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OUEHKA CTENEHU TAXECTU HEAVM¢¢EPEHLIMPO§AHHO[;1
ANCNAA3NN COEAUHUTEABHOU TKAHU Y AETEU

T.1. KaaypuHa', A.H. A66akymoBa?
' MeAMUUHCKAS aKaAEeMUsi MOCAEAMNAOMHOIo o6pasoBaHus,

CaHkT-lMeTepbypr

2 CaHkT-MNeTepbyprckas roCyAQpCTBEHHASA NeAUATpUYecKas

MeAULUHCKAA aKaAeMus

nocnepHee gecatuneTve HabnogaerTcsd OT4ETIN-

BO€ yBeNinyeHune G0oJsibHbIX, Y KOTOPbIX BbIABASIOT-

CSl KIIMHUYEeCKMe NposiBfIeHUs aucrniasnm coeaun-
HuTenbHou TkaHu (OCT). He Bbi3biBaeT COMHEHUS, UTO
AAaHHas NaToJIorua SABMSETCH MeXAUCLUNINHAPHOWN
npoGnemoii, oxBaTbiBalOLWEel MHTepechl NeanaTpos,
peBMaTosIoros, Kapauosnoros, opronenos, racTpo-
SHTEpPOoJIOroB, HEBPOJIOrOB, KIIMHUYECKUX FreHETUKOB
M MHOIUX APYrmux creunanamncTos.

O6pautaeT Ha cebss BHMMaHME CYLLUECTBYIOLLMIA MPO-
6en mexay Hay4YHbIMU JOCTUXKEHUSMUN B U3YHEHUN CTPO-
eHUs, QYHKLMA KNETOYHOIrO N MEXKIIETOYHOIroO BeLLeCTBa
COEOMHUTENIbHOM TKaHW, MOJIEKYNAPHON FrEHETUKM N MHO-
XECTBOM HepeLUEHHbIX NPakTUYeCKMX BONPOCOB. Tak, Ha
CerogHsa no-npexHemy OTCYTCTBYIOT ednHas TepPMUHO-
norus, knaccuoukaums, obLLENPUHATLIE KPUTEPUU ana-
FHOCTUKMN, @ TakKXe OLEHKU CTENeHU TSXeCTU CoelMHU-
TENbHOTKAHHbIX UCNNA3UA.

OCT penat Ha gge rpynnbl: anddepeHupOBaHHbIE
(CMHOHMMBI: HacneaCcTBEHHbIE 60NE3HN COEANHUTENBHOMN
TKaHW, HacneacTBeHHble, cuHapomasnbHble OACT) n He-
andodepeHumpoBaHHbie [3, 4, 7, 12].

CymmapHas yacTtoTa HacneacTBeHHbix ACT cocTasns-
eT JON NPOLEHTA, B TO BPEMS Kak HeanddepeHupoBaH-
Hble CT nmetoT ropasao 6osee Wmpokoe pacnpocTpaHe-
HWe, gocTuras B HekoTopbix nonynaumax ot 10% no 30%.
O4yeBUOHO, 4YTO B CBOEWM MPakTUYEeCKOM OedATeNbHOCTU
Bpa4un yaile CTankMBalTCA UIMEHHO C 3TOW NaToNOren.

HacnepcteeHHble [CT — reTeporeHHast rpynna MoHo-
reHHbIx 3abonieBaHuii, 00YCNOBNEHHbIX FEHETUYECKUMMU
nedekraMmn cuHTe3a U pacrnaga 6enkoB BHEKIIETOYHOIO
MaTpukca, a Takke 6enkoB, yHacTBYOLLMX B MOPdOreHe-
3e CoOeMHNTENbHOM TkaHu [6].

HeonddepeHumpoBaHHble [ACT AmarHOCTUPYOTCSH
Torga, Korga BbisiBASieMble Y naumeHTa peHoTunmnyeckne
NPU3HaKN He YyKNaabiBalTCH HU B OOHO N3 N3BECTHbIX Ha
CEerofiHs HacleACTBEHHbIX 3a00NeBaHNn COeOUNHUTENb-
HOI TKaHW.

Mo-Hawemy MHeHuo, HeanddepeHumpoBaHHble OCT
— 9TO reHeTUYeCKN reTeporeHHas rpynna 3abonesaHui
MynbTUdaKTOpranbHOM NPUPOAb! C NPOrpeSNeHTHbIM Te-
YeHMEeM, B OCHOBE KOTOPOW niexaT HapyLleHUs CUHTe3a,
pacnaga nnv mopgdoreHesa KOMNOHEHTOB BHEKJIETOYHOIO
MaTpurKca, BO3HMKAIOLLMeE Y L, C ONpPeaenEHHON reHeTun-

4eCKOM NPeapacnofioXEeHHOCThbIO B MEPUOAE PAHHENO 3M-
OpunoreHesa UM NocTHaTanNbHO Noa AencTemem Hebnaro-
NPUATHBIX (GAKTOPOB BHELUHEN cpenpl. [MonmopraHHOCTb
N NOJIMCUCTEMHOCTb NMOpaxeHusi 0OYCNIOBMIEHbI, C OOHOW
CTOPOHbI, “BE34ECYLLHOCTbIO” COEANHUTENBHOM TKaHW,
a, C Apyrov — TeM 06CTOATENbCTBOM, YTO TEPATOrEeHHbIN
TEPMUHALMOHHBIA Mepunoa, TO €CTb NpeaenbHO A0oMycC-
TUMble CPOKW, KOorga BoO3aelnicTBue HebnaronpusiTHoro
dakTopa CnocobHO BbI3BATb HAPYLUEHNE HOPMAaJIbHOrO
MopdoreHesa, A MHOMMX OPraHOB M CUCTEM YenoBeka
NPUMepPHO OONHAKOB.

B psine cnyyaeB Habop PEHOTUMNYECKMX MPU3HAKOB Y
nauneHToB 3TOW rpynnbl HAMOMUHAET TO AWM APYroe Ha-
cnencTBeHHoe 3aboneBaHne CoeaAMHNTENIbHOM TKaHW, 4TO
cnenyeT pacLeHnBaTb kak ero GeHoKomnuio.

