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Mpobnema AWarHOCTUKN HapyLUEHWIA CTPOEHMUS W
meTabonmama COeAVWHWUTENbHOW TKaHW MNOSIUreHHO-
MHOroakTOpHOW NpPUpPOAbl, U3BECTHbIX B Poccum
Kak gucnnasusa coegunHutenbHo Tkann (OCT), saensa-
€TCsl OQHOW U3 CaMbIX CMOXHbIX B NMeguatpun, 4To
BO MHOrom oOyCnoBMEHO aHaTomo-cu3nonoruye-
CKMMMW OCOBEHHOCTAMU U YAMBUTENbBHOWK Bapunabenb-
HOCTblo cbeHoTUNa pebeHka B npoLecce ero pocra.
YTo4yHeHue 4vactoTbl BCcTpevaemoctn ACT 3aTpya-
HEHO BCMEACTBME OTCYTCTBUS €4WHOW TEPMUHOIMO-
rn, YHUULMPOBAHHBIX KPUTEPUEB ONArHOCTUKA W
oTbopa OAHOTUMHBIX FPYMNN MaLMEHTOB, a Takke B
CBSI31 C NPaKTUYECKOW HEQOCTYMHOCTbIO COBPEMEH-
HbIX MONEKYNAPHO-TEHETUYECKNX METOLOB ANSA Bbl-
ABMEHNA TEeHETUYECKO NpPeapacnofioXeHHOCTU K
OaHHOI reTeporeHHol natonorun. B nocnegHee ge-
caTuneTue uHtepec k npobneme CT pesko BO3poOC,
ocobeHHo B Poccum [1]. BHUMaHue oteyecTBeHHbIX
nccnefoBaTenein HanpaBneHo Ha U3ydeHue Moau-

drumpytoLlero BNUAHWA SAHHOW NaTonoruyM Ha Te-
YeHne MHorux sabonesanwui [1, 5, 7-9, 12, 16, 17,
19, 20]. HeCOMHEHHO, 3HaHNE OCHOBHbIX NPUHLMMNOB
anarHoctukm OCT Heobxo4Mmo Bpavam BCeEX Cnewuun-
anbHOCTEW yXe CerogHs.

B paHHoi paboTe Hamu nocTaBneHa uenb YHUdpu-
umposatb noaxofbl k gnarHoctuke ACT n Hanbonee
3Ha4YMMbIX (PEHOTUMNOB B NeanaTpUYecKon npakTuke.

TEPMUHONOrusa

Tepmun OCT BBegeH P. Beighton B 1988 r. [22].
B Poccum oH 6bin npuaHaH B 1990 r. Ha koHepeH-
umm no ACT B r. Omcke [18]. B nmocnegHue rogbl
KOOPAUHMPYIOLUMM Hay4YHbIM 3BEHOM B BoOMpocax
cucTemMaTu3auun OaHHbIX O HacneOCTBEHHbIX Hapy-
WeHnaAx coegunHutensHoi TkaHu (HHCT) aensetcs
Hay4HO-uccregoBartensckas nabopatopus coegu-
HUTENbHOTKaHHbIX Ancnnasuini degeparnbHOro LeH-
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CONNECTIVE TISSUE DYSPLASIA: WAY TO DIAGNOSIS

ABSTRACT The authors tried to unify the approaches to connective tissue dysplasia diagnosis and the most
significant phenotypes in children. That’s why the most specific for connective tissue dysplasia external and vis-
ceral small developmental anomalies were considered; index of external and visceral parameters of connective
tissue systemic involvement was presented. Also the algorithms of diagnosis and determination of phenotypes,
increased visceral stigmatization and joint benign hypermobility were given.
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Tpa cepaua, KpoBU 1 3HAOKpUHOMNornm um. B. A. An-
MasoBa BO rnase ¢ npod. 3. B. 3emuosckum. Mo
ero nHuymatuee B 2007 r. GbINn co3gaHbl KOMUTET
aKcnepToB K paboyas rpynna no POpMUPOBaHUIO
cornacuTenbHOro AOKYMeHTa Ha AaHHyto Temy. lMep-
Bbl€ HaUMOHanbHble pekomeHgauun «Hacnegcreen-
Hble HapyLleHUs COeAMHUTENbHON TKaHU» yTBEepX-
AeHbl 1 n3gansl B 2009 1. [13], a yxe B 2012 1. 6bina
BbINyLLEeHa ux HoBas pepakuus [14].

