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ABTOpPamMu onucaHo KiHIYHUM BUNaAo0K 3axXBOPIOBAHHS HeANdepeHLiio-
BaHo0 avicrinasieto crnoay4Hoi tkanuHy (HACT) y aiB4uHmM Bikom 19 po-
KiB. Taka gucriiasis MoxXe MaTtyv cragkoBy npupoay (4YacTille 3 03Haka-

KniouoBi cnoBa:

HeangepeHuirioBaHa gucrnaasis
Cr10J1y4HOI TKaHWHW, npoJiarc
MITPasIbHOro KnarnaHa, KJiiHiYHUi

BUNaaok, AlarHoCcTuKa.

MU ayTOCOMHO-AOMIHaHTHOro Tury ycnaakyBaHHs1). HACT aiarHOCTyETb-
Cs1 04, KO y nauieHTiB Habip reHeTUYHUX 03HaK He BK1aAAEThCS B XXOAHE
i3 A epeHLirioBaHnX 3aXBOPOBAHb CriOJ1yYHOI TKaHVHW. Lis naTtonoris no-
LUMPEeHa AOCTaTHbLO LLMPOKO, asne aikapsiMu 4iarHOCTYETbCS AOCUTb PIAKO.
Ha ii ocHOBI pOpMYyIOTbCS PIBHOMAHITHI XPOHIYHI 3aXBOPIOBaHHS. Hasene-
HO AeTaslbHU KJIHIYHWV ONUC BUNaaky, 1abopaTopHi 1a iIHCTPYMEHTa IbHI
AaHi, MOMWJIKW Ta LLITSX 0 MpaBuiIbHOI 4iarHOCTUKY LibOIro 3axXBOPIOBAHHS.
lNpoBeneHo angepeHUiiHy iarHOCTUKY 3 IHLUMMU ONCTIIa3IsIMU CroJ1y4HOI

TKaHWUHW Ta XPOHIYHOIO PEBMATUYHOKO XBOpOﬁOiO cepus.

pyna cnagkoBKX 3axBOPIOBaHb CMOJTYYHOI TKAHW-
HU1 (CT) BMBYEHa HEAOCTATHLO, BHACAIAOK HOro'y peBmMa-
TOoMoriB, TepanesTiB, CiIMEVHKX JikapiB BiA3HA4al0TbCS
CYTTEBI AiarHOCTUYHI TpyAHoLLI. [1po ue CBioYnTbL HLX-
YyeHaBeOeHUM KNiHIYHMM BUNnagok. Ha cborogHi cnocre-
piraeTbCs HEBIANOBIOHICTb Y TEPMIHONOTII, WO 3HAYHO
YCKNaZHIOE poboTy nikaps. Ak BiodHadvae T.l. Kagypi-
Ha [2], cnazkoBi konareHonartii abo 30BCiM He ajarHoc-
TylOTbCSl, aD0 Nikapi Ha3MBaIOTb iX TAKUMU 3arasibHUMU
MOHATTAMMU, SK: «ANCNNA3Ia (AMCNIasis — NOPyLUEHHS
PO3BUTKY OpraHiB i TKAHMH B eMOpiOHaNIbHUI | NOCTHA-
TaslbHWIA Nepioam) CrosTyYHOT TKAHVHW», «BPOKEHA Me-
3eHXiMasibHa HeJOCTaTHICTb>». 3aMiCTb TEPMiHA «Heau-
depeHuioBaHa aucnnasis cnoayyHoi TkaHuHm (HACT)»
(Tabn. 1) nikapi BAKOPUCTOBYIOTb TAKOX HE 30BCiM KO-
PEKTHI: «CNabKiCTb CMOMYYHOI TKAHWHW», «CUHAPOM CIMO-
JIYHHOTKa@HMHHOI ancnnagii», «reHepanidoBaHa gucnna-
3is1 CNOMYYHOT TKAHUHW», «CMOJIYYHOTKaHWUHHA Ancnna-
3ia 3i 3MilaHM GeHOoTUNOM». HEKOPEKTHO, Ha AYMKY
aBTOpa, rOBOPUTU TaKOX MPO «i30/IbOBAHY CMOJy4HO-

TKQHWUHHY OMCMNIagito», OCKiNbKM B BiNbLLIOCTI BUNaakKis
y NaueHTIB CnocTepiratoTbCs Pi3HOMAHITHI O3HaKM re-
HepanizoBaHOro AedekTy Cnoy4HOI TKAHUHN.

Y nauieHTiB 3i cnagkoBMMM KonareHonaTiaMm Big-
3Ha4aTb NOMIMOPPI3M KIiHIKO-MOP@ONOriYHNX NO-
pyLleHb [8]. YpaxeHHs1 Nnpu3BOANTb 40 3MiH 3 BOKy
BHYTPILLHIX OPraHiB i CUICTEM, PO3BUTKY XPOHI4YHMX 3a-
XBOPIOBaHb, TOOTO BUHUKHEHHS aCOLiA0BaHOI NaTomno-
rii. Y 1999 p. B Omcbky (Pocincbka depnepauis) dyna
npunHaTa knacudikauida, 3rigHo 3 9K00 Cnaakosi 3a-
XBOPIOBAHHS CAOTYYHOI TKAHUHM MOAINAI0Tb HA ande-
pPEeHLioBaHy AMcnnasito cnonyyHoi Tkanmdn (OACT)
Ta HOCT. ix kopoTka xapaktepuctuka [2, 3, 4, 14, 18]
HaBepgeHa B Tabsn. 1.

HanyuacTiwi kniHiko-Mop@gOonorivyHi Ta BicUugpasibHi
MOPYLLEHHS, SKi CNOCTepiraloTbCHa y XBOpUX 3i cnaa-
KoBMMK KonareHonatiamu [1, 2, 7, 10-18], HaBene-
Hi B Tabn. 2.

