOB AMATHOCTHUPYETCA HPH Ha-
JUYUHU 2 OONBIINX KpUTepHueB Wi 1 00apmoro u 2
MaJlbIX KPUTEpPUEB WM 4 ManbIX. 2 MajbIX KpHUTE-
pUEB JOCTATOYHO, €CJIM HMEET MECTO MOpaKEeHHUE
POIICTBEHHUKA MEPBOH creneHn poacTtBa. CHHAPOM
nobpokadectBeHHo ['MC wuckimrogaercs mpu Ha-
JUYUHU TPU3HAKOB CHHApoMa MapdaHa M CHHI-

10 T€HE3Y M TSHKECTU HACIEICTBEHHBIX CHHIPOMOB.
Kak npasuno, muuna ¢ 'MC He akueHTHpPYIOT BHH-
MaHUsl Ha M30BITOYHYIO MOJABM)XHOCTH CBOHX CYC-
TaBOB, TaK KaK 3TO COCTOSHHE COIMPOBOXKIAET HUX
BCIO JKM3HB. [IpuumnHOi oOpamieHus: K Bpady sBIS-
10TCs KiMHu4eckue npossieHus 'MC, Takue kak
apTpanruu (peako BBINOT B CyCTaBe, CBSA3aHHBIN
C Harpy3koi), JroM00- ¥ TOpaKaJruHu, CUMITOMA-



I'EHEPAJIM30OBAHHAA TUIIEPMOBMNJIIBHOCTb CYCTABOB

U COEJUHUTEJIBHOTKAHHBIE CUH/IPOMBI.
A.I'. beneubkuii

THYCCKOC IMIIOCKOCTONMUEC, MMOBTOPHLIC IMOJABBIBUXU
nT.01. Ha IMMPaKTHUKEC Yall€ BCCTO NPUXOIUTCA UMETH
JIeJI0 ¢ CHHIAPOMOM JloOpokadecTBeHHON ['MC, mwin
M0 OTEYECTBEHHOM KiIacCU(UKAIUU - MPOCTO CHUH-
apomom I'MC. Tem He MeHee, KaKAbIH HAIlMEHT C
I'MC sBnsgeTcss cBoeoOpa3HBIM HCIBITAHHEM KpY-
ro3opa Bpada, OT KOTOPOTO TpeOyIOTCs 3HAHHS U
yMeHHE HaxXOJHUTh He Opocarolmecss B riasa J0-
MOJHUTENIbHBIE MPU3HAKU TOT'O WM MHOT'O HAClel-
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CTBEHHOTO cuHJIpoMa. Heo0X0IMMO OTMETHTh, YTO
Hannyue I'MC OTHIOIb HE UCKIIOYAET Pa3BUTHS
y ManueHTa BOCHAJIUTENbHBIX 3a00JIeBaHUM CyC-
TaBOB -pPEBMATOUJIHOTO apTPHUTa HIM CEpOHETa-
TUBHBIX CHOHAWIOApPTpUTOB. IlpaBunvHas guar-
HOCTHKA HE TOJBKO MPUHOCHUT NMPOeCCHOHATBLHOS
YIOBIETBOPEHUE U BIMAET Ha Cyas0y OONBHOTO,
HO ¥ MO3BOJISIET PAaCUIMPUTh HAY4YHBIE UCCIIEIO0BA-
HUS 10 3TOH aKTyallbHOH mpoOieMe.

Ot penakuuu: ['eHepann3oBaHHAas TUIEPMOOUIBHOCTh CYyCTAaBOB SIBISETCS YacCThIO TMIEPMOOMIBHOTO CHHAPOMA, OTHE-
cennoro k XIII kmaccy MKB-X (Bone3HH KOCTHO-MBINIEYHONH CHUCTEMBI U COCJUHUTEIbHON TKaHu), pyOpuka “CucTemHbIe mOpa-

JKEHHsI COCeMHHUTENbHON TKaHu”, mudp M35.7.
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Summary.

The review characterizes hereditary diseases of connective tissue accompanied by articular
hypermobility. Criteria of the diagnosis of basic diseases of this group are presented. Connection be-
tween constitutional articular hypermobility and not full variants of hereditary syndromes is discussed.

Key words: articular hvpermobilitv. 9-points Beiton§ scale. Larsen's svaclrome. Stickler's syn-

drome. Ellers-Danlos syndrome.
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