BaxHbIM yCrioBMEM KOOPAMHALMOHHBIX UccnenoBa-
HUA 9BRSETCA cornacoBaHue TepmuHonoruun. Cne-
ayeT ynotpebnaTtb cnegyowme eanHble TEPMUHbI 1
aeunHnunn.

HacnedcmeeHHbie HapyuleHusi coeduHUMenbHOU
mkaHu (HHCT) — reteporeHHas rpynna MOHOreH-
HbIX 3aBoneBaHui, 0ByCNOBNEHHbIX FEHETUYECKMMM
pedektamm cuHTE3a U/MnNn pacnaga OenkoB BHe-
KNEeTOYHOro martpukca nnbo HapyLleHnem mopdore-
Hesa CoeanHUTENBbHOW TKaHW.

Hucnnasusi coeduHumernbHoli mkaHu (OCT) — re-
TeporeHHasi rpynna 3aboneBaHuii CoegUHNTENBHOM
TKaHW NONMUreHHO-MHOrogakTopHol npupoabl, obbe-
OVHEHHbIX B (OEHOTUMbI HA OCHOBE OOLLHOCTY BHELL-
HUX U/unn BucLepanbHbIX npusHakoB (no MKB-10 —
Xl knacc, 60mne3Hn KOCTHO-MbILLEYHOW CUCTEMBI U
COEAVHUTENBHOW TKaHW).

BrnonHe norMyHo npeanonoXuTb, YTO MOL MacKOM
OCT cerogHA CKpblBaeTCs 3HaYUTENbHOE YUCNO
reHeTU4eckn HeOL4HOPOAHbIX MOHOreHHbix HHCT,
OOYCMNOBMNEHHbIX «MATKAMWUY» MyTaLUUaMW, KOTOpble
NpOTEKalT CO CTEPTOW KIMMHNYECKOW KapTUHOWN.

Marnsie aHomanuu passumus (MAP) — Hacnepye-
Mbl€ UM BPOXAEHHbIE OTKIOHEHUSA CTPOEHMS Oopra-
HOB OT aHaTOMMWYECKON HOPMbI, HE CBA3aHHbIE C aHa-
TOMO-PU3NONOrNYECKUMIN OCOBEHHOCTAMY 4ETCKOrO
BO3pacTa W, Kak MpaBumno, He NPMBOASLUNE K Hapy-
WweHnto dpyHkumn. MAP oBHapyxuBaroTca npu pox-
OEHUN UMW B PaHHEM OETCTBE, HEKOTOpble U3 HUX

nopsepratoTca obpaTHOMYy pas3BuUTUO (Hanpumep,
OTKPbITOE OBanbHOE OKHO, YBENUYEHHbLIN EBCTaxXnEB
knanaH). [lpyrne coxpaHsalTCa B TEYEHUE XKU3HU U
CTaHOBATCH (PAKTOPOM pucka OOpMUPOBAHUA Kap-
avanbHon [11, 15, 21] n, BMANMO, ApYroi naTonorum
(Tabn. 1).

MmeloTca gaHHble, YTO M30NMPOBaHHbIE BUCLEparib-
Hble MAP cTaTtucTuyecknm 3HadMmo 4Yalle BCTpeda-
I0TCA Yy AeTeil cTapllero Bo3pacta M MnoapoCTKOB
(11-17 neT) No cpaBHEHNIO C MMagLUein BO3pacTHOW
rpynnoi (6—10 neT) [10].

BpoxdeHHble MOPOKU passumusi — BPOXAEHHOE OT-
KIMOHEHWe CTPOEHNS opraHa OT aHaTOMMUYECKOR Hop-
Mbl, NPUBOASLLEE K KITMHUYECKN 3HAYUMbIM HapyLle-
HUSIM €ro (oyHKLIUN.

