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Pesiome

BBepeHme. BopoHkoobpa3Has gedopmauus rpygHon knetku (BArK) — Hambonee yacto
BCTpeyvaemasn cpefu Bcex gedopmauun rpyaHon knetku. CornacHoO COBpeMeHHbIM Teo-
puAMm, AaHHoe 3aboneBaHve NpeacTaBnAeT coboN NPOABEHNE CUHLPOMOB AMCMIA3MN
COefMHNTENIbHOW TKaHW, 06YCNOBEHHbIX HAPYLUEHNEM CUHTE3a TKaHU Ha FeHeTUYeCKoM
YpPOBHe. Bpox<aeHHble 1 HacieiCTBEHHble aHOMaNuy COeAUHNTENbHOM TKaHN CTaHOBATCA
OCHOBOW Pa3BUTKA MHOTMX MaTONOMMYeCKMX COCTOAHUIN y AeTell U OKa3biBaloT OTpuLia-
TeNlbHOe BAMAHME Ha TeyeHWe 3aboneBaHnA. AHaNM3 3aBUCUMOCTU Pas3fINYHbIX MNPU3Ha-
KOB HepgndpepeHLMpPOBaHHOW ANCNIA3UN COeANHUTENbHON TKaHW OT TAXeCTn aedpopma-
LMW FPYAHON KNEeTKM MO3BOJAET OLEeHMBaTb NporpeccrpoBaHune 3abonesaHnsa 1 BbioW-
paTb ONTUManbHble CPOKM 5 ONepPaTUBHOrO NeYeHus.

Lienb. [NpoaHanu3npoBaTtb 3aB1UCMMOCTb cTeneHn BAMK ot peHoTMNMYeCcKnX 1 BrCLepanb-
HbIX MapKepoB HeguddepeHUPOBaHHON ANCMIA3UN COeANHUTENbHON TKaHW y AeTe.
Marepuanbl n metogbl. B nccnegoBaHme BkntoyeHbl 82 nauyieHTa C yCTaHOBNEHHbIM fna-
rHO30M «BOPOHKOOOpa3Haa gedopmauua rpyaHon knetku |, Il u lll cteneHn», npoxogus-
WKX obcnefoBaHme 1 onepaTMBHOE NleyeHre Ha 6a3e TpPaBMaToIoro-opToneanyYeckoro
otgeneHna ¥3 «flomenbckas obnactHasa feTckasa KnnHuyeckasa 6onbHuuar. ObcnenosaHne
BK/oYano cbop »anob, aHaMHe3a, KIMHUYECKNIA OCMOTP, MHCTPYMEHTasNbHble MeToAbl
nccnepoBaHuA.

Pesynbratbl. Y nauymentoB ¢ BANK otmeuaeTca npAamas 3ameTHasA, CTaTUCTMYECKN 3Ha-
yrMasA B3aMMOCBA3b cTeneHn gepopmaLiv rpyaHON KNeTKN 1 TaxKecTn HeguddepeHun-
poBaHHOW Aucnnasuy coepgunHuTensHon Tkanm (HOCT) (r=0,582, p=0,000). AHanu3unpysn
deHoTMNNUEeCKre NpusHaky, onpegendaowme cteneHb Taxectn HACT, BbiABNEHO, UTO Y
nauneHToB c lll cteneHbto BATK gocToBepHO Yalle, YemM Y NaLMEHTOB C | cTeneHbto, 6binn
BbIAIBJIEHbI Takne KOCTHO-CyCTaBHble M3MEHEeHUs, Kak ckonnos/kudos (66,7% vs 35,0%,
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x*=4,38, p=0,037), nnockoctonue (45,8% vs 15,0%, x>=4,78, p=0,029), runepmobunbHOCTb
cyctaBoB (20,8% vs 0%, x>=4,31, p=0,038). Cpean BuCLepanbHbIX NPOABNEHUN Y AeTel
¢ BAIK nnagnposanu: manble aHoManuu passBuTUA cepgua (Mponanc MUTpanbHOro Kna-
naHa (MMK) | n Il cteneHn (28,0%), BononHUTENbHbIE XOPAblI NEBOTO »enyaouka (AXJTXK)
(59,8%)), mnonua (7,3%), HedponTo3 (4,9%). C yBenuueHnem cteneHn gedopmauum ya-
CTOTa BbIABNEHMA BUCLEpPaNnbHbIX Npu3HakoB HOCT gocToBepHO pocna: Npu CpaBHEHNUN
YacToTbl BCTpevaemMocTn BHYTpeHHUX Mapkepos HACT y naumeHTos ¢ lll ctenenbio BAMNK
C naumeHTamu c | cTeneHbio OTMeYaeTCA yBenmyeHmne AMarHoCTMpoBaHHbIX MasbiX aHOMa-
nun passuTtna cepaua: NMMK (50,0% vs 10,0%, x?>=8,04, p=0,005) n OAXJTXK (79,2% vs 35,0%,
¥x*=8,8, p=0,004).