Yauwe Bcero HeanddepeHuyposaHHaa ACT npossnsa-
€TCS TPEMS OCHOBHbIMU peHOTMNaMn: MapdaHONLHbIM,
anepconogobHbIM 1 HEKNACCUDULIMPOBAHHBLIM, YTO, MO-
HaleMy MHEHUIO, crneayeT oTpaxaTb B GOpPMynnMpoBke
amarHosa.

HeonddepeHumpoavHas OCT ¢ mapdaHoOMaHbIM
GEeHOTMNOM XapakTepuU3yeTCsl CKENETHbIMU aHOManus-
MW (LONNXOCTEHOMENNS, TEHOEHUNS K apaxHO4aKTUANN,
pasnuyHble aedopmaumm rpyaHom KNeTkn, No3BOHOYHMKA
1 4p.), MaabiMM aHOManusIMM cepaua u COCyaoB, Hapy-
LIEHMEM OpraHa 3peHus (MMonus, MerasokopHea, ronay-
6oBaTble CKJIEPbl, aHTMOMNATUS CETYATKN) U Op.

Mpn HegnddepeHumpoaHHoi ACT ¢ anepcononot-
HbIM EHOTUNOM Yy OOJIbHbIX BbISBASETCA TEHOEHUMUS K
rMNeppacTIKMMOCTN KOXM (00 2-3 CM), pa3HON CTeneHn
BbIP@XEHHOCTU rMNepMoObuIbHOCTL CyCTaBoB, ronyboBa-
Tbl€ CKJIEePbl U ApYyrne NpusHakm CoOeaAnNHUTENbHOTKAHHOM
avcnnasum.

Korpa knuHuyeckass CUMNTOMAaTuvKa, BbiiBASeMas y
60/IbHOrO, He yKknagblBaeTCsl HU B OOWH U3 yKa3aHHbIX
Bbllle PEHOTUMNOB, ClefyeT UCMoJb30BaTb TEPMUH He-
andopepeHumpoaHHasa OCT ¢ HeknaccnduumpoBaHHbIM
deHoTMNOoM.

Ha oCHOBaHMM MHOrOMIETHEr0 MPaKTUYECKOro OnbiTa
N pe3ynbTaTtoB COOCTBEHHbLIX WCCIIEA0BaHUA CHUTAEM,
YTO MOCTaHOBKA AAHHOIO AMarHo3a npaBomMoyHa npu: (1)
BbISIBNEHMN Yy 60/1bHOTro 6-8 1 6o5ee KIMHNUKO-UHCTPYMEH-
TasnbHbIX MPU3HAKOB COEANHUTENBHOTKAHHOW AMCMNa3nu;
(2) BOBNEYEHNM B NIATONOMMYECKNI NPOLLECC HE MeHee 2-3
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[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

Ta6bsinya 1
3Ha4YMMOCTb KJIMHUYECKUX MapKepoB B OLleHKEe CTEMNEeHU TAXKECTU
AUCNNIa3uMN COEAUHUTENIbHOM TKaHU

Ne /it AHanu3upyemblil moka3areib Bamst

1 Du3HYecKOe Pa3BUTHE/KOHCTUTYIHOHAIBHBII THIT

1. Mnnexc Kerne I1* — o 25 nepueHTis
Wunexe Kerne 11— or 25 no 10 nepuentuis
Nupexc Kemre I1 - ot 10 1o 3 nepuenTuis

2. ACTEHUYECKUI TUIT KOHCTUTYLIMU

[SSRN NS I 5]

11 Ko>1<a, BOJIOCBI, HOI'TH, YIIHBIE PAKOBUHBI, POTOBUIIA, MBITIIbI

1. Koxxa Gapxarucrasi, He)KHast

2. Koxxa Tonkas™®

3. Koxa runepanactuyHas:

* I€rKast CTeNeHb

* yMepeHHas CTeNeHb

* BBIPA)XCHHAS CTCIICHD

4. Kenountsie pyOLsl:

*C/IMHIYHbIC

*MHOXECTBEHHBIE

5. I'uneprnurMeHTalys KOXXH HaJl OCTHCTHIME OTPOCTKAMH [T03BOHKOB
6. ATpohuueckue CTpuM B HUKHETPYIHOM HIIH TIOSICHUYHOM OT/IeJIe TO3BOHOYHHKA
7. CUMIITOM «IaHPOCHOH OyMarm»:

* MEJIKHE Y4acTKH

* KPYIIHBIC y4aCTKI

8. IleTexnu/aKXMMO3bI/HOCOBBIC KPOBOTCUCHHS

9. I'omy6oBaTtbIe/TomybbIe CKIephI*

10. Bonocs! (TOHKHE/ TOMKHE/y4acTKU aJOIeLHH)

11. Horu (MATKue/IOMKHe/paccIanBaronIuecs)

12. Viunble pakoBHHBI (MSATKHE/CBOPAUYHBAIOTCS B TPYOOUKY)
13. MuaroHu4eckuii CHHAPOM

14. lnacra3s npsiMbIX MbILLILL KUBOTA

15. I'pbDKH/OIyICHHE OPraHOB/IOCICONEPAIIMOHHBIC IPHIKI

[o Qi OS] w N
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1 YemnrocTHO-NMIIEBas 00J1aCTh

. V3kuii nuueBon ckener®

. CyxeHue uerntocrei

. XpycT, HOABBIBUXH BUCOYHO-HIDKHEUETIOCTHOTO CyCTaBa

. l'ornueckoe/Bbicokoe HEGO

Bosnbiime pasmepbl/aHOMaIHs IPOPE3bIBaHHs 3y00B

Hapymenne npukyca

. HexaprosHoe mopakeHre 3Maiy /THIOILIa3Us/ 9p0o3ust/ KIIMHOBU/HBIE 1E()EKTHI
. [MapayonTuT