AJNIFrOPUTMbI AUATHOCTUKHU
AUCNNA3UU COEOAMHUTENBHOM
TKAHU U ANCINNACTUYECKUX
®EHOTUNOB

OunarHoctuka OCT gonkHa HavynHaTbCHA C UCKMoYe-
Hna HHCT nunbo apyroi reHeTU4eckon naTonoruu,
ConpoBOXAaLLEenCca BOBNEYEHNeM B natornornye-
CKUI npouecc coeanHuTenbHoW TkaHu. Ha ocHoBa-
HWM pe3ynbTaToB MPOBEAEHHbIX (EHOTUMUYECKMX
nccrnefgoBaHuii, obcrnefoBaHUs CeMbW, aHanusa
POAOCMNOBHOW, WHCTPYMEHTanbHbIX, nabopaTopHbIX
nccrnefoBaHUi Bpad [OIMKEH yMeTb 3anodo3putb
HHCT. B HacTtoswee Bpemsa nssectHo Gonee 250
HacneacTBeHHbIX MOHOreHHbIX 3abonesBaHuin coean-
HUTenbHON TkaHu [8]. Kpome Toro, coeanHuTenbHo-
TKaHHbIE HapyLUEHWNS CONPOBOXAAOT XPOMOCOMHbIE
3abonesaHns, 06yCnNoBMEHHbIE YNCITOBLIMU N CTPYK-
TYPHbIMW aHomanusamu aytocom (6onesHb [ayHa,
CUHAPOM TPUCOMUU XPOMOCOMbI 8, cuHApOoM 9p- u
Ap.) 1 NONoBbIX XPOMOCOM (CUHApPOM KnanHdenb-
Tepa), MUKPOCTPYKTYpPHblE MEPECTPONKN XPOMOCOM
(cungpom del(3)q(29); cuHgpom JlanaHa — PpuHca
(Lujan — Fryns), del(5)p(15.33) n Ap.), HekoTopble

Ta6bnuua 1. Manble aHoManuu pasBUTUS, 3HaYVMMble NS AUarHOCTUKM AUCTNa3nuu COeaNHUTENBHO TKaHn y AeTel

BHewHune LWndbp no MKB-10 BHyTpeHHUue LWndp no MKB-10
Beicokoe Hebo Q38.5 OTKpbITOE OBarnibHOE OKHO Q21.4
Msrkue yLHble pakoBuHbI Q17.8 [Opyrve mansie aHomanun cepaua Q24.8
Makpogaktunus 1-ro nansua cronsl Q74.2 HapylleHne apxXuTeKTOHNKN COCYA 0B Q27.8
KoxHas cuHaakTunua 2-ro un 3-ro nanbues Q66.0 ATnnnyHoe Konu4yecTso (B Hopme — 3), Q26
cron norpaHu4yHoe paclUMpeHne/pacnonoxeHme
NeYeHOYHbIX BEH
CaHpganeBuaHas Lwenb Q70.9 AHOManbHoOe pacnonoXxeHue BeTen/BeTeeN Q26.8
BOPOTHOIA BEHbI
[MonepeyHas ncyepyeHHOCTb CTON L94.9 HedponTtos N29
TeneaHrnoakrasuu 0991 'MNOTOHMA YaLLEeYHO-TI0XaHOYHON CUCTEMbI NO4
MnepnurmeHTaumns Koxmu L81.9 Bapukouene 186.1




T. 19, Ne 3, 2014

BecTHuk MiBaHOBCKON MegnUNHCKON akagemunm 7

HacneACTBEHHbIE HapyLUeHNs obMeHa BeLLeCcTB (ro-
MOLMCTUHYPUS, NTM30COMHbIE DONE3HN HaKOMMEHUS)
n gp. bonee 50 reHeTnyecknx 3aboneBaHnin camoro
pas3HOro reHesa ConpoBOXaarTcs MapdaHouaHbIM,
a okono 100 — anepconofoBHbIM (PEHOTUMOM.

Mpn nopospeHmn Ha HHCT uenecoobpasHa KOH-
cynbTauusi cneuuanncta B 06nactu KIWHUYECKOWA
rEHETUKN.

lNoka3aHuUsi K HanpaesfieHUr Ha KOHCynbmauurw K

gpayy-2eHemuky.

1. MNopospeHue Ha HHCT.

2. CemenlHoe HaKkonsieHne npu3HaKoB COeaUHK-
TEnbHOTKAHHON Ancnnasuun.

3. CoyeTaHne coegmHNTENbHOTKAHHOW NaTonornm c
NMCUXOHEBPONOrMYECKUMU, KOFHUTUBHBIMK, MOBe-
OEHYECKUMUN HapyLUEeHUSMU, MHOXECTBEHHbIMU
BPOXAEHHBLIMU MOPOKaMW, NOSIMOPraHHbIMU 1 MO-
NIMCUCTEMHBIMU HapyLUEHUSMU.

4. BobisBneHue y 6onbHoro ¢ HHCT wnnn ACT 6Gonee
6 MAP, He cBsi3aHHbIX C maTonornen coegmnHu-
TENbHOW TKaHN

Llenb KoHCynbTaLnMmu — KBanMuULMPOBaHHbIA KNUHK-
KO-TeHearnornyeckuii aHanws, cuHapomansHaa gua-
FHOCTMKa, NpoBeAeHNe HeEOBXOAUMBIX crieunanbHbIX
NCCNEeAOBaHni ANs YyTOYHEHUS guarHosa, MepuKo-
reHeTUYeckoe KOHCYNbTUPOBaHUE CEMbU.