HanuacTtiwe HOCT y kniHiui npeactaBneHa TpbomMa
deHoTunamu [2] (Tabn. 3).

TaOnuus 1

BiamiTHa xapakTepucTuka CnoNyyHOTKaHUHHMX Aucnnasin

AACT

HACT

XapakTepumayloTbCs NEBHUM TUMOM YCNAAKYBaHHS, YITKO BU3HAYEHOLO KNiHIYHOIO KAPTMHOI0, BCTAHOBNEHUMU (B psgy
BMNAAKiB) reHHuMm abo BioxiMiyHumm gedekramu. Haiibinbiy BigoMumm B Uil rpyni € cusapom Mapdana, Enepca —
[awHnoca, Anbnopra, He3aBepLueHnin ocTeoreHe3. O4eBUAHO, WO B NOAANbBLIOMY FPyna CNafkoBO 3YMOBEHUX KONa-
reHonarii byze po3wupioBaTucs

[iarHoCTyl0ThCS TOAI, KOMM Y NALIEHTIB HAbip reHETUYHMX 03HAK He BKNAAAETbCS B XOAHE i3 AudepeHLIiioBaHuX 3a-
XBOPIOBaHb. Ll natonoris nowmpexa foctathbo winpoko. HACT — He eanHa HO30M10riYHa OAMHULSA, @ FTEHETUYHO re-
TeporeHHa rpyna. Ha ii ocHoBi GOpMyIOTbCS PI3BHOMaHITHI XPOHiYHI 3axBopioBaHH. Lii gucnnasii MoxyTb MaTtu cnag-
KOBY NpMpoLy (4acTille 3 03Hakamu ayTOCOMHO-LOMiHAHTHOrO TUNY ycnazakyBaHHs). IcHytoTs HOCT HabyToro rexesy,
{0 BUHWKAIOTb B PE3yNbTaTi BNAMBY PI3HOMAHITHUX GaKTOpIiB HA ML, BUKAMKAIOYN MOPYLIEHHS HOPMANbHOTO eMO6-
pioreHe3y ab0 NeBHY reHETUYHY CXUIbHICTb. Y NaLieHTiB Liei rpynu BUSIBASIOTb HECNPUATANBIIA Nepedir paHHbOro
BHYTPILUHLOYTPOOHOrO NEPioAy (3axBOPIOBAHHS MaTepi B | TPMMECTp BariTHOCTI, 3aCTOCYBaHHS Nikapcbkux 3aco6is,
BM/IMB LIKIAAMBUX NPOdECiiiHNX PpakTopis). BuueHHs cnagkoBoro aHamHe3y B rpyni HACT BusiBnsie nigguLLeHy yacTo-
Ty B CiM’AX TakuxX 3aXBOPIOBaHb, AK: OCTEOXOHAPO3, 0CTE0APTPO3, PEBMATU3M, BAPUKO3HE PO3LIMPEHHS BEH, FEMOPON
Ta iH. 30BHiLLHI GEHOTUNOBI 03HAKM ANCNNA3ii NOEAHYIOTbCS 3 AUCHYHKLIIEI BEreTaTMBHOI HepPBOBOI cucTemn. Moxe
CrnocTepiratucs i301b0BaHa AUCNNA3ia 0LHOI0 YM KiNbKOX OPraHis, i307b0BaHa A1CNA3ia 3 ypaxeHHsM OfHOro opra-
Ha 6€3 30BHiLLHIX CNeLMPiyHMX 03HAK
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Tabnuug 2

HaivacTiwi kniHiko-mopdonoriyHi Ta BicLlepanbHi NOPYLLEHHS, L0 CNOCTEPiraloTbCs y XBOPUX 3i CNaAKOBUMM KOJIareHonaTiamm

