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CUHIIPOM JUCILJIA3I CIIOJIYYHOI TKAHUHU B CUCTEMI JUCIIAHCEPHOTO
CIIOCTEPE>KEHHS CIMEMIHOTO JIIKAPA

MeTa gocnigxeHHs — NPOBECTW aHaui3 pe3y/ibTaTiB HaykoBMX Ny6nikauii, Wo BigobpaxatoTb B3aEMO3B’A30K CUCTEMHOIO
YPaKeHHS CNOYYHOT TKaHVHK Ta Ti Pi3HOMaHITHUX CUMNTOMOKOMIM/IEKCIB, AONOMOITU CiIMEAHUM MiKapsiM OKPEC/IUTY OCHOBHI Ha-
NPAMKM 06CTEXEHHS NiKyBaHHS, NPOiNaKTUK/ AiTei 3 CMHAPOMOM Ancniasii CnonyyYHOT TKaHUHW.

Martepianu Ta metoau. MNpoBeaeHo NOrNMGAEHNIA aHani3 pesynbTaTtiB 06CTEXEHb, NiKyBaHHS, peabinitalii Ta npodinakTukm
HayKOBLIB TepaneBTUYHOrO, XipypriYHOro Npodinis, AKi ONUCYHOTb CUCTEMHICTb YPaOKEHHS NPK AaHili NaTonorii Ta il OCHOBHI K/1iHIYHI
KpuTepii, ki HeO6XiAHO BpaxoByBaTV Npwy NikyBaHHi, NpodhinakTuui, peabinitauii Ta coujiasbHin aganTawi Takux gitei.

Pesynbtatn gocnigkeHHs Ta iXx 06roBopeHHsA. CMHAPOM Aucnniasii CnosyyYHol TKaHUHU BiJHOCHO «MO/1I04a» HO30M0rHa
Ha3Ba Heflyru, Lo NOCTYMNOBO MOCIfaE Li/lbHe Micle cepef iHWMX 3axBoptoBaHb. KnacuuHi MeTogmn posnisHaBaHHA JaHoro 3a-
XBOPHOBAHHS He 3aBXAM CnpaubOoBYyOThb, OCKINIbKM B AA@HOMY BMNaAKy NOTPIGHO OLiHIOBATV OAHOYACHO CTaH AEKI/IbKOX CUCTEM
opraHi3my — KiCTKOBOI, HEpBOBOT, EHAOKPVHHOT, TPaBHOI, KDOBOTBOPHOT Ta iHLLMX. Llifb nikaps B gaHomy BUNagKy 3yMmiti o6’egHatm
OTPUMaHi pesynbTat NOCUHAPOMHOIO OBCTEXEHHS 3 METOI MOA&/TbLUIONO NiKyBaHHA Takoro naujieHta. Taka cxeMa 06CTeXEHHS €
HOBOIO | BUK/IMKAE NEBHI TPYAHOLL cepes, NpakTUYHKX NiKapis, OCKiIbKM BUMarae CnisisHUX 3ycu/ib TpaBMaTos10riB, eHA0KPUHOSOTIB,
negiaTpis, reHeTUKIB, OKYNICTiB, remMaTosioriB, NCUXO/0riB, CTOMATO/ONB Ta IHLWNX CnewliasicTiB.

BucHoBkM. [pun HasBHOCTI AaHOro cvHApoMy (abo 04HOro 3 Oro TVMiB) MiHIMasibHUMK, 060B’A3KOBMMU, 6A30BNMU MeToAa-
MW OBCTEXEHHS € OLiHKa rinepMobisibHOCTI cyrnobis, EKIM a6o Y3/, cepus, Y3/, opraHiB YepeBHOI MOPOXHMHWU, KOHTPO/b 30pY.
3anexHo Big TNy XBOpoOW HeobxigHa LinecnpsiMoBaHa KOHCyNbTauis opToneaa, negiatpa (kapaionora, racTpoeHTeposnora,
eHgokpuHonora), JIOP-cneuianicta. HeobxigHO nam’aATartu, WO AaHWIA CUHAPOM € CNaAKOBUM I MOXE MaTh NpUxoBaHuii nepebir
3 HEBMPAKEHO KJTiHIKOO.

KniouoBi cnoBa: aycnnasis cnosyyHoi TKaHUHK;, CiMeliHniA nikap; rinepMo6inbHICTb Cyr06iB; AiarHocTuka; peabinitayis.