Aneopumm duaegHocmuku oucraasuu coeOuHUMmers-

HoU mKaHU y demel

1. Uckntoyernne HHCT*,

2. KnWHWKO-MHCTpYMEHTanbHoe obcnegoBaHue.
BbisiBneHne 6 n 6onee BHELUHWX W/WAW BUCLE-
panbHbIX MPOSBMNEHNA CUCTEMHOIO BOBJIEYEHNS
coeanHuTenbHoi TkaHnm (CBCT) ¢ BoBneveHnem
3 1 6onee pasnuyHbIX OPraHoB U CUCTEM™.

3. AHanus po4ocnoBHoW. BeisiBneHne noBbILLEHHON
BHELWWHeA W BUCUepanbHOW AMChnacTUYeCcKomn
CTUrMaTn3aLumn B CEMbe™,

4. JlabopatopHoe obcnenoBaHune. BoissneHne 6ro-
XVMUYECKMX MapKepOB HapyLUeHus MeTabonus-
Ma COELMHUTENBHON TKaHN™™.

lMpumeyaHue: * — obss3amernbHbIl NyHKM, ** — xena-

meribHbIU MyHKM.

Y 1215 peten, obcrnenoBaHHbIX ambynaTopHO, Bbl-
ABMeHbl eHewHue (1-n aTan ANarHOCTMKM) NPU3HaKK
BOBMEeYeHNsa coeanHUTEeNbHON TkaHu; y 230 nayunex-
ToB 7—17 neT, obcnegoBaHbix B CTauuoHape, — suc-
ueparsbHbie (2-i aTan guarHocTukm) (Tabn. 2, 3).

Ha 1-m aTane gmuarHoCcTuky Ans Kaxgoro gpeHomurnu-
YeCcKo20 Npu3Haka pacCcumTbIBancsa NporHoCTUYECKUI
koadpcpuumeHnT (MK) no copmyne: MK = SinP./P,,
rae P, — yactoTa BCTpe4aeMoCTy npuaHaka y AeTei
c BblpaxeHHoi [ACT (3-a cteneHb Taxectu), a P, —
YacToTa BCTPEYaEMOCTU STOro Xe NpusHaka y geten
6e3 [CT (1-a cTeneHb TAXKECTU, BapUaHT HOPMbI).

Yem bonblue abcontoTHasa BenunymHa MK, Tem Bbille
ero 3Ha4yeHue B gnarHoctuke OCT.

Ha 2-m aTane aHanornyHbiM obpasom paccyuThbl-
Banca K ana sucueparnbHbiX NpU3HaKoB. AHanu-
3upoBanacb 4actoTa BCTPEYaeMOCTU KOHKPETHO-
ro BUCLEpanbHOro npusHaka, BbISBNEHHOrO npu
WHCTpyMeHTanbHoM obcnenosaHun, y pebeHka cC
3-11 cTeneHblo (BbipaxeHHon ACT) u ¢ 1-in cTeneHblo
OCT.

[MepBbI 3Tan AuarHOCTUKM NPOBOAUTCHA B YCNOBWU-
SIX MEPBUYHON MeLUKO-CaHUTapPHOW NOMOLUN AETAM.
MakcumanbHoe vncno (20,5 6anna) npuxogutcsa Ha
naTtonoruto kocmHol cucmemsl. Hanbonee sHaynma
ans guardoctukn OCT y getein (3 6anna) BOPOHKO-
obpasHas pedopmaumsa rpygHoi knetkm. Mo 2,5
Oanna npuxoguTcs Ha LONMUXOCTEHOMENMUIO W Ku-
nesuaHyto pedopmauunio rpygHon knetkm (KOMK).
PaBHoe konnyecTBo (2 Ganna) nomyyYunu CKonmos,
Kno3s, runepmobunbHOCTb cycTtaBoB W hallux val-
gus. 3HaYUMOCTb OCTarbHbIX MPU3HAKOB OLEHEHA OT
1 go 1,5 6anna. Ha skmodepmarbHbie nposisnieHus
COeAUHUTENBbHOTKAHHON naTtonorun npuwnoce 14,
Ha MbiWweYHble — 7,5 6annoB. MakcumanbHoe Konu-
yecTBO 6annoB TONbKO NpU PEHOTUMUYECKOW Oua-
rHOCTUKE — 42, AMarHOCTUYECKN 3HaYMmMoe Yymucno 12
n 6onee Gannoe (Tabn. 2).