3aknioueHune. BbiparkeHHOCTb BOPOHKOO6pasHo aedopmaumy rpyaHON KneTku nmeet
NPAMYI0 KOPPENALMOHHYIO CBA3b C TAXeCTblo HeanddepeHUMpPoBaHHON ANCMNA3nM CO-
eVHUTENIbHON TKaHW, Yem 6osblue GeHOTUNUYECKUX 1 MOPPONOrMYeckx NpuU3HaKkos,
onpepenaoLmx cteneHb Taxect HACT, Tem Bbilwe cTeneHb gedpopmauiv FpyaHoON Knet-
Kun. OnpepeneHvie GeHOTUMUYECKNX NPOABNEHUA ANCMNA3UM COEAMHUTENBHON TKaHN Y
nauneHToB ¢ BAK MmoxeT cnyuTb 0QHM 13 BO3MOXKHbIX KpTepueB NporHo3npoBaHua
CKOPOCTU nporpeccnpoBaHna gedopmauunn 1 UCnonb3oBaTbCcA s Bbibopa onTMManb-
HbIX CPOKOB OMepaTMBHOrO BMeLlaTeNbCTBa.

KnioueBble cnoBa: BOpOHKOOOpasHaa aepopmauuma rpyaHon Knetku, fetun, Hegudde-
pPeHUMpPOBaHHAA ANCNIA3MA COeANHUTENBbHOM TKaHW, MPU3HAKW, ANarHoCTnKa
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Abstract

Introduction. Funnel chest deformity (FCD) is the most common of all chest deformities.
According to modern theories, this disease is a manifestation of connective tissue
dysplasia syndromes caused by impaired tissue synthesis at the genetic level. Congenital
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and hereditary abnormalities of connective tissue are the basis for many pathological
conditions in children and have a negative impact on the course of the disease. Analyzing
the dependence of various signs of undifferentiated connective tissue dysplasia on the
severity of chest deformity allows assessing the disease progression and selecting the
optimal timing for surgical treatment.

Purpose. To analyze the dependence of the degree of FCD on phenotypic and visceral
markers of undifferentiated connective tissue dysplasia in children.

Materials and methods. The study included 82 patients with the established diagnosis
"Funnel chest deformity of |, Il and Il degrees”, who underwent examination and surgical
treatment at the traumatology and orthopedic department of the Gomel Regional
Children’s Clinical Hospital. The examination included collection of complaints, case
history, clinical examination, and instrumental diagnostic methods.

Results. In patients with FCD, a direct, noticeable, statistically significant correlation
between the degree of chest deformity and the severity of undifferentiated connective
tissue dysplasia (UCTD) (r=0,582, p=0,000) was revealed. When analyzing phenotypic
features that determine the severity of UCTD, it was found that in patients with grade IlI
FCD, the following bone and joint changes were detected significantly more often than in
those with grade I: scoliosis/kyphosis (66.7% vs. 35.0%, x*=4.38, p=0.037), flat feet (45.8%
vs. 15.0%, x*>=4.78, p=0.029), and joint hypermobility (20.8% vs. 0%, x*=4.31, p=0.038).
Among the visceral manifestations in children with FCD, the following prevailed: minor
anomalies in cardiac development (mitral valve prolapse (MVP) of grades | and Il (28.0%),
additional left ventricular chords (ALC) (59.8%)), myopia (7.3%), and nephroptosis (4.9%).
With an increase in the degree of deformation, the frequency of detection of visceral signs
of UCTD significantly increased: comparing the frequencies of internal UCTD markers in
patients with grade lll FCD with those in grade | patients, an increase in diagnosed minor
anomalies of cardiac development is observed: MVP (50.0% vs. 10.0%, x*=8.04, p=0.005)
and ALC (79.2% vs. 35.0%, x*=8.8, p=0.004).

Conclusion. The severity of funnel chest deformity has a direct correlation with the
severity of undifferentiated connective tissue dysplasia (UCTD): the more is the number
of phenotypic and morphological features determining UCTD severity, the higher is the
degree of chest deformity. Determining phenotypic manifestations of connective tissue
dysplasia in patients with FCD can serve as one of the possible criteria for predicting the
rate of deformity progression and may be used to select the optimal timing of surgical
intervention.

Keywords: funnel chest deformity, children, undifferentiated connective tissue dysplasia,
signs, diagnostics