Cuctemu opraHiamy

MoXnuBi NnopyLUIEeHHS

®i3nyHuii po3suTok
Lkipa

HirTi

Bonoccs

3y6bu

ByLuHi pakoBuHM
OpraHu 30py

M’q30Ba cuctema

CkeneTHi aHomanii

KicTkoBO-xpsLLOBi gucnnasii

HepsoBa cuctema

Cuctema KpoBi
JIOP-opraHm
CepLeBo-CyanHHa cuctema

OpraHu auxaHHs

LLInyHKkOBO-KNLLIKOBUIA TPAKT

CeyoBuginbHa cuctema
PenpoaykTuBHa cucrema

Kniniko-MopdgonoriyHi BigxuneHHs
lMopywweHHs Gi3nyHOro po3BUTKY B AUTAYOMY Ta MIANITKOBOMY BiLli. ACTEHIYHA KOHCTUTYLS, fediunT mac Tina
HixHa, okcamnToBa; KenoifgHi pybui nicns TpaeM, onepaTUBHUX BTPYYaHb, BaKLMHALLIN, NepeHeceHnx iHpeKLiiHNX XBO-
po6; GpopMyBaHHS NCEBAONYXJMHHUX YTBOPEHb; BUTOHYEHHS MiALIKIPHOrO LWapy; BiflCYTHICTb CTPIi Nicns BariTHOCTI; B'ANiCTb,
€N1aCTUYHICTb; CUMNTOM «CUTapPETHOr0 nanepy»; reMopariyHi NPosiBx; BapUKO3HE PO3LUMPEHHS BEH
Kpunxki, po3LiennionTbes Ha NIACTUHKK, 3 AiNSHKAMM BOTHULLEBOI annasii, aHOHiXisl, NaxioHixiq, NeKoHixis
ToHKe, KpuxKke, Tyckne, AiNsHKk anonewii abo rinotTpuxosy
MikpoaHomanii: rinoAeHTid, NnapafoHTO3, KapieC, MIKDOAEHTU3M, ONIrOAEHTIs, TPEMU
M’ski, 3BepTaloThCsl B TPYOOUKY; BiABMACHA MOYKA
Mionig, rinepmeTponis, acTurMatuam, nopyleHHs pedpakLii, AMCTONiS KPULITANNUKA; BifLAPYBAHHS CITKIBKW; [lereHepaTuBHi
3MiHIM OYHOrO IHA; MAKPOKOPHEA, NN0CKa POriBKa; ipuaoAoHe3 paitfyxHoi 06010HKM; cTadinoma; GnakutHi cknepu
MopyLweHHs cTatypu; annasisi, aTpodis; Aiactad M’a3iB; KUIeBi BANMHAHHSA; FiNOTOHiS M’A3iB; aTOHis; 36inblueHHs obcsry na-
CUBHMX pyXiB
Mom0BXeHHs Ta BUTOHYEHHS KiHLIBOK; Aedopmalii rpyaHoi Knitku, xpebTa, KiHUiBOK; pi3Hi KiCTKOBO-XPALLOBI Aucnnasii; nato-
norisi xpe6Ta (ckonios, ki 03, Nopao3, NpsiMa CrMHa); NaToNoris KiHLiBOK — apaxHOAaKTuUNis, rinepMobinbHicTb cyrnobis, ae-
dbopmaLis Ta BUKPUBIEHHS KIHLIBOK (BanbrycHa Ta BapycHa aedopmalia); aedpopmadis cton (KiHCbka, n’TKOBa, €KBIHOBaJIb-
ryCHa, eKBIHOBAPYCHa, N10CKa, NIOCKOBANbIyCHA, kaNbKaHeoBaNbryCHa, kanbkaHeoBapycHa); NI0CKOCTONICTb (MO340BXHS
Ta MONepeyHa); Cnoay4YeHHs nonepeyHoi nnockoctonocTi 3 hallus valgus Ta «HatonTuwamm»
Eni-, meTadisapHi, disapHi, cnongunoenimetadisapHi; ykOpOYEHHS ACTANbHNX BiAAINIB HUXHIX KIHLIBOK (akpomenis), ce-
penHix BiaAinia (Me3omenis) i npoOKCUManbHUX (pu3omenis)

BicuepanbHi nopyuweHHs

BeretocyanHHa AUCTOHIS, BPOLXEHI ManbdopmaLii CyanH ron0BHOr0 MO3KY, reMikpaHisi, eHypes3, MiaTOHIYHUIA CUHAPOM
['emornobiHonartis, TpoMOOLUMTONATIA, MiABNLLEHA KPOBOTOYMBICTb
HelipoceHcopHa TyroByxicTb, 0TOCKNEPO3
lponancu knanaHie, XMbHi XOpAK, PO3LIMPEHHS KOPEHS A0PTK Ta NIeTeHeBOI apTepii, AMCTONis naninspHux M’93i8, apTepiab-
Hi, BEHO3Hi Ta 3MillaHi aHriogmcnnasii, aHeBpU3Mm CyanH cepus, CyaAuH CepeiHboro Ta ApibHoro kanidpy, nopyLieHHs cep-
LIeBOr0 pUTMY Ta NPOBIZHOCTI, BEr€TOCYANHHA ANCTOHIN, HEAOCTATHICTb KNanaHiB BEH HKHIX KiHLiBOK, BAPUKO3HE PO3LUN-
PEHHS BEH Ta iH.
BpomxeHi TpaxeobpoHxomerania Ta TpaxeobpoHxomansiis; 6poHxoekTatuyHa emoizema Jlewke; Binbsimca — Kemnbena; ri-
nonnasis IereHi; aHomanis noginy 6POHXiaNbHOro AEPEeBa; PeLUANBYI0Yi aTeNeKTa3u NereHb; inionaTuyHNiA CIOHTAHHUI
MHEBMOTOPAKC Ta iH.
E3o0dariT; XpoHiyHuii racTpuT, L0 CYNpOBOAXYETLCS lyOAEHOracTpanbHuM, ractpoesodareansHum pediokcoM i xenikobak-
TEPHOIO iHEKLIEID; raCTPONTO3; NAHKPEATU3M; ANCKIHE3is XOBYOBUBILHNX LASXIB; GYHKLIOHANbHI TA aHATOMIYHI AepeKTu
XOBYHOTO Mixypa (MembpaHu, neperuHu); CUHLPOM NOAPA3HEHOT TOBCTOI KULIKM; MErakosoH, AONIXOCUTMa Ta iH.
HedponTos, atonis Yawe4H0-MUCKOBOI CUCTEMU, MOABOEHHS HUPOK Ta/4n CEYOBUAINLHOT CUCTEMU, MPOTETHYPIS
AHoManii po3BnTKY Ta PO3TallyBaHHs CTAaTEBMX OPraHiB; ONYLLEHHS MaTKM Ta NiXBK; 3aTpuMKa GOPMYBaHHS BTOPUHHMX CTaTe-
BMX 03HAK; I0BEHINbHI MATKOBI KDOBOTEYI; BUKMAHI, NepefyacHi nonory; BapukoLene