CONNECTIVE TISSUE DYSPLASIA SYNDROME IN THE DISPENSARY OBSERVATION SYSTEM OF THE FAMILY DOCTOR

The aim of the study — to analyze the results of scientific publications reflecting the relationship between systemic connective
tissue damage and its various symptom complexes. To help family doctors outline the main areas of examination, treatment,
prevention of children with connective tissue dysplasia syndrome.

Materials and Methods. An in-depth analysis of the results of examinations, treatment, rehabilitation and prevention by scientists
of therapeutic and surgical profiles has been carried out, which describe the systemic nature of the lesion in this pathology and its
main clinical criteria that must be taken into account in the treatment, prevention, rehabilitation and social adaptation of such children.

Results and Discussion. Connective tissue dysplasia syndrome is a relatively "young" nosologist's name for the disease,
which is gradually taking its place among other diseases. Classical methods of recognizing this disease do not always work, since
in this case it is necessary to evaluate the state of several body systems at the same time — bone, nervous, endocrine, alimentary,
hematopoietic, and others. The goal of the doctor in this case is to be able to combine the results of the post-syndromal examination
with the aim of further treatment of such a patient. Such an examination scheme is new and causes certain difficulties among
practicing doctors, as it requires the joint efforts of traumatologists, endocrinologists, pediatricians, geneticists, ophthalmologists,
hematologists, psychologists, dentists and other specialists.

Conclusions. In the presence of this syndrome (or one of its types), the minimal, mandatory, basic methods of examination are
assessment of joint hypermobility, ECG or ultrasound of the heart, ultrasound of the abdominal organs, vision control. Depending
on the type of disease, targeted consultation of an orthopedist, pediatrician (cardiologist, gastroenterologist, endocrinologist),
ENT specialist is necessary. It is necessary to remember that this syndrome is hereditary and may have a hidden course with an
unexpressed clinic.

Key words: connective tissue dysplasia; family doctor; joint hypermobility; diagnosis; rehabilitation.

BCTYI. Y npoueci 06CTEXEHHA ANTAYOrO0 HaCeeHHs
CiIMEWHI Nikapi CTUKaKTbCS 3 PSAOM CUMNTOMOKOMMJIEKCIB,
AKi CKNaAHO OLHUTU 3 TOYKM 30pY K/1ACUYHOT MELULIMHN.

AHaUli3 OCTaHHIX JaHuX reHeTuKKn, cenekuii, opToneaii,
Gioximii, KapAionorii Ta iHWKX HayK nokasasu, Lo, B OKpe-
MUX BUNAZKax, Mae MiCLie 3ara/lbHOr0 YPaXeHHs CNosy4YHOT
TKaHVHW YCbOro OpPraHiamMy, sika Ma€e CnagkoBy CXW/IbHICTb —
CVYHAPOM NPUPOAKEHOT Ancnaasii cnosryyHol TkaHuHu [1, 2].

MoginsaTe Ha ABI BeNuKi rpynu: andoepeHuiioBaHi Ta
HeandgoepeHLiioBaHi.

[lo nepwoi rpynu HanexaTb cnaakoBi AndepeHuilio-
BaHi XBOpo6bu — cnHgpom Enepca — laHnoca, MapdaHa,
CTiknepa, NnpMpoaXeHnin HeLOCKOHaNnii octeoreHes [2,
3]. Lli xBopo6u TpannseTbCcsa pigko, TOMy BBaXAEMO 3a
JouinbHe po3rsHyTU ApYry FPpyny 3axBOptoBaHb, OCKi/b-
KW NpakTWUYHi nikapi 6yayTb CTUKATUCS 3 HUMWU AOCUTb
yacTo [4, 5].

[pyra rpyna — HegudepeHuiioBaHa gucnaasis cno-
JNIYYHOT TKAHWHK, B @HIIOMOBHIli iTepaTtypi BiH iIMEHYETbCA
MASS-cuHgpomom [6, 7].
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AbpeBiaTypa ckragaeTbcs 3 nepwmx OykB HaiibinbL
OCHOBHMX (DEHOTUMIYHMX O3HaK LibOro cmHapomy. Mitral valve,
Aorta, Skeleton, Skin, TO6TO BMOKPEM/TIOKOTb YOTUPW OCHO-
BHMX CUMMNTOMOKOMMAEKCK (TUnu): 3B’SI3KOBO-CYT1060BWiA,
KICTKOBO-M'S1I30BWiA, WKIPHWIA Ta KapAgiasbHuia. Lli cumnTo-
MOKOMI/IEKCH B KOXHOTO NaLjeHTa MOXYTb NOELHYBaTUCA
B Pi3HMX KOMbGiHauisx [8—10 ].