B BBEJAEHWE

BopoHkoobpa3zHasa aepopmauusa rpygHon knetku (BAMK) xapaktepursyeTcs 3anageHu-
€M FPYAUHbI 1 NepefHriX OTAENIOB pebep, yMeHbLIEHEM 0ObeMa FPYAHON KNEeTKK, CMe-
LEHEM N aHOMANMAMWN Pa3BUTUA CepALa, COCYANCTOro nyyka u nerkux. BArK asnaerca
Haubosee pacnpoCcTpaHEHHOW BPOXAEHHOW AedopmaLnen rpyaHON KNeTKM C YaCcTOTON
1/400 HoBopOXAeHHbIX (0,25%) [1]. OgHaKo UCTUMHHAs 3aboneBaeMOoCTb U PacnpocTpa-
HeHHocTb BAMK noka elye He ycTaHOBJIEHbI Y MOTYT 6bITb HAMHOTO BbILLE, YEM OMMCaHHbIE
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B HacTosLlee BpeMs MokasaTenu, NOCKOJIbKY He NMPOBOAMIOCh KPYNMHOMACLUTAbHbIX No-
NyNALMOHHbIX ccnenoBaHmni [2]. My>XumHbl CTpagatoT oT 3Toro 3abonesaHna B TPU-NATb
pa3 valle, YeM >KeHLUHbI. MpAMol pacoBor NpeapacrnoioXeHHOCT He HabniopaeTcsa,
xoTa fedopmaLma yalle onucbiBaeTCA y eBPONeonaoB, YemM y adppoamepukaHLes, natu-
HoamepuKaHLeB 1K a3naTos [3, 4]. B HacTosALlee BpemaA CyLLeCcTByeT MHOXECTBO rMnoTe3
1 Teopuii BO3HMKHOBeHMA BAIK: Kak cnefcTBme ypeamepHOro pocta rpyanHo-pebepHbIx
XpsALlen, KoTopble onepexatT pocT pebep 1 BBOpauMBaloT rPyaMHY BHYTPb FPyLHOW
KNeTKW; KaK pe3ynbTaT BPOXKAEHHbIX aHOManuin amadparmbl; Teopusa N3ObITOYHOTO BHY-
TPUMATOUYHOrO AaB/IeHNA Ha NepeHIolo rPyAHYI0 CTEHKY Niofda Npu ero HenpasuibHOM
NONOMKEeHUN.

leHeTnyeckana npeppacnonoxeHHoCTb K BAIK, BepoATHO, cyLlecTByeT, Tak Kak fo 54%
NaLuveHTOB NMEIT NONOXKNUTENbHBIN cCeMelHbI aHaMHes [5, 6]. B 1820 rogy KoyncoH 6bin
nepBbIM, KTO NPeanonoXKui Posb reHeTnyecknx paktopos B passutum BAMK. AHanus re-
Heanornyeckoro gpesa no HacnegoBaHuio aedbopmauum NokasbiBaeT MHOMKECTBEHHble
MOZenun HacieJoBaHVA B Pa3fIMYHbIX CEMEHbIX UCCnefoBaHUAX. Takum obpasom, AN He-
KOTOPbIX cemell Habnoganocb NPOCToe MeHAeNeBCKoe HaceloBaHKe C ayTOCOMHO-pe-
LLleCCBHbIM, AOMUHAHTHBIM C NMOHVIXXEHHOWN NEeHEeTPaHTHOCTbIO 1 BOBIEYEHHbIMY FreHamu,
cuenneHHbIMK ¢ X-xpomocomoii [7]. Ponb HacneqcTBEHHOIO GpakTopa NOATBEP)KAAETCA He
TONbKO HaNMyMem JaHHOW NaToNornn y ApYrux Y4neHoB cemMby, HO 1 COYeTaHnem conyT-
CTBYIOLMX ANCMNACTUYECKMX NPU3HAKOB: apaxHOLaKTUIMeEN, NPonancoM MUTPanbHOro
KnanaHa, Ancnnasmen ywHbIX pakoBUH, TMNep31acTUYHOCTBIO KOXMU.

OpfHaKo 3T TEOPUM He NONYYMN WMPOKON NOJAEPXKKM 1 Oblin ONpoBeprHyTbl 6onee
No3aHMMU nccnefoBaHMAMK. KypLlumaHH 6bin nepBbiM, KTO coobLymn o cBA3m mexay BANK
1 3aboneBaHNAMN coeauHUTENbHON TKaHu [8]. B 1936 rogy oH onvcan cnyyali BOPOHKO-
06pa3HON rpyaHON KNETKMN C COMYTCTBYHOLLEN apaxHOAaKTUIINEN U SKTONUeN.