. Kapuec 3y6oB

B L LN WL A NN

v KocrHo-cycraBHas cucrema

1. JlonmuxocTeHOMEHS 4
2. I'nnepMoOHIIBHOCTB CyCTaBOB:
* yMepeHHas 3
* BBIpaKCHHAsI

3. ApaxHOIAKTHINS

4. Cronmnos*:

I crenenn

II crenenn

III cTenenu

5. INaronormdeckuii KH(o3 rpyaHOTO OT/AeNa II03BOHOUYHNKA

6. [TaTonornueckuii 1003 MOSCHUYHOTO OT/IENA TO3BOHOYHUKA
7. ACUMMETpHSs CTOSIHUS JIOTIATOK, «BsUIasi OCAHKa»

8. [Tnockas ciuna*®

9. Bosu B 061aCTH TIO3BOHOYHHKA

10. AcummeTpus KocTeit Taza

11. BoponkooOpa3zHast nepopManust rpyIHOH KISTKH:

I crenenn

II crenenn

III crenenu

12. KuneBuaHas nedopmaryist rpyaHOi KIeTKH

13. InockocTonue: NONepedHOe/IPOIOIbHOE

14. BanberycHast yCTaHOBKa CTOII

15. BapycHas/Banbryctas nedopmarniis HUKHUX KOHEYHOCTEH
16. «HaronTeimmy» Ha THUILHON MTOBEPXHOCTH CTOIT

17. MakpogakTHIIist IEPBOTO Majbla CTOMbI

18. ApTpanruu/MUKpOTPaBMATUICCKUI TIPEXOSIINNA CHHOBHUT
19. «XpycT» B cycTaBax

[N ke
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MEAULLMHCKUIWA BECTHUK CEBEPHOTO KABKA3A, Ne 2, 2008

\ TlonoBas cucrema

1. 3aziepKKa 1oJI0BOro Pa3BUTUS

2. FOBeHMITbHBIC MAaTOYHEIE KPOBOTCUCHHUS
3. Bsinast MoIIOHKa

4. ITaxoBbIe/TTaX0OBO-MOIIOHOYHEIE TPBIKH
5. Bapukonene

[SIUSIY S (S 9]

lpumeyarHune. MHaekc Ketne II* pacuyntbiBaeTcs ro ¢opmyne:

Macca tena (kr) /(anvHa Tena B M)?. LleHTu/1bHoe pacrpeseseHmne AaHHOro nokas3aresis y AeTei u noApoCTKOB B 3aBUCUMOCTH
OT BO3pacrta M riosia npeacTasieHo B MOHorpaguu B.B. IOpbeBa n coasT., 2007.

Koxxa TOHKas* - BbISIBIISIETCS MO HAJIMYUIO BUAMMOW COCYANCTOM CETU Ha rpyau, CrIMHE, KOHEYHOCTSIX.
lony6oBartbie/ronybele cknepbl™ — ronybusHa CKaep M3-3@ MNPOCBEYUBAHUSI COCYZOB HEpPE3 UCTOHYEHHYIO pOrosuuy,
onpeaensemas KIIMHNYECKM B MPOX0AsILLEM CBETE.

Y3kuii nuyesoii ckenet* (y3koe anyo). [ns oLeHKU UCMOoNb3yOT IMUEBOU MHAEKC, KOTOPbLINA BbIYUC/SIOT M0 CAEAYIOLLEN
dopmyne: Mopgosiornyeckas Bbicota nLa/cKynosas wmnpuHa x 100, rae — Mopgo0rnyeckas Bbicota inLa — 3170 paccTosiHne
OT TOYKM riepeceyeHmsi HOCO/I06HOro LBa CO CPeAHEN JIMHMEN, HaXOoasLencss Ha KOpHe Hoca A0 Hanbosiee BbICTynaroLes
KHU3y ToYkm nogbopoaka. CKy0Bas WMpUHa — 3TO pacCTosiHNE Mexay Hanbosiee BbICTyNarLlmMu ToYKaMu aaTepasibHoM
MOBEPXHOCTU CKYJ10BbIX Ayr. Jlnyesos nHaekc 88,0- 92,9% ceugetenbcTByeT 06 y3kom aunue, a 6onee n 93,0% 06 o4eHb

Y3KOoM smLe.

lnockasi cnuHa* - oTCyTCTBUE UM YIIOLEHNE (PUINO0SIOrNYECKUX U3rMOOB MO3BOHOYHUKA.

pPasfnyHbIX OpraHoB 1 cuctem; (3) nabopaTopHOM Noa-
TBEPXOEHMN HAPYLLEHNSA OOMeHa COeaMHNTENbHOW TKaHU
" (4) HanM4YMM NPU3HaAKOB CEMENHOIO HAKOMIEHNS MPOSIB-
JNIEHNI COeANHUTENbHOTKAHHOM Aucnna3um y poaCTBEH-
HUKOB O0JIbHOrO, 06CcNeaoBaHHbIX MO TOW Xe ANarHoCTu-
yeckomn nporpamme [5].

Ecnun KkonnyecTBo aHaNM3npyeMbIX KIIMHUYECKUX Map-
KEPOB, BbIAB/ISIEMbIX Y NALMEHTA, MEHbLLE 3TOr0 YCIOBHO
[OMNycTUMOro nopora, To, No-HaWwemMy MHEHWIO, cnenyeTt
roBOpuUTb O pakTe HAKOMEHU NPU3HAKOB COEANHUTENb-

HOTKaHHOW aucnna3un. Takol naumeHT TpebyeT AnHaMm-
yeckoro HabnwaeHus, yrnyoOnEHHOro KIMHUKO-UHCTPY-
MEHTasNIbHOro 1 nabopaTtopHoro obcnenoBaHns C LEesbio
Bepudmkaumm guarHosa.