YrnybneHHoe KNMHUKO-UHCTPYMeHTanbHoe obcne-
JoBaHue (2-i aTan [UarHOCTUKM) C LEenbil BbisSB-
neHuns BucuepanbHbiXx npossneHun OCT y peten
NPOBOAUTCS B YCNOBUSAX ANArHOCTUYECKOrO LIEHTPa,
cTaumoHapa nubo crneunanunsnpoBaHHOro Kabu-
HeTa/ueHTpa. MakcumanbHoe Konuyectso OannoB
TOMbKO MpKW BUCLieparnbHoW guarHoctuke — 24. dua-
FHOCTUYECKM 3HA4YMMO BoBreyeHne 3 u Gonee op-
raHoB B pasHbiXx cuctemax. Hanbonee 3HauyMMbIM
WHCTPYMEHTAlNbHbIM KpUTEPUEM ANst OUArHOCTUKM
OCT okasanacb BblpaXeHHas OCTEOMEHUS OCEBOrO
ckeneta (2,5 Ganna), 4YTo elle pa3 noaTBepKAaeT
Ba)XHOCTb JeHCuUToMeTpuyeckoro obcnegoBaHns
geten. Hanuune MK, manbcopmauum cocynos,
IOBEHWUIBHOrO OCTEOXOHAPO3a, BepTebpobasmnsp-
HOW HeQoCTaTOYHOCTU OLIEHEHO B 2 Ganna, ocTtalnb-
HbIX BUCLepanbHbIX KputepumeB — oT 1,5 go 0,5
Banna. MakcumansHoe cymmapHoe 4yucno 6annos —
66, anarHoctuyeckn 3Hadymmoe — 20 n 6onee ban-
noB. OueHka ctenenun Tskectn ACT: ot 12 go 20 —
1-a cTteneHb (BapuaHT Hopmbl), oT 20 go 30 — 2-a,
Bonee 30 6annos — 3-a (Tabn. 3).

AJNNIrOPUTMbLI AUATHOCTUKHU
AVNCNNACTUYECKUX ®EHOTUINOB
Y OETEM

Ha cerogHs B TepaneBTUYECKOWN NPaKkTUKe PEKOMEH-
AOBaHO BbIAENATb 6 AUCMNIACTUYECKUX CUHOPOMOB
n deHotunos: 1) mapdaHonofobHbIN deHoTUM,
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Tabnuua 2. bannbHas ouUeHKa BHELLHMX NPU3HaKOB CUCTEMHOrO BOBNEYEHUSA COeANHUTENBHON TKaHN y AeTen (Ckpu-
HUHr-anroputMm, 1-n aTan AnarHOCTUKM, MakCUMarnbHOe KONM4YecTBo 6anmnoe — 42; ANarHoCTUYECKN 3HaYNMOe YNCIO —
12 n 6onee 6annos)

Ne n/n | BHelwHMe npusHakm | LWndbp no MKB-10 | Bannebl
KocTHo-cycTaBHble
1 BopoHkoobpasHas gedopmanus rpyLHOR KNeTku M94 .4 3,5
2 KunesupHas gecopmauns rpysHoOi KneTkn Q67.7 2,5
3 [JonuxocteHomenus Q87.4 2,5
4 Ckonunos M41.0 2
5 Kudpos M40.0 2
6 'mnepmobunbHOCTL CyCcTaBoB M35.7 2
7 Hallux valgus (nATo4HO-BanbrycHas KoconanocTb) Q66.4 2
8 ApaxHogakTunums Q87.4 1,5
9 [pyras pedopmauns rpyaHoON KNeTku Q67.8 1,5
10 lMnockocTonue Q66.5 1
SkToAepmanbHble (koxa, 3yObl)
1 [nnepnurmeHTaumsa KOXmn Hag OCTUCTbIMU OTPOCTKaMu NO3BOHKOB L81.9 2
2 [MoBbILEHHAA PACTAXUMOCTb KOXN L99.8 1,5
3 OKXMMO3bl, NETEXNUN, HOCOBbIE KPOBOTEUYEHUS D69.0 no1,5
4 KenoungHble pybubl L91.0 1,5
5 ATpodudeckne ctpun L90.6 1,5
6 «HaTtonTbIwm» Ha TbINbHON NOBEPXHOCTH CTON L91.9 1,5
7 Buaumas BeHo3Has ceTb L80.0 1
8 AHoManuu npopesbiBaHusA 3y6oB K07.3 2
MblweyHble
1 [nacras npsAmMbIX MbILLLL, XX1BOTA Q79.5
2 [pbika nynoyvHas K42.9
3 ['pbhka naxoBasi/MOLLOHOYHAsA K40.9
4 MbiLLeYHasi rMnoToHMsA G98.0 1,5