Bepywas ponb B dopmmpoBaHum BAIK nprHagnexunt gucnnactmyeckomy npoteccy,
06 3TOM CBUAETENbCTBYET NOBbILEHHAA SKCKPELUA OKCUMPONNHA — MPOAYKTa pacnaja
konnareHa. CornacHoO MHOroYNCNeHHbIM nccnegoBaHuam, BOANK otHocuTca K Hepgudde-
PEeHLMPOBaHHbIM MOPOKaM Pa3BUTUA COEAUHNUTENbHONM TKaHN MyNbTUdaKTOPHON Npupo-
[bl C NPOrpeieHTHbIM TeYeHNeM, B OCHOBE KOTOPbIX JlexaT HapyLUeHWA CMHTe3a, pacna-
na nnn mopdoreHesa KOMMNOHEHTOB BHEK/IETOUYHOIO MaTPUKCa, BO3HUKatoLve npu onpe-
LeNeHHOW reHeTMYecKol NpeapacronoXeHHOCT! B nepuofe paHHero smbpuoreHesa
WSV Ha NOCTHaTaNbHOM 3Tane noj Bo3fencTameM HebnaronpuATHbIX GakTOPOB BHELLHEN
cpepbl. HenponopuuoHanbHoe pa3pactaHue pebepHbIX XpALLel, TMcTonaTonornyeckme
N3MEeHEeHNA CofepKaHnA KomnareHa B pebepHbix XpsLiax 1 aHOManbHoe 3agHee NpurKpe-
nneHve guadparmbl K rpyanHe ABAIOTCA CNOCO6CTBYOWMMN hakTopamu GopMm1poBaHnA
nedopmauun [9]. MiccnepoBatenu BbiCKasanu pasfiviHble MHEHUA OTHOCUMTENbHO TEOPUIA
M36bITOYHOrO POCTa 1 HapyLleHnA pocTa. OfHaKo 3TV rMnoTesbl He 06sA3aTeNbHO ABNAIOT-
CA B3aVIMOUCKITHOYAIOLLMMU, MOCKOJbKY KaKk rmnepnnactMyeckunin pocT, Tak 1 meTabonnye-
CKMe HapyLleHus, NpuBoALLMe K YXYALEeHNo BrioMexaHnyYecKnx CBOMNCTB, MOTYT UrpaTb
ponb B fepopmaumm pebepHoro xpaLa y naumeHtos ¢ BAMK [10]. CemeiiHbIi aHaMHe3 fie-
bopmauun rpyfHON KNeTkn 1 3aboneBaHnii COefMHUTENbHOW TKaHW, TaKNX Kak CMHAPOM
MapdaHa, y 5% nauneHToB ABNAETCA [OMONHUTENbHBIM GaKTOPOM, MOATBEPKAAIOLLMM
AaHHyto runoTesy [11,12].

CooTHOLeHNA MexIy TaxecTblo HeanddepeHUMPOBAHHON AUCNAA3UN COefUHU-
TeNIbHON TKaHW, Bblpa)keHHOCTbio BIAMK v Hanmumem ee pasnuuHbIX BUCLEpPanbHbIX
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1 GeHOTUNUYECKNX NPU3HAKOB Y AieTel n3yyeHbl HegocTaTouHo. OfHaKo aHanms coveTa-
emMocCTn pa3nmyHbix npusHakoB HAOCT co cteneHbto BAIK moxeT B onpegeneHHon mepe
CNYXUTb OQHMM 13 BO3MOXHbIX KpUTEpPUEB MPOrHO3MPOBaHNA CKOPOCTH NMPOrpeccmpo-
BaHMA gedopmauv 1 NCNoNb30BaTbCA 4/1A BbIOOpa ONTUMaNbHbIX CPOKOB OMepaTUBHO-
ro BmeluaTtenbcrea [13].

B LIEJTb NCCJTIEOOBAHUA
MpoaHann3npoBaTtb 3aBUCMMOCTb cTeneHn BAINK ot deHoTUNMYECKNX 1 BUCLEpaNb-
HbIX MapKkepoB HeandbepeHUNPOBaHHON ANCMNA3UN COEANHUTENbHOW TKaHW Y fieTel.

B MATEPWAJIbl U METObI

B nccneposaHume 6binn BKtoueHbl 82 naunenTta ¢ BATK 1, 11, Il cteneHun, npoxoameLumx
obcnenoBaHne U neveHre Ha 6asze Y3 «fomenbckasa obnacTHas AeTckaa KIMHMYecKas
6onbHMLa» ¢ 2019 no 2024 rog. C uenbio yTouHeHna anarHosa «BANK» nposogmnocsk Kom-
nnekcHoe o6cnefoBaHve, BKYakLee B ceba KNMHNYECKUI OCMOTP, 1abopaTopHble 1
WHCTPYMeHTasbHble MeTofbl nccnefoBaHus. et obcnefoBanvcb Ha Hanmume BHELWHWX
W/Vnn BHYTPEHHMX Npu3HaKkoB HeanddepeHUMpoBaHHOW ANCMNA3UM COeAUHUTENBHON
TKaHu. CTeneHb AWCNIasnn CoefHUTENbHON TKaHW onpefenanacb no cxeme (tabn. 1),
npepnoxeHHon T. Munkosckon-Amutposon n A. KapakalueBbim.

MNepBas, nerkas, cTeneHb ANArHOCTMPYETCA NPU HaNUYUK ABYX FMaBHbIX MNPU3HAKOB,
2-9, cpefHAa, — NpY HanMuUKU TpeX raBHbIX N ABYX-TPEX BTOPOCTENEHHbIX WK Tpex-
yeTblpex rMaBHbIX 1 OOHOrO-ABYX BTOPOCTEMNEHHbIX, 3-A, TAXKeNasa, — Npu Hannu4ynm nNATn
rNIaBHbIX 1 TPEX BTOPOCTEMEHHbIX MPU3HAKOB.