OCcoBEeHHO CNOXHbIM Ha CerofHs OCTaeTcs BOMPOC
OVArHOCTUKN N OLEHKM CTeNeHn Taxectn Heanddepen-
umpoBaHHol AOCT. B neguaTtpuyeckon npakTuke ¢ 3Ton
Lenblo MCNONb3YKTCA AMarHocTudeckue kputepum T
MwunkoBcka-OumuTtpoBa 1 A. Kapakawoga [8], J1.H. ®o-
MuHoi [10], TU. KagypuHoii n B.H. lopbyHoson [5], a B

Ta6saunya 2
3HaUYMMOCTb KJIMHUKO-UHCTPYMEHTaJ/IbHbIX U JlabopaTOpHbIX NOKa3aTesied B AUAarHOCTUKE TAXKECTU
AUCM1a3MM COeAUHUTESIbHOW TKaHM

Ne i/t

I CepieuHo-coCyIucTast CucTemMa

AHanu3upyemblil mokasareib Basbt

1. JlononuuTesnpHas XopAa/eqMHUYHbBIE TPAOCSKyJIbl B TIOJIOCTH JIEBOTO HKEJTY/I04Ka 2
2. MuKkceMaTo3HbIe H3MCHEHNS KJIallaHa/HeCKOJIBKIX KIIAIIaHOB

3. IIponanc MUTPaIBLHOTO KiIamaHa:

¢ 0e3 perypruTtanun/c perypruramueii 1 crenexu

* ¢ perypruranmeit 2 cTeneHu

e ¢ peryprutanuei 3 creneHu

* ¢ peryprurammei 1-2 creneHu HeCKOJIbKUX KIIaaHOB

4. Nunararms puOPO3HBIX KOJIEI]

5. Paciumpenue KOpHst a0pThI /JIErOYHOM apTepui/mponabupoBaHue CTCHKH MPABOTO MPEICEPIHs H JIp.
6. Coueranue nposiabupoBaHus CTBOPOK Kiiananos ¢ BITC

7. AHruoauciasuu (aprepuaibHbie, BEHO3HbIE, CMELIAHHbIC)

8. BuKkycnuIanbHbli a0pTaIbHbIN KIanaH

9. JlucTonus NanUIIAPHBIX MBIIIIL

10. OKI'-u3MeHeHHs: CHHYCOBasi apUTMUsI/OpauKapausi, ykopoueHne nurepsana PQ, cynpaBeHTpHKYISIpHAS
DKCTPAKCHCTOMNUS U AP.

11. Topaxo-nuadparMaibHbIA CHHAPOM

12. Bapuko3Hoe pacHIUpeHHe BeH HIKHUX BEH HIKHUX KOHEUHOCTEH:

* IErKOM cTeneHu

* Cpe/iHei cTeneHn

* TSHKENON CcTeneHn

13. Bapuko3Ho€ paciuIMpeHue COCyJ0B MaJIOro Ta3a

w2

AN — DLW PR WN —

[USIN RUS I S

11 OpraHnsl 3peHHs

w2

1. PaxuansHo-JIaKyHApHBIH THIT paTyKKu*
2. Muonus:

* nérkas

* CpeHsst

* Tspkénas

3. Meranokopuea*

4. ITnockast porosuna*

5. IloABBIBHX XpyCTaauKa

6. Orciiolika ceTyaTku

7. JlecTpyKLus CTEKIOBUAHOTO Tea
8. AHruonarus ceTyarku

9. ACTUrMaTH3M/TUTIEPMETPOTIHS

— WA B OWN

17



[l _AVCNAA3MA COEAMHUTEAbLHOW TKAHU

1II Bponxonérounas cucrema

2. Bpouxoskrarmdeckas smpusema Jlemke

3. CrioHTaHHBIIl THEBMOTOPAKC

4. Bynnésnas sMmbpuzema TErkux

5. XpoHnyeckast 00CTpyKTUBHAS O0JIE3Hb JEKUX

1. Jluckune3us/mponadbupoBaHue/Tpaxeo/OpoHXOMera s

[SSINV, R NN N

v JKenyno4HO-KUIIEYHBIN TPAKT

(meperu0sl, S-ob6pasnas Gpopma, MeMOpaHbI  JIp.)
2. l'acTpoImTo3, rernaTonTos, CIUIAHXONTO3
3. MerakoJioH, JJOJUX0CUIMa

5. I'pbDKH MUIIEBOAHOTO OTBEPCTHUSI AUA(PArMbl

* | cTeneHu TsHKECTH
* 2 CTENCHH TSKECTH
* 3 CTENeHH TKECTH
7. Xpouunueckuii 330darut, OyIbOHT, KOIHUT U Ip.

1. luckuHe3ust KeT4eBBIBOLIIINX ITyTel Ha (oHEe (QYHKIIHOHATBHBIX/ AaHATOMUYECKUX HapyIIeHHI

4, IlI/IBepTI/IKyJIbI MMUIIEBO/JA, KUIIEYHUKA, IIEPBUYHASA HEAOCTATOYHOCTDH 6ayI‘HHPICBOﬁ 3aCJIOHKHN

6. XpOHHYECKHII TaCTPOMYOACHUT B COUETAHHU C PE(IIIOKCHON OOIE3HBIO:

[\

[V IV, I SNV )

NN Ao

\ Hepsuas cucrema

1. CuHapOM BereTaTuBHON JUCTOHUU

2. CHHKOTIAIbHBIE COCTOSTHHS

3. FOBeHMIIbHBII OCTEOXOHIPO3

4. FOBeHUIBHBIH 0CTEOXOHAPO3/TphKH 1IIMopist

6. ITosicHNYHO-KpECTIIOBas ypalbHash IKTa3us™

8. [Icuxuueckue U MoBEACHUECKHE pacCTPONUCTBA:
* a)peKTUBHBIC

* MAaHUYECKUE

* UIIOXOHPHYIECKIE

* epeOpOCTEHNYECKHE

* aCTEHHYECKHE

5. Beprebpoba3uisipHast HeIOCTaTOYHOCTh Ha (POHE HECTAOMIBHOCTH IIEHHOTO
oT/ena II03BOHOYHIKa/aHOManin KiIMMepin/KpaHHO-IepBUKAIBHOTO OT/E/IA T03BOHOYHUKA

7. BpoxaéHnast Mans(popManus cocyI0B FOJTOBHOTO MO3Ta/TI03BOHOYHEIX apTepHit

NN E-SNV N UL ]

FNNUSH (O (O )

VI MoueBblieIUTeIbHAsS CHCTEMA

Hedponros

ATOHUS YaIlIeYHO-TT0XaHOUHOMH CHCTEMBI
Jucmeradonnyeckas HedponaTus
ITy3BIpHO-MOYETOYHHKOBBIH pediioke