Tabnuua 3. bannbHas oueHka BUCLeparnbHbIX NPU3HAKOB CUCTEMHOrO BOBEYEHNS COEANHUTENBHON TKaHW y AeTein
(2-n aTan gMarHoOCTUKKN, MaKCMMarbHOE KonnyecTso 6annos — 24; AnarHocTU4eckn sHaummMmo BosrieveHue 3 n 6onee
OpraHoB B pasHbIX CUCTEMaX, AMarHOCTMYECKM 3HaYnMmoe Yucro — 20 n 6onee 6annos.)

Ne n/n BucueparnbHble NpuU3Haku LWndbp no MKB-10 Bannsbl
1 OcTeoneHns BbipaXKeHHas/yMmepeHHas M81.0 2,512
2 [Mponanc muTpanbHOro knanaHa (Bce Tunbl) 134.1 2
3 HOBEHMUNBHBIA OCTEOXOHAPO3 M42.0 2
4 BepTtebpobasunsapHasi He,0CTaTO4HOCTb G63.4 2
5 [pyrve manble aHomanuu cepaua Q24.8 1,5
6 HectabunbHOCTb LUEiHOro 0TAENa NO3BOHOYHMKA G55.3 1,5
7 Manbdopmanus cocyaos D18.0 1,5
8 [MaTonorusi opraHoB 3peHus H52 1,5
9 [ncknHesns xenyeBbIBOASALLMX MyTel Ha (DOHE aHOManuK PasBUTUS XEMYHOTO K82 8 15

ny3bips
10 PaclumnpeHne kopHs aopTbl 171.9 1
11 HedponTos n/wnun nTo3sbl ApYyrux opraHos N28.8 no 1
12 PedniokcHasa 6onesHb R21.0 1
13 CnOHTaHHbIi NHEBMOTOPAKC J93.0 1
14 MerakonoH n/unu gonuxocurma K59.1 no 0,5
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2) MASS-nofo6Hblin doeHoTun; 3) NorpaHnyHbIn Npo-
nanc (nporn6) MuTpanbHOro knanaHa; 4) anepco-
nofoBHbIN beHoTun; 5) foBpokavyecTBEHHAsA rnnep-
MOBUNBHOCTL CyCTaBOB M 6) Heknaccuuumpyembii
deHoTun [13].

AHaToMO-m3monornyeckne OCobeHHOCTU OEeTCKO-
ro Bo3pacTta: «Mnepuoabl BbITATMBaHUAY», HEpeako
conyTcTByloWaa MM Tpodonornyeckas Hepgocrta-
TOYHOCTb U [ONUXOCTEHOMENWUS, BblpaXXeHHas u-
3monornyeckas runepmobunbHOCTb CyCTaBoB, YAu-
BUTENbHasa BapmabenbHOCTb beHoTHna B npouecce
pocTta pebeHka, Gonbluas BbIPaXXEHHOCTb NpPU3Ha-
koB CBCT, obunue CUHTPOMHbLIX M KOMOPOWAHbIX
3aboneBaHnii — NO3BOMSAIOT CYMTATb, YTO KpUTEPUU
ONarHOCTUKM CUMHOPOMOB U (PEHOTMMNOB, PEKOMEH-
OOBaHHble AnA B3pPOCMbIX, HENpMeMneMbl Ans ne-
anatpuyeckon npaktukn. JCT B 4eTCKOM BO3pacTe
NPOSBNSETCA NPENMYLLECTBEHHO TPEMS OCHOBHbLIMM
eHoTunamun: mMapghaHonodobHbIM, 371epcornodob-
HbIM U HeknaccuguyupyembiM, 4TO cnegyet OT-
paxaTb B opMmynupoBke guarHosa. KoguposaHue
heHOTMMNOB cnegyeT NPOBOAUTL C Y4ETOM COBOKYI-
HocTu kogos MKB-10.