T.N. KagypviHon n J1.H. A66akymoBoi (2006) npepnoxeH Metof 6anibHO OLeHKM 3Ha-
YMMOCTUN OTAENbHbBIX GEHOTUMNYECKMX MPU3HAKOB ANCMA3NN COeANHUTENBHON TKaHN 1
BblgeneHbl Tpy cteneHun TaxkecTn [14]. MNpwn nepson ctenenun Taxectn ACT (BapuaHT HOp-
Mbl) CyMMa 6annoB He foMKHa NpeBbiWwath 12, Npy ymepeHHon — 23. Mpu Bblpa)eHHoN
CTeneH TAXeCTU CyMMa cocTaBnsaeT 24 n 6onee 6anna.

[na onpepeneHuna cteneHun TaxecTn gedopmauv U NoKasaHUM K onepaTMBHOMY fe-
YeHMI0 UCNONb30BaNN NHAEKC Xannepa, pacCunTbiBaemMbli Kak COOTHOLLEHME rnonepey-
HOro K nepefHe-3afgHeMy pa3mepy rpyaHon KneTku. | cteneHb BcTpeyvanach y 20 (24,4%)
nauneHTos, |l cteneHb gedpopmaum - y 38 (46,3%) naumeHTos, lll cteneHb — y 24 (29,3%)
naumeHToB. MeanaHa Bo3pacta geten —14 net. U3 H1x 61 manbumk (74,4%) v 21 peBoyka
(25,6%).

Ta6bnuua 1

[AnarHocTnyeckne Kputepum ancnnasnm coefUHNTENbHON TKaHN
Table 1

Diagnostic criteria for connective tissue dysplasia

OCHOBHbIE NPU3HaKN

BropocreneHHble Npn3Hakn

MnockocTtonne

Bblpa)keHHas BeHO3Has CeTb Ha Koxe
[oTnyeckoe He6o

[Mnepmo6unnbHOCTL CycTaBoOB

MNaTonoruna 3peHna

[edopmauia NO3BOHOYHMKA U FPYAHON KNeTKK
YBenuueHue pacTaXrmMocT 1 ApA6aocTb KOXu
ApaxHopakTunua

AHOMaNUN yLIHbIX PAaKOBVH
AHomanuu 3y6oB

MpexoasLLe cycTaBHble 60K
BbIBUXM 1 NOABbIBMXM CYyCTaBOB
MTepuropakTunua

TpbiKn
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Cratnctnyeckan o6paboTka pesynbTaToB MPOBOAMIACH NPU MOMOLLY KOMMbIOTEPHON
nporpammbl Statistica 10.0. OnncatenbHble CTaTUCTUKM YMCNEHHbIX NOKa3aTenen npea-
cTaBneHbl B Buae Me — megmnaHa nokasatens, Q1, Q3 - nepsbin 1 TpeTU KBapTuib: Me
(Q1, Q3). 3HaueHNs KaueCTBEHHOW NepemMeHHON NPEeACTaBAANNCD B BUAE aOCONMIOTHBIX YK-
cen (gonen B %), a X CpaBHEHME NPOBOAUIOCH NP NomoLm Kputepusa MNupcoHa. Paznu-
YrA CYMTaNUChb [OCTOBEPHBIMM MPU YPOBHE 3HauMocTn p<0,05. ina koppenAaumoHHoro
aHanm3a KauyecTBeHHbIX MoKa3aTenen ncnonb3osanca KoadduumeHT CnupmeHa.

B PE3YNbTATbl U OBCYXAEHNE

Bepywmmu xxanobamm naumeHTos ¢ BAIK aBnAnnch: oaplwika Npy MUHUManbHON Gu-
3MYECKON HarpysKke, Kapauanruy, noBbllUeHHasa YTOMIAEMOCTb, cepaLebrieHre, ronoso-
KpyxeHue (puc. 1).

BbIno BbIABNEHO, UTO C yBenuueHmneM cTeneHy aedbopmauunn yBenmunBanocb Konu-
yectBO *anob y naumertos ¢ BATK |, I, Il cteneHw. Tak, pgeten c lll cteneHbio pedopma-
L1KN JOCTOBEPHO Yalle Mo cpaBHeHMto ¢ aetbmu ¢ BATK | cteneHn 6ecnokonnm ofblllKa
npuv MUHUManbHon ¢ursnyeckon Harpyske (80,8% vs 0%, p<0,001), kapguanruu (76,9%
vs 15,0%, p<0,001), noBblleHHasA yToMnaeMocTb (76,9% vs 20,0%, p<0,001). Kanobbl Ha
ceppuebrenne (38,5% vs 15,0%, p=0,08) n ronosoKkpyxeHwne (26,9% vs 10,0%, p=0,15),
HeCMOTPA Ha OTCYTCTBME JOCTOBEPHbIX Pa3NYMA, Yalle umenuco y naymneHTos c Il cte-
neHbto BArK.