Haii6inbw Binomi peHotunu HACT

Ta6nuus 4
MeToaum, sKi BUKOPMCTOBYIOTb Npu AiarHocTuui AACT

Tabnuus 3

®denorunn HACT

i ix iHpopmaTuBHicTb

ix kopoTka xapakTepucTuka

MapdaHnoigHnii

MASS-nogj6Huit

Enepconogibnuii

[NoenHyloTbCa 03HaKM reHepaniaoBaHoi aucnnasii
CMOMYYHOI TKAHWHU 3 aCTEHIYHOI0 CTATYPOIO, AONIX0-
CTEHOMENI€I0, apaxHOAAKTUNIEID, YPAXEHHAM KnanaH-
HOro anapary cepus (aopTu), NOPYLIEHHSM 30py
HasiBHi 03HakM reHepaniaoBaHoro ypaxeHHs cno-
NYYHOT TKAHWHW, NOPYLLEHHS 3 BOKY cepus (YacTiwe
nponabyBaHHs CTYNOK KnanaHie), CKeneTHi aHomanii,
LUKipHi 3MiHW (BUTOHYEHHS!, fingHku cy6atpodii)
[ToeaHy0TbCS 03HaKM reHepani3oBaHoi aucnnasii
CMOJTY4HOI TKAHWUHM 3 TEHAEHLIEI0 A0 rinepenactuny-
HOCTI LKipw Ta rinepmMobinbHicTio cyrnobis

YnbtpacoHorpadis  [103BONSIE BUSBUTK CTPYKTYPHO-DYHKLIOHANbHI 0CO-
6nuBocTi 3 60Ky CepLeBo-CyanHHOI, renatobiniapHoi
Ta CEY0BUAINbHOI CUCTEM

3acTOCOBYIOTb A1 BUSIBNIEHHS NATONOTii IEreHb,
0MOPHO-PYX0BOr0 anapary, WAyHKOBO-KNLIKOBOrO
TPaKTy, CE40BUAINBHOI CUCTEMM

BusiBnStoTb NOPYLEHHS pUTMY | NPOBIAHOCTI

PentreHorpadiy-

Hi METOAN Aochi-
IKEHHS!

EKT, enektpodisio-
NOTiYHi MeTOAN
ExoKTl BusiBnsie aHomanii 6yoBn cepLeBux KnanaHis, ne-
PETUHOK, NaninsgpHux M’a3iB, xopa, — T06T0 Apib-
Hi CTPYKTYPHi aHOManii cepus, a Takox BPOAXEHi

3a3HaueHi peHotunu HOCT noTpibHO Bimobpaxa-

Bajy cepus

CneuianbHi reHe-  Bu3HayeHHS NEPBMHHOTO FrEHETUYHOTO AedekTy,

™M Npu GOPMYJIIOBAHHI KNiHIYHOrro giarHo3y. B Hboro
TaKoX HeoOXiAHO BKJIOYATU XPOHIYHY NaTosorito, aco-
LinOBaHy 3 YpaXeHHAM CNoJly4HOT TKAHUHW, OCKIJIbKN
BOHa € BigoOpaXKeHHsAM EAMHOI0 eTionaToreHeTUYHO-
ro npouecy. Y 38’A3Ky 3 TUM, L0 Npu 6aratb0ox 3axBo-
PIOBAHHAX CMOJTY4HOT TKAHWH CMOCTEPIraeTbCsa cxoxa
KNiHIYHa cumMnTOMaTuKa, ix AndepeHuitoBaTm Haa3B U -
YarHo Baxxko. MeTou, siki 3aCTOCOBYIOTb AJ151 [iiarHOC-
Tnkm JACT, HaBeneHi B Tadn. 4.

Y 8—-10% nauieHTiB 3i CTPYKTYPHUMM aHOManisiMy BU-
ABNAIOTbL AedeKTN MiXXNepeacepHOI Ta MiXKLLTYHOUKO-
BOi MEPETUHOK, CTEHO3 a0PTaJIbHOIO i IErEHEBOr0O KNa-

TWUYHI JOCTIIXEHHS  3MiH aMiHOKMCNOTHOI NOC/iA0BHOCTI

naHis [5]. MNpwv exokapaiorpadii y XBOPUX BUABASIOTb aHO-
Manii: MOOAMHOKI Ta MHOXWHHI YTBOPEHHS, abepaHTHi
XOPAW NiBOIrO LLNYHOYKA, NOOOBXEHHS NanifNsapHUX XOPA,
nponabyBaHHS aTPIOBEHTPUKYSIPHUX KilanaHiB, MiKCO-
MaTo3Hy [ereHepaLitio MiTpanbHOro knanaHa, aHoma-
Nit0 PO3BUTKY a0PTaNbHOMO KnanaHa, aHeBp3MaTuyHe
BMN’auyBaHHS [6]. Hepigko (3) y XBOpux 3i CNaakoBu-
MW OMCnnasisMmn BUSIBNIAIOTb apTepianbHy rinepTeHsito
(Al [2, 9 ]. Oo npuymH Ti pO3BUTKY BiAHOCSATb rinepka-
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TexonamiHeMito, 36iNbLLEHY KiNTbKICTb aApEHEPriYHUX pe-
LLenTopiB, NiABMLLEHY YYTNMBICTb CTIHKN CYAMH 0O aape-
HepriyHoi cTUMynALji, nocnabneHHs BNAVBY NapacmmMna-
TUYHOI HEPBOBOI CUCTEMMU; HAABHICTb aHOMaJTIN PO3BUTKY
HUPOK (MMCOK, CEYOBOAIB), HEDPONTOIY 3 PO3BUTKOM MMi-
€noHedpUTy i rinpoHedpPo3y; CTEHOIYBAHHS HUPKOBUX
apTepii BHaCcNiAOK HENMOBHOLHHOCTI CTPYKTYPW iX CTIHOK.
3a I0MiHYHOHOIO KJTIHIKOK YpaXXeHHS 04HOro opraHa
He 3aBXau Nikapto BAAETbCH PO3Ni3HATV CUCTEMHY Na-
Tonorito. Mlomy cnig, BpaxoByBaTtH, LLO NEPBUHHUI MPO-
nanc mitpaneHoro knanaHa (NMMK) He 3aBxau € i30/1b0-
BaHO0 aHomarieto cepud [11, 12]. JloaaTkosi ppemiH-
remMcbki kputepii (1986) nepsmnHHoro NMK, a TouHiwe
«cmHgpom MNMMK», Bko4aloTb Taki gBuLLA, SK: 3MEH-
LLIEHHSI MacWu Tina, aCTeHiYHY KOHCTUTYLLIIO, 3HUXKEHHS
apTtepianbHOro Tucky (AT), 03Hakm ANCANACTUYHOIO
PO3BUTKY, Mai pO3Mipun cepus, BUOYXaHHS (PEHTIEHO-
rpadiyHo) oyr nereHeBoi apTepii. MK Takox BxoauTb
Y CUMNTOMOKOMIMJIEKC TakMX CNaaKoBUX CUHOPOMIB, 5K
Enepca — JaHnnoca, MapdaHa, 4acTo € CknagoBolo
yactmHoto HACT. BeaxaeTbcs, wo NMK ycnagkosy-
€TbCS 32 ayTOCOMHO-A0MIHAHTHUM TUMOM CUHTE3Y KO-
nareHy. BcTaHOBMEHO reH ayTOCOMHO-A0MIHAHTHOIrO
mikcomaTo3Horo NMK, nokanizoBaHOro y XxpoMoCOMi
16p 11.2-12.1. Npwn NMMK cnocTepiraeTbCs ronoBHUM
Oinb, Taxikapaia, kapaianria, NpecuHKonasnbHi CTaHW,
naHivyHi atakn, 3aguLika, enisognyHa rinoToHia. Nigsu-
LLLYETbCS PU3NK BUHWUKHEHHS MOTEHLiaIbHO Hebe3ney-
HUX apuTMii, TpoMmbembonii, iHdeKUitHOro eHaokap-
anTy, pantoBoi cMmepTi. Y xBopux i3 NMMK Hepigko Bu-
ABNSAIOTb NOPYLIEHHS PI3NYHOro PO3BUTKY, BILZHOCHE
BUOOBXEHHS BEPXHIX KiHLiBOK, FMNOTOHIO M’A3iB, NO-
PYLUEHHS 30pY, AedopMalLLito rpyaHOT KNiTKU, EKCKaBa-
uito rpyamHn, BTpaty disionoriyHoro Kidho3y rpyaHoro
Biooiny xpebTta, ckonios, popMyBaHHA rpux LLmopns,
PaHHBbOrO OCTEOXOHAPO3Y, OCTEAPTPO3Y TaA iH.