3B’sI3KOBO-CYI/1060BUii TUM. XapakTepu3lyeTbCSA Haa-
3BMYANHOK PYX/IMBICTIO B Cyrnobax — BESIMKMX NasibliB
Ha KMUCTSX, NMiKTbOBUX, KOMIHHUX cyrnob6ax, xpebTa. Taki
BiAXW/TEHHST HA3MBAKTLCS CMHAPOM TiNnepMOoGiNbLHOCTI Cyr-
no6iB. CTyniHb rinepMoGiNIbHOCTI OLiHIOKTL 3a KpUTEPIMN
P. Beigton: 1) nacvBHMiA 3rvH N’ATOro Nasbus Ha 90 rpaaycis
B 06maBa 60KM; 2) NacuBHWIA 3rMH MEPLLOro Nasibus B OiK
nepegnnivyys Npy 3ruHaHHi B NpoOMeHe3an’sicHomy Cyrio6i;
3) nepepo3rMHaHHA 060X NiIKTbOBMUX CYrn06iB noHag 10
rpagycis; 4) nepepo3rmHaHHst 060X KOMiHHMX Cyr/106iB NoHag,
10 rpagycis; 5) npu Haxwui Bnepes A0/0HAMM TOPKHYTUCS
nigsorn npu goikcoBaHMX KOMiHHMX cyrnobax. Pesynbratu
OLiHIOIOTbCA 3a 9-6a/TbHOK CUCTEMOLD. epepo3rnHaHHs B
0AHOMY 3 CYr/106iB OLHETLCA K OAUH 6an. AKLLO0 3 060X
OOKiB € Nepepo3rMHaHHs, To No Asa 6ann. 3a M'ATuin NyHKT
— 2 banm.

Hopmoto BBaxaeTbcs 1-2 6anu. Jlerka rinepmoo6in.-
HIiCTb — 3-4 6ann. MoGiNbHICTbL CEpeAHbOro CTyneHs — 5-8,
BUpaxeHa (reHepasnizoBaHa) — 9 6anis. Ynm Ginblie 6anis,
TUM Tshkumnin cuHgpom [9, 11, 12]. Lle HeobxiaHO BpaxoBy-
BaTW, OCKIMIbKM HE3Ha4Hi (Pi3NYHi HaBaHTaXKEHHS MOXYTb
CMpPOBOKyBaTU Giflb Yy Cyrnobax, PO3TArHEHHS 3B’sI3KOBOTO
anapaTty cyrno6is, nigBMBUXKU, BUBUXMN. TaknM AiTAM HE06-
XigHO 3a6e3neynTn nosnerweHe pisyHe HaBaHTaXKEHHS B
LUKOAi Ta No6yTi.

KicTKOBO-M’A30BUIA TUMN XapakTepU3yeTbCs Pi3HOMaHIT-
HUMW CTaTMYHMMK gedoopmalismm xpebTa — CKonios, Kihos,
NOpPA03, CNOLLEHHS BUTMHIB XpebTa. HaliuacTile nposisamm
[aHOro BapiaHTy Ha CcTonax € NJ1I0CKOCTONICTb, M/I0CKOBasTb-
rycHa gedhopmalisi cTon, BasibrycHa gedopMalisi BeMKNX
nanbuiB cton [2—8]. Takum AiTsIM He PEKOMEHAYETLCA 3aii-
MaTtucs TakMuMu BuUgamu crnopTy — 6aTtyT, CTpUbKM, Bakka
aT/IeTUKa, TpUBaUUIA Gir, NapallyTHUIA CMOPT, TO6TO Ti BNpaBw,
SIKi 3yMOB/THOHOTb HaAMIPHI HABaHTaXKEHHS Ha cTonn. 3 Mpo-
iNaKTUYHOK METOI BOHW NMOBUHHI KOPUCTYBATKCS OpTOne-
AVNYHMMU yCTiNIKamMu, opToneanyHUM B3YTTSIM, 3MiLHIOBATU
MyCKynaTypy cTton, rominok (JI®K, macax, pisHOMaHiTHI
hiznpouenypu, caHaToOpHe NiKyBaHHS).