1. MapgaHonodobHbIl heHomurn [UarHoCTUpPYHT
nocne wucknoveHna HHCT ¢ mapdaHongHbeim de-
HOTMMNOM MpU BbISBNEHUN MOrpaHUYHOro pacLum-
peHUsa KOPHS aopTbl C YYETOM BO3PACTHOW HOPMbI
Z-kputepus (Z go 3,0 gna nuy 20 neT 1 mnagwe),
muonuun 3D 1 mMeHee n KOCTHbIX npusHakos CBCT
(4—6 BannoB). Z-KpUTepuit — Pa3HOCTb MeXY UCTUH-
HbIM M JOIMKHBIM AUaMeTpaMu KOPHS aopTbl, AENEH-
Hasi Ha NONPaBOYHbIN KOAPDPULMEHT B 3aBUCUMOCTU
OT BO3pacTa nauueHTa.

2. OnepconodobHbill cheHOmMuUN [NarHOCTUpPyeTCs
nocre WUCKNYeHus cuHgpoma dnepca — [danno u
HHCT c anepconogo6bHbiM (OEHOTUMNOM, BbISBNEHNS
2 1 Gonee marnblX NPU3HAKOB BOBMEYEHUS KOXW B
coyeTaHun ¢ MasnbiMU MPOSIBNEHNSIMU BOBIEYEHUS
MbILLIL, CYCTaBOB, COCY[0B.

[NepeyeHb [UarHOCTUYECKN 3HAYUMbBIX «MasnbIX Npu-
3HaKOB» ANSA AMArHOCTUKM anepconogobHoro deHo-
Tna NpeacTaBneH HUXE:

— rnagkas, bapxatucras Koxa,

— TeHOEHUNS K pacTaKUMOCTU Koxm (2,5-3,0 cm),

— KenougHble pyGuukn, atpoduyeckne cTpuu,

— 9KXMMO3bl/NeTeXNN/HOCOBbLIE KPOBOTEYEHMS,

— MblILLEYHAas r’MNOTOHMSA/IPbIXKN/NTO3bl OPraHoB.,

— rMNepmoBunnbHOCTL/BLIBUXW/NOABLIBUXN CYyCTaBoB,
NMOCKOCTOMME, KOCONanocTb, ANCHYHKUNS BUCOY-
HO-HWXXHEYENCTHOro CyCcTaBa,

— BapUKO3Hble pacLUMPEHMst BEH B MOAPOCTKOBOM
BO3pacTe,

— OTArOLLEHHbIN CEMENHbI aHaMHE3.

3. Heknaccughuyupyemsbili cpeHomurn QUNarHOCTUpy-
toT nocrne ucknoveHns HHCT, mapdaHonogobHoro u

anepconogobHoro dpeHoTunos npu CT, BbisBNEHUN
6 n Gonee manbix npusHakos CBCT, oTaroeHHoro
CEMENHOro aHamHes3a Mo COEeAUHUTENbHOTKaHHOW
naronoruu, nabopaTopHbIX MapKepoB HapyLUEHUs
mMeTabonmama CoeVHUTENbHOW TKaHU.

Cnedyem nomHUMb, 4mo eepughukayus heHomuna
LCT y demeli mpebyem muwamernbHO20 OUHaMu4ye-
CKO20 KITUHUKO-UHCMPYMEHMasibHO20 HabmoOeHUus,
aHanusa cemeliH020 aHaMmHe3a, 51abopamopHO20
obcnedosaHusi, a nNpuU Haau4yuu rokasaHul U 803-
MOXHOCMeEl — posedeHUsT MONIEKYISpPHO-2eHemu-
Yyeckoeo uccriedogaHus. B neguatpum HET MenoYen.
Hn oavH Bpay He MOXeT npeackasaTb, Kak TpaHC-
dopmupyeTca ancnnactuyeckuin peHoTun pebeHka
B npouecce ero pocta. ChopmMumpyeTcsa nu KnuHnye-
CKas KapTuHa onpeneneHHoOn HO300rnm4Yeckon gop-
mbl HHCT nn6o knaccuduuympyemoro cdeHoTtvna B
ctpyktype OCT? Unn, HaobopoT, gucnnacrnyeckune
N3MEHEHUSA MNpPaKTUYECKN PErpeccumpyroT uU CTaHyT
COOTBETCTBOBaTb BapuaHTy HOpMbI? [1oaTomy Ba-
HO obpaljate ocoboe BHUMaHME paxe Ha MUHW-
MarnbHble, Tak HasblBaeMble Hedua2HOCMUu4ecKue
Kpumepuu oucrnnacmuyeckol eHewHel unu euc-
uepasnbHoOl cmuemMamu3ayuu, KoTopble He cregyeT
BbIHOCUTb B AMArHoO3, HO LilenecoobpasHo oTpasutb B
3aKMIOYEHUN UMM B ANUKPU3E Kak UHANBMAYamNbHYO
ocobeHHOCTb pebeHka, TpebytoLyo AanbHenhLwero
OCMbICMEHNS U AUHaMuYeckoro HabnogeHns. 3Ha-
Yyumble ANS neguatpa HeauarHOCTUYECKUE 3aKIio-
YEHWSA 1 anropuTMbl X AUArHOCTUKN NpeacTaBneHbl
HUXe.