Hasoanmo Bunagok giarHoctukv HACT y HaLuivi
KJTIHIL.

MaujeHtka C., xiHka, 19 pokiB, CTy4EeHTKa, 3BEPHY-
nacb y peBmartosorivyHe BigaineHHsa KMiBCbkoi MiCbKOi
KniHiyHOI nikapHi N2 6 23.05.13 p. 3i ckapramu Ha Ginb
y cyrnobax HUXHIX KiHLiBOK, KOMIHHUX, FTOMIIKOBOC-
TOMHWUX, SKi NOCUIOIOTBLCS NPU pyxax, NnepiognyHunii
cyodpubpunitet. LdiarHo3 npw rocnitanizadii: Peak-
TUBHUI apTpUT. XPOHiYHa peBMaTu4Ha XBopoba cep-
us, | cT. aKTUBHOCTI, HE3HA4YHA aopTalibHa HeaocTaT-
HICTb, MPOsIanc MiTPasbHOrO KjanaHa 3 He3Ha4yHo
MiTpasibHOO HeOCTaTHICTIO | CT. cepuesBa HegocTaT-
HicTb (CH) |. Bakmo4Huii fiarHO3: XPOHIYHA pEBMATUY-
Ha xBopoba cepugd, | CT. aKTMBHOCTI, HE3HAYHa aop-
TanbHa HEOOCTATHICTb, MPOAANc MiTPasbHOro Knana-
Ha 3 HE3HAYHOIO MiTpasnbHOI HegocTaTHicTio | cT. CH .
OcTeoapTpo3, NoaiocTeoapTPO3 3 ypaxkeHHsam apio-
HUX i BENIMKNX CYrNoBiB — KONIHHUX, PEHTreHonoriyHa
ctagia ll, roMinKoBOCTOMHMX Ta CTOM, PEHTIEHONOr Y-
Ha cTagisa |, PpyHKUioHanbHa HeJoCTaTHICTL cyrnobis
(PHC) I. NonepeyHa NI0CKOCTOMNICTb 060X CTOM. Xa-
noc-sapym. CevoconboBuii giates. Ypukoaypis. Bys-
NIOBUI 300. ACTEHOHEBPOTMYHUIN CUHAPOM. Beretocy-
OVHHa aMcToHia (BC/) 3a 3amillaHum TUNoM.

PaHilwie cnocTepiranacsa negiatpamum 3 npueoay 3a-
TPUMKM Pi3NYHOrO Ta CTaTEBOro PO3BUTKY. HacTo XBO-