Y 91,5% petenn ¢ BAIK MmMeloTCA MHOXECTBEHHbIE MpPU3HaKM CUCTEMHOro aedekTa
coeauMHUTeNbHON TKaHW. OTAroweHHas HacneAcTBEHHOCTb Mo Aedopmauumun rpyaHon
KNneTKy, yalle no NnHMM oTua, oTMeyanacb B 43,9% cnyyaeB. AHanm3 pacnpepeneHus
nauMeHTOB NO CTEMEHU ANCMNA3UN COEAUHUTENBHON TKaHM B 3aBUCUMOCTM OT BO3pacTa
nokasar, YTo BblpaXKeHHOI 3aBNCMMOCTI OT BO3pacTa HeT, Tak Kak npeobnagatoT naumeH-
Tbl NOAPOCTKOBOW FPYMbl, YTO 06YCNOBNEHO aKLEeHTUPOBaHNEM BHUMAHNA Ha He[oCTaT-
Kax BHELIHOCTH, a Y laHHbIX NaLMeHTOB BCTPEYAlOTCA BCe CTENEHW ANCMIAa3nN.

@®eHotnn naumeHToB ¢ BAINK goctoBepHo Yawe ¢opmMmpoBani N3MEHEHUs CO CTOPO-
Hbl OMOPHO-ABMIATENBHOrO anmnaparta B BUAae: ckonnosa u/mnun kupockonmosa (51,2%),

% 60
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20
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0
OpnpblwKa npu Kapguanrum  MosblweHHana CeppuebrieHne [0noBOKpYXeHne
MUHUMAsbHOM YTOMJIAEMOCTb
dusmnyeckon
Harpyske
Kanobbl

Puc. 1. Beaywme xxano6bi naumventos c BANK
Fig. 1. Main complaints of patients with FCD
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nnockoctonua (28,0%), runepMobunbHOCTU CycTaBOB (Nepepa3rmbaHne B NOKTEBbLIX U
nyye3ansAcTHbIX CycTaBax, CMMMTOM 60/bLIOro nasnbua, N36bITOYHaA ThiibHaA Grnekcms B
roNeHOCTOMNHbIX cycTaBax) — 10,9%. XapakTepHoW 0CcO6eHHOCTbIO ObINIo coueTaHne yKa-
3aHHbIX MPU3HAKOB.

MpeBannpoBanu JeTn C acTeHUYECKMM TUMNOM TenocnoxeHua (40; 48,8%). NHpekc
Macchl Tena y naumeHTos ¢ | ctenenbio BAINK coctasun 18,1 (17,4-19,1), co Il cteneHbio
BArNK - 17,5 (16,3-18,3), c lll ctenenbio — 17,8 (17,2-19,4). BHeWwHW BUA AaHHbIX Naum-
€HTOB OTNNYancA npeobnagaHMem NPOJOSbHLIX PAa3MePOB TeNla Hag NonepeyHbIMN, Bbl-
COKMM POCTOM MNP OTHOCUTENIbHO HMU3KOW Macce Tena, AIMHHbIMU BEPXHUMUN U HYUXKHUMIA
KOHEYHOCTAMMN C YANIHEHNEM KMCTEeN 1 CTOM.

B 3aBucMmocTn oT cteneHn gedopmaumm rpygHoON KNeTky Gbinv BblsBNEHbl 0CO6eH-
HOCTM $PEHOTUNMYECKOTO NOpTPeTa NaymeHToB. Y nauneHTos ¢ Il cteneHbio BANK gocto-
BEPHO vallle, Yem y naumneHToB c | cTeneHblo, 6biIM 06HapY»KeHbl Takne KOCTHO-CYCTaB-
Hble N3MEHEHNA, KaK CKONMO3/Kndo3s (66,7% un 35,0% cooTBETCTBEHHO, X*=4,38, p=0,037),
nnockoctonue (45,8% n 15,0% cooTBETCTBEHHO, X*=4,78, p=0,029), runepmobunnbHOCTb
cycTaBoB (20,8% 1 0% cooTBeTCTBEHHO, X*=4,31, p=0,038). I3MeHeHUA co CTOPOHbI KOXK
Takxe yaule Habnoganucb y nauymeHToB c lll cteneHbio BANK, uem y nauyuenTos c | cte-
NeHblo, HECMOTPA Ha OTCYTCTBME AOCTOBEPHbIX PA3fIMUMiA: MOBbILEHHAA PACTAXUMOCTb
KOXM (25,0% 1 10,0% cooTBeTCTBEHHO, X*>=1,65, p=0,199), npupocimne moukn (20,8% n
10,0% cooTBeTCTBEHHO, X*=0,96, p=0,328), HeXxHaA Koxa (25,0% n 5,0% COOTBETCTBEH-
HO, X*=3,26, p=0,071), nonepeyHan ncyepyeHHoCTb cton (8,3% 1 5,0% COOTBETCTBEHHO,
¥*=0,191, p=0,663). laHHble NpefCTaBNeHbI B TabN. 2.