1. MoBbIWEHHbIA NOPOr AUCNIIACTUYECKON CTUT-
MaTusaLuu.

Aneopumm dua2HOCMUKU Kftodaem ebl0eneHue:

— 3-5 ManbIx BHELUHUX MPOSBAEHUA coeguHUTENb-
HOTKaHHOW Aucnnasun,

— Pasnun4YHbIX COYMETAHWUA MasbIX KOCTHbIX, KOXHbIX,
MbILLEYHbIX ¥ CyCTaBHbIX MPU3HAKOB, HE MO3BOSA-
oKX KnaccuuumpoBaTh onpeaeneHHbln dheHo-
™n,

— CEMENHOro HaKoMMeHUs BHEeLUHUX MNPOSBNEHUN
AncnnacTuYeckon cTurmaTmsaunn.

2. MNoBbIWeHHas, NpeMMyLieCTBEHHO BUCLeparb-
Has, gucnnacTuyeckas cTMrmaTusaums.

Aneopumm duazHOCMUKU 8KTto4aem onpedesieHue:

— eAMHWYHbIX MarblX BHELUHUX NPU3HaKOB CUCTEM-
HOro BOBMNEYEHNs COeANHUTENBHON TKaHW,

— 3 n bonee BucuUepanbHbIX Masnblx aHOManui pas-
BUTUS, CBUOETENbCTBYIOLMX O BOBIIEYEHWUMU CO-
€OVHUTENbHOTKAaHHOrO Kapkaca BHYTPEHHUX Op-
raHoB (y4nvMHEeHne CTBOPOK, NMponanchl knanaHos
ceppua, BMUCLEpPONTO3, AOnMxocurma, pedrntokc-
Hasi 6one3Hb, CNOHTaHHbIN MHEBMOTOPAKC U Ap.),
CEMENHOro HaKOMMEHMS BUCLIEpalbHbIX NPosiBre-
HWIA AUCNNAacTUYECKON CTUrMaTn3aLmm.
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3. fo6GpokayecTBeHHass rMNepMoOUIILHOCTL CYy-
CTaBOB.

Aneopumm Oua2HOCMUKU 8K/Ito4Yaem 6bisi8/IeHUE:

— rMNnepmobunbHOCTM CyCTaBOB Npu OTCyTCTBUM BO-
NEeBOro CMHApoMa,

— 0,0OpOKAYECTBEHHOIO TEYEHMS TMNEPMODUITBHOCTH
CyCTaBOB B CEMbE,

— OTCYTCTBUS OMOXMMUYECKMX MPU3HAKOB Hapylue-
HUS1 OOMEeHa COeANHUTENBHOMN TKaHW.

OunarHoctnka cuHdpoma dobpokadyecmeeHHOU au-
nepmobunsHocmu cycmasos (COMMC) B getckom
BO3pacTe OCMOXHAETCH Hanuumem usnonornye-
CKOW TMnepMoBUbHOCTU CyCTaBOB, BblpaXEHHbIMM
nposisneHnsmu CBCT (6 n Gonee 6annos) n TpyAa-
HOCTSMW BbIsiBMEHNs ©onesoro cuHapoma. Hawm
MHoOroneTHue HabntogeHns 3a cembsamu ¢ COAMMC,
TWaTenbHbI aHanM3 aHamHesa 3abonesaHus, oc-
MOTp M obcrnefoBaHue poACTBEHHMKOB pebeHka no
€0MHOW OMarHocTUyYecKkon nporpaMmme CBUAETENb-
CTBYIOT O [OCTATOMHO Hepeakow TpaHcdopmauuu ¢
BO3pacTOM TaK HasblBaeMon «AobpokayecTBEHHON
rmnepmMobunbHOCTN CyCTaBOBY» B TUMWYHBIA KCUH-
APOM TMNepMoOUNbHOCTU CyCTaBOBY», COMPOBOXAa-
owmnca aptpanrmamMm M npusHakamu CBCT, 4Tto
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