LN N W

VII MmmynHas cuctema

2. JlaHHBIC IMMYHOJIOTHIECKOTO 00CIIeIOBAHHS *:

* ymeHblIeHne/ moxasarenei ot 10% 1o 30% ot HOpMbI

1. PeruBupyromnme BUpycHble/0aKTepHaibHble HHOEKIHN
* yMeHblIeHHe/yBelTnIeHHe okasareneit 10 10% ot HopMbl

* yMeHbLICHHE/yBeTnIeHNe oka3aresneit 6oiee 30% oT HOPMbI 4

VI JlabopaTopHble IoKa3aTenu 0OMeHa COSIUHUTEIFHON TKaHH

* yMeHbIIICHHE/yBelIM4eHHe Moka3sareneii 10 10% ot HopMbI
* yMeHblIeHHe/yBennueHne nokasareneii ot 10% 10 30% ot HopMbL 3
* yMEHbIICHHE/YBeIIMYeHHE MoKa3aTeleii 0onee 30% OT HOPMBI 4

IX Jlencuromerpust

OCTEOIICHUSI OCEBOTO CKelleTa
OCTEOIOpO3:

10 10% ot HOpMBI

ot 10% 110 20% oT HOpMBI

ot 20% 1o 30% oT HOpMBI
6onee 30% oT HOPMBI

AN W

ﬂpMMeanme. Paamaano—naKyHapr/ﬁ mnpa,qy)KKM* -runornsactn4yHas pagy>xHas obosioyka cpaanazibHbIMU yl'/7y6ﬂeHl/lﬂMM

n3-3a MCTOHYEHUS rnepegHero MesogepmasibHoro Jimctka.

MeranokopHea* (MakpoKopHea) — yBEeIMYEHNE ANAMETPa poroBullbl 40 13 MM mu 60s1€€ Npu HOPMasbHOM BHYTPUIIa3HOM

AaBJIEHUN U OTCYTCTBUU I'IOMyTHeHMFI.

lnockas porosmua*— OLIeHNBAaETCA Mo pe3y/ibTataM KepaTtoOMeTPUHECKUX M3MepeHl/lI71.
nOFICHM’JHO-erCTL{OBaFI AypasibHas 3KTaBMH*,qMaFHOCTMpyeTCFI c nomoLybto MPT no3BoHOYHMKA I'IyTéM n3MepeHus aAnameTpa

AypasibHOro Melka Ha yposHe L1 - S1.

TepaneBTuyeckon — B.M. Akosnesa, I"'W. Heuvaeroi [12],
I"N. Heuwaesoii 1 coaBT. [9] n 3.B. 3emuosckoro [3].

Mo MHeHuto Gonrapckux asTopoB [8], BpoxaeHHas
HEMOJIHOLLEHHOCTb COEAUHUTENBHOM TKaHW (B TPAKTOBKE
oTevyecTBeHHbIx aBTopoB — ACT) MoXeT ObiTb ANArHoOC-
TUPOBaHa NPU HaIMYMK y pebeHka codYeTaHus aBHbIX U
BTOPOCTENEHHbLIX NPU3HAKoB. Bcero B knaccudukaumm
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npusoamTca 15 NpU3HaKoB, OTHOCSLLMXCA B OCHOBHOM
K MaBHbIM — FMNeprnoaBMXHOCTbL CYyCTaBOB, rmrepanac-
TUYHOCTb KOXW, gedopmauus rpyaHOM KNeTKn u nos-
BOHOYHMKA, NATOJIOrMs OpraHa 3peHusi, BbICOKOe HEGO,
MJIOCKOCTOMNME U BblpaXeHHas BEHO3HAas CETb Ha Koxe. K
BTOPOCTEMNEHHLIM NPU3HAKaM aBTOPbl OTHOCAT aHOManuu
YLWHbIX PAaKOBUH, 3y0OB, rpbku U Ap. Jlerkaa cteneHb
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OCT pmarHoctTupyeTcs Npu BbISIBIEHUM 2 [TIaBHbIX; CPes-
HAst — 3-4 MaBHbIX M 2 BTOPOCTEMNEHHbIX, @ BbIPAXEHHAs
— 5 1 6onee rmaBHbIX N 3-4 BTOPOCTEMNEHHbIX MPU3HAKOB.
HepoctaTkoM gaHHOM knaccudukaumm, Ha Hall B3rnsg,
SIBNSIETCS OrPaHMYEHHOE YNCIIO MaBHbIX N BTOPOCTEMNEH-
HbIX MPU3HAKOB, HECOMHEHHO UrPaloLLLEe BaXHYIO POJib B
OVNarHoCTMKe CoeaMHUTENbHOTKAHHOW ANCNIasni.

NN.H. ®omuHoli [10] mM3yveHa B3aMMOCBSI3b 3Ha4M-
TENbHOMO YMCNA MaBHbIX M BTOPOCTEMEHHbIX KNUHUYECKNX
NPOSIBNEHNIA COEAMHUTENbHOTKAHHOW AMCNna3nm B rpymn-
nax 60J1bHbIX U 300POBLIX AeTell. BoisiBneHa accoumaums
rMnepMobuNbHOCTM CYCTaBOB C MMMEP3NacTUYHOCTLIO U
BbIP@XXEHHOCTbIO BEHO3HOM CeTu KoXu, aedopmaumeit
rPYOHON KJETKU, MI0CKOCTONMEM, CaboCTbio MbILLLL MNe-
penHei OPIOLLHON CTEHKM U MOMNEPEYHOM MCYEPHEHHOCThIO
cton. MeHee BbipaXkeHHast Koppensauns oTMedeHa Mexay
rmMnepTenopusMoM a3 1 SNMKaAHTOM, CaHOaNeBUOHON
LLEeNbio CTOMbl Y MOPLLMHUCTOCTBLIO KOXM, T.€. C BTOPOCTE-
NEeHHbIMW NPU3HaKaMun. YCTaHOBIIEHO, YTO CTAaTUCTUYECKN
3HAYMMO KOPPENMPYIOT CO cTeneHbto TskecTu OCT nuwb
39 13 65 nzyvyaembix EHOTUNNHECKUX NPU3HAKOB. Heno-
CTaTKOM [AaHHOro noaxoaa, Mo-Halemy MHEHUIO, SBNS-
€TCH BKJIIOYEHME 3HAYUTENBHOIO YMCNa TakK Ha3blBAEMbIX
BTOPOCTEMNEHHbIX MPU3HAKOB (3NUKAHT, MasHon rmnepTe-
JIOpU3M, LUMPOKas NMepeHocula, OTTOMbIPEHHbIE YLLUIHbIE
PakoOBUHbI 1 Ap.), KOTOPbIE HE MMEIOT ONpenensoLLero
3HaYeHns B MAarHOCTMKE COEANHUTENIbHOTKAHHOW AMCH-
nasunu, a NpocTo oTpaxatoT PakT HAMYMS MOBLILLEHHOIO
nopora ycioBHOM CTUrMaTM3aLmMn y JAHHOW rpynmnbl nauu-
€HTOB.