Cpean BHYTpeHHUX Mapkepos HACT y aeten ¢ BAIK nngnposanu: manble aHomanmm
pa3suTuA ceppua (nponanc mutpanbHoro knanaHa (MMK) | n Il ctenenn (28,0%), gononHu-
TenbHble XopAbl leBoro xenygouka (AXJ1K) (59,8%)), muonus (7,3%), HepponTos (4,9%).
Y nauwmeHToB c lll cteneHbto BAIK goctoBepHO yalle B CpaBHeHMM € naumeHTamm ¢ | cte-
nexbto BAMK guarHoctuposaH MMK (50,0% 1 10,0% cooTBeTcTBEHHO, X?>=8,04, p=0,005)
n OXJIK (79,2% v 35,0% cooTBeTCTBEHHO, X°>=8,8, p=0,004). Npn cpaBHEHUN YaCcTOTbI
BCTpeYaemMoCcTn BHyTpeHHMX mapkepos HACT y naumeHToB ¢ | n Il ctenenbio BAMK Takxke
OTMeYaeTca yBennyeHne KonmyecTsa ANarHoCTUPOBAHHbIX MablX aHOMaNUn PasBUTMA
cepaua: NMK (23,7% n 10,0% cooTtBeTCTBEHHO, ¥X*=1,59, p=0,2) n AXJ1XK (60,5% un 35,0%
COOTBETCTBEHHO, X?=3,41, p=0,065), HECMOTPA Ha OTCYTCTBME AOCTOBEPHbIX Pa3nnyunii.
HedponTto3 n Tyroyxoctb Habntoganncb Tonbko y naumneHTos c |l ctenenbio BATK.

Mpwn aHanuse pacnpegeneHna nNayMeHToOB NO CTeNeHW SUCMNa3num CoeauHUTENIbHON
TKaHW B 3aBMCUMOCTM OT CTeneHun gedopmaumuv rpyaHol KNeTkn BblBNEHO, YTO Hanbo-
nee yacto y naymeHTtoB ¢ BIK BcTpeyanach cpefHAa cTeneHb ANCMNAa3nm coeguHUTeNb-
HOM TKaHW (54,9%), nerkasa cTeneHb AnarHocTMpoBaHa B 41,5% cnyyaes, a Bblpa)keHHas —
B 3,6%.

C yBenuuyeHvem cteneHu gepopmaLm rpygHom KneTkn otMedanacb npsamMas 3aBmucu-
MOCTb YBEeNIMYEHNA CTeneHn UCNnasnm coeanHnTenbHom TkaHw. Jlerkaa ctenens HACT
Yalle BCTpeyanacb y naumeHTos ¢ | cteneHbto BANK (90,0%), cpenHAa cTeneHb — y naumen-
ToB ¢ ll n Il ctenenbio BATK (57,9% 1 87,5% coOTBETCTBEHHO), BblpaXeHHas CcTeneHb Anc-
nnasum coeguHNTENbHON TKaHW Habnoganack Tonbko y naumneHTos c lIl ctenexbio BATK.
[aHHble NpepacTaBneHbl B Tabn. 3.

«Mepunatpus BoctouHasn EBpona», 2025, Tom 13, N2 2 225



AHanu3 COOTHOLLEHUA CTeNeHN BOPOHKOOOpa3Ho aedopmaLiuv rpyAHON KNEeTKM
C TAXKECTbIO ANCMNA3UN COe[NHUTENbHON TKaHW Y feTeNn

Ta6nuua 2
BHelwHne n BHyTpeHHNEe MapKepbl ANCNAasnmn COeANHNTENIbHON TKaHM y nauneHToB ¢ BAIK
Table 2
External and internal markers of connective tissue dysplasia in patients with FCD
MauumenTbl ¢ BANK
MpusHakn ACT | crenenb Il cteneHb Ill creneHb
(n=20) (n=38) (n=24)
KocTHo- [edbopmaums rpygHomn KneTku 20 (100%) 38 (100%) 24 (100%)
cycTas- Ckonnos/kndo3s 7 (35,0%) 19 (50,0%) 16 (66,7%)
Hble Nonuxouedanus 0 0 1(4,2%)
V3MEHE- | TInepMo6UALHOCTL CYCTaBOB 0 4(10,5%) 5 (20,8%)
A MnockocTtonue 3(15,0%) 9 (23,7%) 11 (45,8%)
oBbILWEeHHaA PaCcTAXMMOCTb KOXMU 2(10,0%) 5(13,2%) 6 (25,0%)
BblpakeHHas BeHO3HaA ceTb 0 3(7,9%) 2(8,3%)
W3vene- Mpupociune moukmn 2 (10,0%) 6 (15,8%) 5(20,8%)
HUS KOXM
HeXHas Koxa 1(5,0%) 3(7,9%) 6 (25,0%)
MonepeyHas NcYepUYEHHOCTb CTOM 1 (5,0%) 3(7,9%) 2 (8,3%)
Mponanc MutpanbHOro KnanaHa 2(10,0%) 9 (23,7%) 12 (50,0%)
BHy- [ononHutenbHaa xopaa NeBoro 7 (35,0%) 23 (60,5%) 19 (79,2%)
TpeHHme | Keypouka
npusHaku | Muonua 0 2 (5,3%) 4 (16,7%)
acr HedponTos 0 0 4(16,7%)
TyroyxocTb 0 0 1 (4,2%)
Ta6bnuua 3