CrtaTtunuHi gecopmadii xpebTa nigsaranTs peTesisHoMy
AVCNaHCEepHOMY CMOCTEPEXEHHS, OCKISIbKM BOHU MatoTb
TEeHAEHLII0 00 «3/105KiICHOrO» nepebiry, a came Ao nporpe-
CyBaHHS1 BUKPUB/IEHb 0COGMBO B MiANIiTKOBOMY BiLi (puc.).
Tomy Takux giTeit HeobXiAHO He MeHLIEe OAHOro pasy Ha piK
ornagaTn auTadi opTonean 3 METOK PEHTIeHOMOrNYHOro
KOHTPO/I0 3a CTaHOM XpebTa Ta BYACHOI A0ro Kopekuii.
Komnnekc JIOK, macaxy, guisnpoueayp, PyxoBuii pexnm,
Pi3HOMaHITHI KOPCETU AOMOMOXYTb YTPUMYBATH BiCb XpebTa
Y NPaBU/IbHOMY NOSIOXKEHHI. 3MILIHEHHS MyCKynaTypu Tyly6a
€ FTO/IOBHUM Y CUCTEMI NliKyBaHHSI aHOro TUMy.

CnabkicTb MycKynaTtypy o4eil B Takux AiTei, K/iHIYHO
NPOSIBASETLCA MIiONI€W, aCTUIMaTU3MOM, KOCOOKICTIO,
rinepMeTponieto, HicTarMom, BigwapyBaHHSM CiTKIBKM, Mif-
BMBUXOM Ta BMBMXOM KpuLUTanuka. KoHcynbTalis okynicta
0060B’s13K0Ba, NMpaBW/IbHA KOPEKL,isi 30py OKy/isipamu, Biano-
BifHi BMpaBu AeLL0 A0NOMOXYTb YCYHYTU Taki MposiBu.

LUKipHMIA TUN — XapakTepr3yeTbCA NiABMLLEHO enac-
TUYHICTIO LWKIpW, Ti paHUMICTIO, MHOXVHHUMWU CTPUSMW Ha
Tyny6i 0c06/1MBO B Nepiof, CTaTEBOr0 A03PiBaHHSA, LLIO MOXe
OyTN eN1eMEHTOM rinoTaslaMi4yHOro CMHAPOMY NMy6epTaTHOro
BiKy. HagmipHa enacTuyHiCTb nepeaHbOi YepeBHOI CTIHKMN €
NPUYNHOK BMHUKHEHHST MYMKOBOT KUK, GiNOi NiHii XnBoTa,
naxoBoi, giachparmansHoi [4-13].

CnocTepiraeTbCs CXUMbHICTb A0 PyOLOBaHHSA — Hafd-
MipHa eflaCcTUYHICTb 3yMOB/IIOE YTBOPEHHS PyOLiB; HagMIpHa
€N1aCTUYHICTb BYX, A3MKa.

He3HauHi TpaBMM CNPUYMNHAIOTL CUHSKM, NiALLKIPHI reMa-
TOMMU, L0 3yMOB/IEHO MiABULLEHOK KPUXKICTb CYAUH. TOMY
B TaKMX Maui€EHTIB 4YacTO CMOCTEpirarTbCsi HEMOTMBOBAHI
HOCOBI KpoBOTEYi. MatoTb MicLie aHEBPU3MM CYAUH FO/IOBHOTO
MO3KY, LL|0 € 3arpo30t0 cybapaxHoigasibHUX KPOBOBU/UBIB.

Y 6aTtbKiB Takux Aitei, sik npaBuo, CNocTepiraeTbca
BapuKo3Ha XBOpoOa, L0 NoTpi6HO BpaxoByBaTu Npu Npo-
rHO3yBaHHI PO3BUTKY AiTEN.

KappgianbHuii TMn. 3rigHo 3i CTAaTUCTUYHUMM AAHUXMU,
OXIM'y 80 % noegHyeTLCA 3 NATO/OrIE CepPLIEBO-CYANHHOT
cucteM. 1o HMX Hasexarb CMHAPOM AMCnAasii CrnoyyHol
TkaHuHM cepus (CACTC), saknii BKIKOYAE nposianc MiTpasib-
Horo knanaHa (MMK), nponanc TprkycnigasibHOro kfanaHis
(MNT), aoptansHoro (MA) Ta nereHeBux knanaHis (1K), aHo-
MaU/ibHO pOo3TalloBaHi Xopau Ta iHwe [7-12].