Ha ocHoBaHMM yyeTa AMarHOCTUYECKOM 3HAYMMOCTU
OTAENbHbIX MNPU3HaKoB HeauddepeHumposaHHon OCT
B.M. Akosnes n IWN. Heuvaesa [12] pa3paboTanu crneum-
abHble AMarHoCcTUYeckne Tabnuubl C OLLEHKOWN BHELLHMX,
BUCLEpasibHbIX U BUMOXMMWYECKUX rokasatenen ans
B3POC/bIX MALMEHTOB C AMArHOCTUYECKUM MOPOrom +17.
[Mpwn 3Ha4YeHN oMarHoCTN4Yeckoro kKoagduumeHtTa ot +17
0o +23 onpegensanacb ManoBblpaxeHHas dopma Hegud-
depeHumpoaHHon ACT, a ot +23 - BolpaxeHHasa dopma
HepnddepeHumposaHHo OCT. B panbHenwem LN, He-
YyaeBol 1 coaBT. [9] 6bI1 co3maH anropuTM AUArHOCTUKN
OCT y nuu, cTaplien BO3pPacTHOWM rpynnbl HA OCHOBAHUN
pa3paboTkM ANArHOCTUYECKUX KOIPDULIMEHTOB U KOIPD-
bdGUUNEHTOB MHOOPMATMBHOCTN.

B kputepusx, npennoxeHHbix 3.B. 3emuosckum [3],
yKa3blBA€TCH HA BAXHOCTb MCMOJIb30BAHUSA B AMArHOC-
Tnke OCT (B TpaHCKpUMUMM aBTOpa BPOXOEHHbIX pac-
CTPOWCTB COEANHUTENBHOM TKAHWN) HE TOJIbKO «BHELLIHNX>,
HO N «BHYTPEHHUX HeHoB». ABTOP NpeanaraeT AMarHoc-
TnpoBatb 10 OCHOBHbIX AUCMIACTUYECKUX CUHOPOMOB U
deHoTunos. OgHako NogoOHLIM Noaxon B neguaTpuyec-
KOM MpakTuKe KaXeTCs HaM Helenecoobpas3HbiM B CBSA3U
C BapunabesibHOCTbIO KIIMHUYECKUX MPOSIBIEHNIA coeau-
HUTENbHOTKAHHOM AMcnnas3uu no mepe pocta pebéHka
N BbIP@XEHHbIM KIIMHUYECKMM MOAMMOPPU3IMOM OaHHOMN
naTonoruu.

Monaraem, 4TO TAXECTb COCTOAHUA OonbHbIX ¢ ACT
onpenensieTcs YeTblpbMsi OCHOBHbIMU COCTaBNSIOLLMMMU:
(1) cTeneHbio BbIP@XEHHOCTUN BHELWHMX MPOSIBIEHUA CO-
€ANHUTENbHOTKaHHOM aucnnasuu; (2) xapakrepom Manbix
aHoOMannii pa3BUTUS BHYTPEHHUX OPraHOB U CUCTEM; (3)
TeyeHnem accoummpoBaHHoi ¢ ACT XpOHMYEeCcKom coma-
TUYECKOW MM MCUXOHEBPOOrNMYECKOn natonormm n (4)
- MeTabosIMYECKNMN HaPYLUEHUSIMU, OTPaXaloLWMMn Co-
CcTOsiHME 0OMeHa COeaMHUTENbHON TKaHW.

Hamu npoBeaeHa akcnepTHasa oueHka 3Ha4MMOCTU OT-
OEeNbHbIX KIWHUKO-UHCTPYMEHTAJIbHbIX 1 NabopaTopHbIX
KpuTEpmneB B onpeneneHun ctenexu tsxectu ACT y ge-
Tel 1 NoAPOCTKOB B Hasnax, KoTopble 6blv onpeneneHsbi
¢ nomouplo baiecosckoro knaccudukatopa. OnncaHme

MaTemMaTM4eckor Moaenn npencTaBaeHo B MOHorpadumn
P. Oyna, M. XapT [2]. Pe3ynbratbl 3HAYNMOCTU psga Kiu-
HUYECKMX MApPKEPOB B OLEHKE CTEMNeHU TAXECTU COeau-
HUTENbHOTKAHHOM AMcnnasuu npencraBieHsl B Tabnuue
1. B npumeyaHnn faHbl KPUTEPUU AUATHOCTUKN HEKOTO-
pbiX aHaNM3UPYyEMbIX NokasaTesien, OTMEYEHHbIX B Tabniu-
LLe 3BE3104KOM (*).