PacnpepeneHune nauvenTtos c BAIK no crenenn HACT B 3aBMCcMMOCTN OT cTeneHun aedpopmaLuv rpyaHon
KNneTKkn
Table 3
Distribution of patients with FCD by the degree of UCTD depending on the degree of chest deformation

Crenenb BATK | Jlerkas crenedb HACT | CpeaHAas crenedb HACT BbipakeHHas ctenenb HACT
| 18 (90,0%) 2 (10,0%) 0

1l 16 (42,1%) 22 (57,9%) 0

1] 0 21 (87,5%) 3(12,5%)

Bcero 34 (41,5%) 45 (54,9%) 3(3,6%)

KonnuectBeHHas oueHKa BblpaxeHHoCcTV npusHakoB HACT y nayueHTtos ¢ BATK no-
Kasana, uto y geteli ¢ | cteneHbto BAIK konnuecTso 6annos Bapbuposaso ot 6 fo 13, Me -
9,0 [6,0; 10,0]. Y naumenToB co |l cteneHbio BAINK anana3oH 3HaueHui konebancs ot 8 fo
17, Me - 12,0[10,0; 14,0]. Y naumenToB c lll cteneHbio BAIK konnuectso 6annoB coCTaBu-
noot 12 go 25, Me - 14,0 [13,0; 16,0]. laHHble npeacTaBneHbl Ha puc. 2.

C yBenuueHuem cteneHn gedbopmauum rpygHoON KneTky Habnodaercs yBennyeHne
KonmyecTBa 6annoB 1, COOTBETCTBEHHO, YBENUYEHWE CTEMNEHN ANCNNa3ny COeAUHNTENb-
HoM TKaHW. [py npoBegeHMM KOPPENALUMOHHOrO aHanmsa B rpynnax nauueHTOB BblB-
NleHa NpsiMas 3aMeTHas, CTaTUCTUYECKM 3HauMMasi B3aMMOCBA3b CTerneHn aedopmammn
rPYLHON KNEeTKU ¢ KonnyecTsom 6annos, onpegensiowyx sbipaxeHHoctb HACT (r=0,582,
p=0,000).
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Puc. 2. KonnuectBeHHble npusHakn BbipaxkeHHocTtu HACT y petent ¢ BATK
Fig. 2. Quantitative signs of UCTD severity in children with FCD

B 3AKJTIOMEHUE

B deHoTMNUUeckol KapTrHe naumeHToB ¢ BAIK npeobnagaloT KOCTHO-CyCTaBHblE 13-
MEHEHMSA, a TaKXKe NPU3HaKN ANCMNa3nn cepevyHO-COCYANCTON cucTeMbl Ha GOHe MUHK-
ManbHbIX OTK/TOHEHWIA CO CTOPOHbI KOXMU.

MpocnexnBaeTca NpsmMasn co3aBUCMMOCTb cTeneHn Taxkect HOCT u ctenenn gedop-
MaLun rpyaHon Knetku: yem 6osblue GeHoTUNMYECKNX U MOPGHONOrmyecKrx Nnpr3HaKkos,
onpepenaoLx cteneHb Taxect HACT, Tem Bbllwe cTeneHb Aedpopmauv rpyaHoOn Knet-
KM, UTO MOXKET ObITb CMOSIb30BAHO AJIA PaHHEN AnarHOCTMKY cTeneHun BAMK n nnaHupo-
BaHMA CBOEBPEMEHHOro ornepaTtuBHOro neveHns. OnpegeneHne GeHOTUNMYECKUX NPO-
ABNEHWI ANCNNa3nn COeQUHNTENBHON TKaHM Y NaumeHToB ¢ BAIK MoxeT cnyuntb ogHUM
N3 BO3MOXHbIX KPUTEPMEB NPOrHO3MPOBAHMWA CKOPOCTY NPOrpeccnpoBaHnsa gedopma-
LM 1 NPUMEHATbCA ANA Bbibopa ONTYManbHbIX CPOKOB ONepaTUBHONO BMeLLaTeNbCTBa.

YunTbiBas 0CO6EHHOCTN GEeHOTUMMYECKOW 1 BUCLEPaNbHON KapTUHBbI, NauyveHTam C
BAOrK Il v lll cTeneHun 1 BbICOKOW CTENEHbIO COEANHUTENTbHOTKAHHOW ANCNIa3nn 060CHO-
BaHO Ha3HauyeHue NpenapaTos, yNyullalowmx MeTabonn3m coeHUTENbHON TKaHW, AnA
KOppeKLMM SHAOTENANbHbIX M3MEHEHNI 1 NOBbIeHUA 3GbEKTUBHOCTI NeyeHus.
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