pina aHrinamn. Bnepuie B 2010 p. 6yna rocnitanisoba-
Ha B peBMAaTOJIONYHE BiaaiNeHHs 3 AiarHO30M XPOHiy-
Ha peBMaTnyHa xBopoba cepus. 3a nepion, A0 TPaBHs
2013 p. 6yno 3gincHeHo 4 rocnitanizawii 3 um gjarHo-
30M. Y 2012 p. 6yna npoBeaeHa TOH3UIEKTOMIS 3 Npu-
BOJY XPOHI4YHOIr0 TOH3UAITY. MNpn 06’€eKTMBHOMY AOCHi-
[DKEHHI: y XBOpOi 3picT— 165 cm, maca Tina — 65 kr.
3aranbHuii cTaH 3a40BiNbHUI, NOBeAiHKa aaekBaTHa,
KOHCTUTYLLS acTeHiYHa. PO3BUTOK MiALLKIPHO-XNPO-
BOi KNITKOBMHM 3a40BiNbHUN. LLIKipa 3BMYarHOro Ko-
NbOpYy, cyxa, Typrop ii 3HmxeHnin. CnmaoBa 060N0HKa
onipa. MNMepudepnyHi nimpoBy3nu He 30iNbLUEHI, MO-
JIOYHI 3251031 He 3MiHEHI, WMToBMaHa 3as03a 306ib-
LeHa. Y nereHsx ouxaHHs Be3VKyNspHe, NepKyTOPHUN
3BYK niereHesuii. Mexi cepus B Hopwmi. [pwu ayckynbTa-
Lii Ha BepXiBLyi BUCTYXOBYETbCH CUCTONIYHUIA Wwym. AT
120/70 mm pT. cT., HCC 80 ya./xB. OpraHun TpaBneH-
HS: NMigHEeOIHHA roTUYHe, 3iB HOPMasbHUIN. A3KK BOO-
rmi. XXueit npun nanbnadji 6e36onicHnii, popma 3BU-
yainHa. MNediHka He 36inbLueHa. CenesiHka He nanbny-
eTbcsl. CumnTom MacTepHaupkoro HeratMBHUIM 3 060X
6okiB. BUNopoxHeHHs: NpoHociB, 3anopis Hemae. Cy-
r11006mM KONiHHi, FOMINIKOBOCTOMHI 30BHi He 3MiHeHi. [Manb-
Ui HIr NOA0BXEHi, CTOMM WKMPOKI, NIOCKI (mnonepeyHa
MI0CKOCTONICTb).

Pesynbtat 1abopaTtopHUX Ta IHCTPYMEHTa/IbHUX
J10CJ1iIXKEHb!

3aranbHuii aHania kposi (27.05.2013 p.): remMornobin
138 r/n, eputpounTn 4,2 -10'2/n, TpomooLUMTN 212 - 10%/n,
nevikoumtn 7,9 - 109/n, LUOE 18 mm/rog, HenTpodinm
cermeHTosaepHi — 68%, nimdountn — 27%, MOHOUM-
™ — 5,6%. Y 3aranbHOMy aHani3i cedi NaTonoriyHmnx Big-
XWJIEHb HE BUSIBSIEHO. Y BiOXiMIYHOMY aHari3i KpOBi BUSIB-
NeHo: 6inok — 78 r/n, ceqoBnHa — 4,6 MMOb/N, XONec-
TepuH 3aranbHuin — 4,0 MMOnb/N, 3aranbHnii GinipyobiH
nigBULLEHMIN 00 28 MKMOJb/J (3a paxyHOK HEMNPAMOro —
21,3). ®ibpuHoreH — 3,2 r/n, CPB (-), P® (-), AnAT —
0,45 op/n, ACAT — 0,41 on/n, ACJIO (-). IHLWIi noka3Hu-
KW, Y TOMY 4ncii 6ioXiMidHi, HE3MIHEHI.

EKTI: Big 26.04.2013 p.: HecneumndiyHi nopyLueH-
He B/wWw npoeigHocTi. EKT Big 23.05.2013 p.: Nepen-
cepaHuii putMm. Cungpom JlayHa — MaHoHra — JleBi-
He. O3Haku rinepTpodii NiBOro LWyHOuKa.

PeHTtreHorpadis koniHHux cyrno6is 06.10.2010 p.:
CTPYKTYypa KiCTOK HE 3MiHeHa. KOHTypwu iX YiTKi, pPiBHi.
PentreHorpadia kuctewn i cton Big, 08.05.13 p.: OcTteo-
Nnopo3 cyrnoboBux KiCTOK. HepiBHOMIpHE 3BY>XXEHHS MidK-
cyrno6oBuX LWiNMH, OpibHi KiCTONOAiIOHI NPOCBITNEHHS,
NMOMIPpHUI CyOXOHAPaNbHWUIA CKNepo3. PeHTreHorpadia
KOniHHMX cyrno6is Big 06.06.2013 p.: B1UcoTa cyrnobo-
BOi LLLIIMHN HEPIBHOMIPHO 3BYXXEHA Ha 2. YLLiNIbHEHHS
3aMUKaloYMX MIacTUHOK. 3aroCTPEHHS MiXXKBUPOCTKO-
BUX MigBuLleHb. BucHoBok: dedopmytounin octeoap-
Tpo3 Il cT. KoniHHMX cyrnobiB. PeHTreHorpadgisa ctoniro-
MifIKOBO-CTynHeBuX cyrno6is Big 07.06.2013 p.: BucoTta
cyrno6osux WwinuH B MAOC, MPC cton i rominkosocTon-
HUX CyrnobiB 3HMXeHa Ha Y2. YLLiINbHEHHST 3aMUKAKOHNX
MAaCcTUHOK. [MoMipHMIA 0CTEONOPO3 KICTOK CTOM. BUCHO-
BoK: Jedopmytounii octeoapTpos Il cT. cTon i rominko-
BOCTOMHUX CYrnooiB.