Hamu oTto6paHbl 50 Hanbonee 4acTo BCTPEYaoLLMXCS
KIIMHNYECKMX MapKEPOB COEAMHUTENIbHOTKAHHOW AmMc-
nasuun. Kak BUAHO 13 JaHHbIX Tabnnubl, K HAM OTHOCATCS:
(1) pasnuyHble aHoOMannn KOCTHO-CYCTaBHOW CUCTEMbI
(42,2% npu3HakoB, AalOLLMX MakcumanbHO 69 6annos),
(2) N3MEHEeHUSs KOXW, e€ NPUAATKOB, MbILLEYHOM CUCTEMBI
(83,2%; 53 6anna), (3) naTonorns 4entoCTHO-NNLIEBO 00-
nactn (20%; 24 6anna), (4) HapyweHus nonosoro (11%;
12 6annoB) n dpusmnyeckoro passutus (4,5%; 6 6annos).
Mpu aTOM Hanbonee 3HAYUMBbIMU KIIMHUYECKMMWN MapKe-
pamu ACT sBNsiOTCS BbIpaXeHHas rMnepmMoOubHOCTb
CYyCTaBOB, apaxHOAAKTUINS, CKONMO3, AedopMauus rpya-
HOW KNEeTKU, TrMNeppacTaIXUMOCTb KOXM, MHOXECTBEHHbIE
KenouaHble pybLbl, CUMMNTOM «MNannMpPOCHO Bymaru», aT-
poduyeckme CTpuu, NaToNorns BMCOYHO-HUXKHEYENoC-
THOro cycTtaBa, CHuxeHue nHgekca Ketne Il ot 10 go 3
nepueHTenen.

KnuHunyeckuii onbIT CBUOETENbCTBYET, HYTO Yy 3HA4u-
TENbHOro 4ucna OO0JIbHbIX TAXECTb 3aboneBaHus npe-
NMYLLLECTBEHHO OMNPEENAETCSH COEANHUTENBHOTKAHHBIMMN
HapYyLUEHNSIMU CO CTOPOHbI BHYTPEHHUX OPraHoB NN CUC-
TeMm, NMBO CocTosiHMEM oObMeHa COeAMHUTENbHOWN TKaHW,
4YTO CBWUIOETENbCTBYET O FEHETUYECKOW reTeporeHHOCTU
aHanuanpyemolr naronoruu. Mcnonb3dys OONONAHUTENb-
Hble MeToabl ccnenoBanus (AxoKr, Y3 BHyTpeHHUX op-
raHoB, KT, MPT, peHTtreHorpadwus, Y3II, aeHcntometpus
W Op.), 3aK/Il0HeHUs CreumanmcToB, 3HaloLWmx npobdnemy
COEANHUTENBHOTKAHHOW Ancnnasum, y 60JIbHbIX MOXHO
BbISIBUTb 3HAYNTENIbHOE YNCI0 MUKPONPU3HAKOB ANCMOP-
doreHesa pasniyHbiX OPraHoB M CUCTEM, LIENbIA Kackag,
3aboneBaHuin, accouumpoBaHHbix ¢ ACT, a Takke goka-
3aTb GaKT HapyLLleHMs 0OMeHa COEANHUTENBHOM TKaHWN Ha
OMOXMMUNYECKOM YPOBHE. Pe3ynbTaThl 9KCNEepPTHOM OLEeH-
KW 3HAYMMOCTU psiia MHCTPYMEHTasIbHbIX U nabopatop-
HbIX MokasaTenemn B oueHke Tsxkectn OCT npeacTaBneHbl
B Tabnuue 2.

Hamu npoaHanuaupoBaHbl 51 KIMHUKO-UHCTPYMEH-
TanbHbIA NpuU3Hak/Ho3oormyeckas dopma, Hanbonee
yacTto BcTpeyvatowmxesa npn ACT. K Hum oTHocaTcs: (1)
pas3nuyHble Masble aHOManMn pPa3BUTUS Cepae4vHO-Co-
cyaucTon cuctemsbl (25,5% npmaHakos, AaKOLWMX MaKCK-
mManbHo 44 6anna), (2) natonorus opraHoB 3peHus (19,6%;
39 6annos), (3) HepBHOW cucTeMsbl (15,7%; 32 6anna),
(4) xenyno4yHo-kuweyHoro TpakTa (13,7%; 27 6annos),
OpoHxonéroyHon (10%; 22 6anna) n mMo4veBbIOENNTENb-
HoW (7,8%; 10 6annos) cuctem. Npu aToM Hanbornee 3Ha-
YUMBIMW KIIMHUKO-UHCTPYMEHTanbHbiMn Mapkepamu OCT
y OeTell 1 NOAPOCTKOB SBASIIOTCSA: pPaclUMpPEeHne KOpHS
aopTbl, IEFOYHON apTepun, codeTaHne nponabrpoBaHns
psga knanaHos ¢ BIC, BblpaxeHHbI Topako-anadpar-
MaJsibHbIA CMHAPOM; TSXKEnass MUonus, NoABbIBUX XPYC-
Tanvka, oTcnonka ceTyaTku, AeCTPYKLUMS CTEKIIOBUOHOIO
Tena; peunamBUPYIOLLMIA CMOHTaHHBLIA MHEBMOTOPAKC;
TXKENaA pedniokcHass 601e3Hb; NOACHUYHO-KPECTLIOBas
aypanbHasa 9KkTa3us, OBEHWUSbHbIA OCTEOXOHOPO3, MPbIXU
LLImopnsa n gp.

BaxHbIM dakToOpoM, XapakTepuaylowmM TaXeCTb
COCTOSIHUA MauMeHToB C HeauddepeHUUpPOBaHHOMN
OCT, aBngeTca oueHKa cocTosHWA MeTabonuama co-
eanHnTenbHoln TkaHn. CnepyeT 3aMeTUTb, YTO B psiae
cemMeil TsaxecTb 3ab0neBaHUs onpeaenseTcs MMEeHHO
CTEMNEHbIO BbIPAXEHHOCTU NabopaTOPHbIX HaPYLUEHUNA,
KOTOpble 3aMeTHO OnepexarT pas3BUTUE KIMHUYEC-
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KOW KapTuHbI. B 3aBUCUMOCTM OT ANArHOCTUYECKMX BO3-
MOXHOCTen nabopatopun LienecoobpasHo npoaHanu-
31poBaTh COCTOSIHME MpoLecca pacnaga (OKCUMpPOVH,
DE30KCUMUPUANHONNH,  TMAPOKCUINIUINUPULANHONNH,
nupunuHkc—-D, B-Cross Laps TecT u ap.) u cuHTe3a Kos-
nareHa (octeokasibLMH, OOLMA aMUHOTEPMUHANbHbIN
nponentup, npokonarexna | Tuna - obwwmin PINP n gp.), a
Takke kaTabosm3ama MexKIeTo4HOro BeLLLeCTBa COeAVHM-
TENbHOW TKaHW (FMNMKO30aMUHOMMKaHbI 1 gp.).