ApPUTMIYHMI CMHAPOM — €KCTPACUCTO/ISA, apuTmis, Mi-
rpauisi BOAisi pUTMy, aTpiOBEHTPUKYISIPHI Ta iHLLI 610Kaaw.
PekomeHaaL,ii kapaionora € HaA3BMYANHO LiiHHMM, NOTPiGHe
[OVHaMiYyHe CMoCTEPEeXEeHHS 3a CTaHOM Takoro MaJsltoka.

Psig cumnToMmiB, Siki HE BpaxoBaHi aHUMK Tunamu, ane
BOHW 4acTo crnocTepiratoTbes. MoHag 70 % Takux nauieHTiB
XBOPIE Ha AMCKiHE3i0 KOBYOBUAI/TbHOT cucTemMU. Bicuepasb-
HWIA CUHOPOM — HepPONTO3, ANCTONIS HAUPKKU, NTO3 OpraHiB

Puc. S-nogi6bHunii rpygononepekoBuii CKOMIO3 Ha I'pyHTI
HeandgepeHujiioBaHoi gucnnasii cnony4yHoi TkaHuHn (MASS-
CUHAPOM).
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YepeBHOI MOPOXHMHK, AyOoAeHasIbHOracTpasibHi Ta racTpo-
e3acharasibHi pediitokcKn, AMBEPTUKYNIN CTPABOXOAY, KU
fiacpparmuy, NTO3 cTaTeBUX OpraHiB y XiHok [4—10]. Tomy
CBOEYACHA KOHCYNbTalisi racTpoeHTeposiora, Hedposiora,
riHekosiora A0NOMOXYTb MPaBW/IbHO CKIACTU NJiaH peaoisi-
Tauji Ta NiKyBaHHS TaKkMX NaLji€HTIB.

Ba)x/IMBOIO CK/1a[0BOI [AHOT0 CUHAPOMY € NMCUXO-HEB-
ponoriyHi nposeu. Aenpecii, inoxoHapia (gucmopdoobis),
TPUBOXHI DOGIUHI po3naan, HepBoBa aHepekcis. Taki Bif-
XWIEHHS B CTaHi 340pOB’St AUTVHN 3YMOB/OIOTb €MOLiiHY
HeCTabI/IbHICTb, NECMMI3M; 3HWKEHHS CoLia/IbHOT aganTadi,
SIKOCTI XXUTTS, COLia/IbHOT akTUBHOCTI 0CO6/IMBO B MO/1040MY
i nigniTkoBoMy BiLi [5—11].

KomnnekcHa mixaucuunniiHapHa peab6initauis nosu-
HHa BpaxoByBaTW Taki OCHOBHi eniemeHTu. 1. MpaBuibHa
npodgoeciiiHa opieHTauis. Mpu nerknx dopmax ACT gitn Ta
nigliTkKN MOXyTb B6YTW apTUCTaMM UUPKY, akpobaTamu, TaH-
LiBHMKamu, 6aneprHamu, e HeobxigHa HaaMipHa rHYYKIiCTb,
enactnyHicTb. Mpu Tsxxkux dpopmax ACIM iHBanigusauis
HEeBIABOPOTHa, 0CO6/IMBO NMpu CunoBMx Bnpasax. 2. MNpu
NIaHOBMX onepavuiiHnX BTPYYaHHsSIX HE0OXiZAHO BpaxoByBaTu
Te, WO MatoTb MiCLle CXU/bHICTb [0 KPOBOTEY i TPyAHOLL 3
NPOLUMBaHHA CyauH (remocTaTuyHa Tepanis ackopb6iHoBa
Kucnota, AVUiHOH (eTamsinar), aHTUdibpuHoONITUKKM). EKCT-
peHa remocTatuyHa Tepanis — TpaHcgy3is TPoMOOoLMTIB,
npenapartun VIl dpaktopa, eputpomaca. Yacto crnocrepira-
E€TbCA PO3XOKEHHS aHACTOMO3IB KMLLIEYHMKA, MOoraHe 3arok-
BaHHS paH, NOBTOPHE PO3XOMKEHHS Nic/IsonepavinHmX LWBIB.
3. AncnaHcepHe CnoCTEPEXEHHSA MOBMHHO OXOMJ/IOBATU
TakMx OCHOBHMX CreujasicTiB 3a/1eXHo Big nposisie ACI:
Kapgionora, racTpoeHTeposora, optoneza, Xipypra, gepma-
TONora HeBponarosora, ncuxosora, ogpTasibmosiora [2—12].
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