ExoKTI B auHamiui: 15.10.2010 p.: Mponanc miTpasnb-
HOro KfanaHa, MaCuBHE NOAOBXEHHA NepeaHbOi CTyI-
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Kn. HegocTaTHICTb MITPanbHOMO Ta a0pTa/ibHOIO KJiana-
HiB. ExoKI Big 19.06.12 p. MiTpanbHuin KnanaH: peryp-
ritauis | cT., iGpo3 KpaiB CTYNOK; a0pTaNbHUIA KNanaH:
rpaaieHT 10,8 MM pT. CT., perypriTauis MiHimanbHa, no-
MipHUIA PiBPO3; TPUKYCMiAANBHWUIA KnanaH: perypritais
MiHiMaJibHa, Npoanc. IHLWi NOKa3HMKM BiAnoBiaanTb He-
3MiHeHM napameTpaM. KOHCynbTaTMBHMIN BUCHOBOK
[HCTUTYTY cepLEeBO-CyaANHHOI Xipyprii im. M.M. AMocoBsa
Bin 31.05.2012 p.: HesHayHa aopTanbHa HEAOCTATHICTb.
Mponanc miTpanbHOro knanaHa. HesHayHa miTpanb-
Ha HegoCTaTHICTb. He3Ha4YHa HEQOCTATHICTb TPUKYCHI-
nanbHoro knanaHa. ExoKr Big 26.04.2013 p. Mitpanb-
HWi KnanaH: perypritauis |l cT., nponanc, $ibpos kpa-
iB CTYNIOK; aopTasibHWin KnanaH: perypritauia -l cT.,
@®ibpo3; TpUKycniganbHUIA KNanaH: perypritauis MiHi-
ManbHa, nponanc. KnanaH nereHeBoi apTepii: peryp-
ritauia MiHiManbHa. |HLi NOKa3HMKM BiANOBIOAlOTbL He-
3MiHEHMM NapamMeTpaM. BUCHOBOK: cenapauis IUCTKiB
nepvikapaa 3 eneMeHTamm QibpUHO3HUX BKITIOYEHb, HE-
[OCTaTHICTb MITpPanbHOroO, a0pTasnibHOro Kianaxis, fe-
reHesa rinepreHsisa | cT.

Y3/,04MBin31.05.2013 p.: 6e3 ocobnmBocTen. Y3/,
LmToBMAHOI 3an03u Big 30.05.2013 p.: By3n0Buii 300.

KT OrK Big, 07.06.2013 p.: 6poHxonereHeBni ma-
JIIOHOK NOCUJIEHUI Y NPUKOPEHEBUX Bigainax, cepue
30iNbLUEHe 3a paxyHOoK rinepTpodii NiBOro LWyHo4Ka,
iHWe 6e3 0cobMBOCTEN.

KoHcynbTauii pisHux criewianicTiB:

opronega 2010 p.: Monepe4yHo-po3nnacTaHi cTyn-
Hi. PekomeHO0BaHO opToneanyHe B3yTTS, CyniHATOPW;

TpaBmatosiora 13.06.2013 p.: OcTteoapTpo3 060X
KONiHHMX cyrnobie. CMHOBIT NPaBoOro KONiHHOIO Cy-
rno0y. ApTtpanrisa. NonepeyHa NIOCKOCTOMNICTb 060X
cton. PekomeHngoBaHa KoHcynbTauia B HAI opTone-
il Ta TpaBMaTtosnorii, HOCIHHA OPTONEAUYHOr O B3YyTTH;

nicuxiatpa: ACTEHIYHNIA CUHAPOM i3 PYHKLOHANb-
HYMW NPOsiIBaMU, eJIEMEHTAMWN YCTAHOBYOT MOBEAIHKMN
Ha opraHi4yHOMY (OHi;

Hesponartosora Big 05.06.2013 p.: BC, comaTtny-
HO 3yMOBJIEHA 3 ACTEHOHEBPOTUYHUM CUHAPOMOM;

reHetuka 11.06.2013 p.: JaHHMX WO A0 CraaKoBO-
ro CMHOPOMY HeMae. 34aHa ceya Ha CKPUHIHT;

ractpoeHTeposiora 2010 p.: FacTpoayodeHiT. Xo-
naHritT. JuckiHesia XXoB40BUBIAHMX WNaxiB. Jobpo-
sKicHUIM renatos (CuHapom Xunbbepa (?));

yposora 13.06.2013 p.: CevoconboBuii giates,
yparypig.

TaknuM YMHOM, NPU AMHaMIYHOMY 0OCTEXEHHI XBOPOI
BCTAHOBJIEHO HAsAABHICTb XapakTepHux o3Hak HACT: 3a-
TPUMKa CTaTeBOro Ta Gi3MYHOr0 PO3BUTKY, rinoniasis
MaTKW i3 BTOPUHHOIO AMCMEHOPEEID, aCTEHIYHA KOHCTU-
TyLjsl, rOTUYHE NiaHEeOIHHS, MaCKBHE NOO0BXEHHS nepe-
[HbOI CTYSIKM MITPaIbHOIO KanaHa, nponanc MiTpasibHO-
ro Ta TPUKYCMiganbHOro KianaHis, 3BOPOTHWUI TiK KPOBI
Ha aopTasbHOMY Ta KNlanaHi nereHeBoi apTepii; ABoOIYHA
norepeyHa NnocKoCcToniCcTb y NoeaHaHHi 3 hallus varus,
BIOXWJIEHHS Y MCUXIYHOMY CTaHi. JlooaTkoBO y XBOPOI Ha-
aBHI cuHapommn Xunbbepa Ta JlayHa — MaHoHra — Jle-
BiHe LGL. PieHb CPbB vy kpogi Ta LLIOE npoTsarom 2 po-
KiB 6ynn HopManbHUMK. Tutp ACJ1-O 6yB NiaBULLLEEHHWI
TiNbKW Nig, Yac oaHiel 3 rocnitanidauin. NpoTrsanans-
Ha, NpOoTUPEBMaTNYHA Tepanis 6yna ManoedekTUBHOIO.