Bonbluoe 3Ha4YeHNEe B OLLEHKE CTEMNeHu TSXecTu He-
onddeperHumposaHHoit ACT, 0cob6eHHO y NoapoCTKOB,
npUOaémM KOCTHOWM OEHCUTOMETPMN NOSICHUYHOIO OTAe-
la NO3BOHOYHMKA, KOTOPYIO MNPOBOAUM METOAO0M OBYX-
3HEepPreTMYeckon peHTreHoBcKon abcopbumomeTpum
DXA (L2-L4) c nomMowbio OCTEOAEHCUTOMETPA, OCHa-
LWEHHOro «0eTCKOM» NPOrpaMmmMon.

Onpepnenenuve ctenenn BoipaxxeHHocTn ACT y kaxao-
ro KOHKPETHOro pebeHka NPoBOAUTCS MO CyMme 6asnsos.
Ecnn oueHuBaloTcs nNuwb GEHOTUNUYECKME MPU3HAKK
(Tabn. 1), To Nnpun nepsoii cteneHn TsxkecTn ACT (BapmnaHT
HOpPMbI) cymma 6annoB He Jo/mKHA npesbiwaTe 12, yme-
PEHHOI — 23, @ Npu BblpaXeHHOW OHa cocTaBnsaeT 24 n
6onee 6annos.

MpY NOMHOM KIIMHUKO-UHCTPYMEHTaNbHOM 06cneno-
BaHUN pebeHka (Tabn. 1 n 2) cymma 6annoB ysennymea-
eTcs: Npu nepBow cteneHu — 0o 20, ymepeHHou - oo 21-
40, a BblpaxxeHHo — 41 1 6onee 6annos.

BnnsiHne GUOXMMMYECKNX MAPKEPOB Ha OLEHKY Ts-
xectn OCT HanpsiMyld 3aBUCUT OT BO3MOXHOCTEN na-
GopaTopHOW CNyX0bl 1 UCNONb3YEMOr0 B NpakTUKe aua-
rHOCTMYECKOro anropmTma.

3aknoyeHue. Takum 06pa3om, AMArHOCTUKA CTe-
neHn Taxectn HegmddepeHumposaHHon ACT y peten,
[OMKHA HOCUTb KOMIMJIEKCHbIA XapakTep W BKJYATb B
cebs TuaTeNnbHOE KMHMYeckoe obcnenoBaHne 601bHOr0
pebEHka 1 YNeHOB ero cemMbk No eamHoN AMarHocTu4ec-
KOV NporpamMme, LiefieHanpaBieHHYIo MHCTPYMEHTaIbHYIO
OVArHOCTUKY C YY4ETOM «OpraHa-MuLLEeHn» 1 cneunanbHoe
nabopatopHoe obcrenoBaHume.
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OUEHKA CTENEHU TAXECTU
HEAUPPEPEHLMPOBAHHOU AUCIAA3UN
COEAWHUTEAbHOWU TKAHU Y AETEU

T.U. KAAYPUHA, A.H. ABBAKYMOBA

B cTaTtbe npeacTaBneH B3rNna4 aBTOPOB HA OnpeaeneHne no-
HATUS HeanddepeHUNPOBaAHHOM AMCNNa3nn CoOeANHUTENbHON
TkaHu (OCT), OCHOBHbIE NMPUHLMMbLI ANArHOCTUKM AAHHOW NaTo-
noruun, a Takxke pesynbTaTbl 3KCNEPTHOM OLEHKM 3Ha4MMOCTU
OTAENbHBIX KIIMHUYECKUX, NHCTPYMEHTA/IbHbIX U 1ab0opaTOPHbIX
KpUTEPUEB B OMpPELEeNeHnn CTeneHu TSXecTu 3aboneBaHus B
6annax, onpenenéHHbix ¢ NoMoLLplo baneccoBckoro knaccuou-
Katopa. [lenaetcsa 3akloyeHne, YTO OLEHKa CTEMEHN TSXECTU
HeandpepeHumpoBaHHon OCT y aetein, 4OXKHA HOCUTb KOMI-
JIEKCHBbI XapaKkTep 1 BKJlo4aTb B cebsi TLATeNbHOE KIIMHNYeCcKoe
obcnenoBaHne 60NbHOro pebéHka 1 YNeHoB ero cemMby No eam-
HOWM AMArHOCTMYECKOM NporpamMme, LieneHanpaBieHHYI0 NHCTPY-
MEHTAJIbHYIO ANArHOCTUKY C YYHETOM «OpraHa-MuLLEHN» 1 Creum-
anbHoe nabopatopHoe obcrefoBaHme.

KnioueBble cnoBa: [ucnnasvsi COEAUHUTENbHOW TKaHW,
[eTn, ANarHoCcTuka, OLeHKa TSXeCTun
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ESTIMATION OF THE SEVERITY
OF THE NONDIFFERENTIATED
CONNECTIVE TISSUE DYSPLASIA IN CHILDREN

KADURINAT.I., ABBAKUMOVA L.N.

The authors’ opinion on definition of nondifferentiated con-
nective tissue dysplasia (CTD) concept, main principles of diag-
nostics of the given pathology, and also results of an expert es-
timation of the importance of separate clinical, instrumental and
laboratory criteria in definition of the disease severity in the points
determined with the help of Byessovsky classificatory is submit-
ted in the article. It is concluded, that the estimation of severity of
nondifferentiated CTD in children should have complex character
and include careful clinical inspection of the sick child and mem-
bers of his family under the uniform diagnostic program, purpose-
ful instrumental diagnostics taking into account “target organ”
and special laboratory investigation.

Key words: connective tissue dysplasia (CTD), children, di-
agnostics, severity estimation