JIKAPIKO-NPAKTUKY

BpaxoBytoun BCIO BuLLEHaBeaeHy iHGopmaLito,
niarHo3 cnig cpopmynoBatn Takmm YnHoM. OCcHOB-
Hui: HACT. MASS-nogioHuii peHoTmn (nponanc mi-
TPasbHOrO i TPMKYCNiAAaNbHOrO KianaHis; MaCuUBHE
NOLOBXEHHS NepeaHbOoi CTYJIKM MITPaIbHOro Kjiana-
Ha; roTU4YHe NigHe6biHHNA; NOAO0BXEHHS NnasnbLiB CTyMN-
HiB; NMOEQHAHHS NONepeyYHOoi NIOCKOCTOMOCTI CTyn-
HiB 3 hallus varum; BC/, naHi4Hi aTtaku; nopyLleHHs
Tepmoperynsuii). AcouiriosaHa natosoris. Octeoap-
TPO3, NONIIOCTE0APTPO3 3 yPaKEHHSM APIOHNX | BENKU-
KMX CcyrnobiB — KONiHHUX, peHTreHonoriyHa ctagis |,
rOMINIKOBOCTOMHWUX Ta CTOM, PEHTreHosoriyHa ctagis |,
®HC | cT. OcTeonopos cyrnoboBux KicTok. FacTpo-
ayoneHiT. AnckiHesia XXOBYOBUBIAHWX WASXiB. CynyT-
Hs naTosoris: CuHapomm Xunbbepa Tta JlayHa — Ma-
HoHra — JleBiHe. Ce4oCconboBMIA AiaTes, ypMKO3ypisi.
ByanoBuii 306.

TrnoBO MOMUIKOLIO NliKapiB € Te, WO BOHM Npu ¢hop-
MYJIIOBaHHI fliarHO3Y BTOPWHHI CUMMTOMW CTaB/SATbL NPO-
BIOHMMW.
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TPYAHOCTU OUATHOCTUKHN
HEANDDEPEHLLIMPOBAHHOM
AVUCNNA3UN COEQUHUTEJIbHOW TKAHMU
B NPAKTUKE BPAYA-PEBMATOJIOTA

B.K. Kazaumupko, J1.H. UBanuukas,
A.T. Ayékosa, T.C. CunaHtbeBa, I'.I1. UsaHoBa,
M. . NMonygHeHko, H.B. LLlapoBa

Pe3siome. ABTopamu ornvcaH KIMHUYeCKui ciiy4an
3abo/s1eBaHusi HeagndpepeHLUpoBaHHO aAncria-
3uevi coegnHuTensHov TkaHu (HACT) y aeByiuku
B Bo3pacte 19 net. 3ta ancnnasvisi MOXET UMETb
Hac1e4CTBEHHYIO rnpupoAay (4Yalle ¢ rnpusHakamu
ayTOCOMHO-AOMUHAHTHOIO TMna HacaeA0BaHus).
HACT anarHocTtupyeTcs Toraa, Koraay naLumeHToB
Habop reHeTU4ecKmx NPU3HaKoB HEe YKIaablBaeT-
Ccs HU B 04HO 13 AngdepeHunpoBaHHbIX 3ab601e-
BaHWVi COEANHNTEIbHOM TKaHW. [laHHasi naTosiorus
pacrnpocTpaHeHa 4O0CTaTo4YHO LUMPOKO, HO Bpaya-
MUy AnarHOCTUPYeTCs 0CTaTO4YHO peako. Ha ee oc-
HOBE POPMUPYIOTCS PA3JINYHBIE XPOHNYECKME 3a-
6oneBaHus. [pyBeneHb NOAPOOHOE KIIMHNYECKOE
onvcaHve cJy4as, 1abopaTopHbIe Y MHCTPYMEH-
TaslbHbl€ aHHbIe, OLUNOKU U MyTh K MNpPaBuIbHOM
ANarHOCTUKW faHHOro 3abonesaHus. [posBeneHo
aAngoepeHumanbHy0 AMarHoOCTUKY C APYrMMn ANC-

naa3nsiMm COeNHNTEIbHOM TKAHU M XPOHNYECKOM
peBmaTu4eckori 60/1e3HbI0 cepalia.

KnioueBble cnoBa: HeanddepeHLUnpoBaHHas
ancnnasns CoeaANHUTENbHOM TKaHu, nponarc
MUTPanNbLHOro KnarnaHa, KIIMHMYeckui cny4yan,
AmarHocTuka.

DIAGNOSTIC DIFFICULTIS

IN UNDIFFERENTIATED
CONNECTIVE TISSUE DYSPLASIA
IN RHEUMATOLOGISTS CLINICAL
PRACTICE

V.K. Kazimirko, L.M. Ivanitskaya,
A.G. Dubkova, T.S. Silantyeva, G.P. Ivanova,
M.F. Poludnenko, M.V. Sharova

Summary. The authors describes a clinical case
of undifferentiated connective tissue dysplasia
(UDCTD), in 19 years old girl. These dysplasia can
be hereditary in nature ( often with signs of autoso-
mal-dominant inheritance pattern). UDCTD is diag-
nosed when a patients genetic set do not fit with any
ofthe connective tissue diseases. This pathology is
widely distributed, but it’s rarely diagnosed by phy-
sicians. On the basis of UDCTD the various chronic
diseases progressed. A detailed clinical description
of the case, laboratory and instrumental findings,
mistakes and the way to the correct diagnostic of
the disease. Here are showed a differential diag-
nosis with other connective tissue dysplasia’s and
chronic rheumatic heart disease.

Key words: undifferentiated connective tissue
dysplasia, mitral valve prolapse, clinical case,
diagnostic.

Appeca anst NUCTYBaHHS:
Kasumunpko Bitanin Kasnmuposuy

PEOQEPATUBHA IHOPOPMALIA

K2018 r. 06bem MUPOBOro pbiHKa NpenapaTros
ONS Ie4eHns Npv peBMaTougHoOM apTpuTte
pocturHet 52,1 mnppg aon. CLUA

o matepunanam www.fiercepharma.com;
www.imshealth.com

Mo paHHbIM aHanuTM4eckon KomnaHuum «Evaluate
Pharma», cpegHerogosoi Temn npupocta (Compound
Annual Growth Rate) MMpoBOro pbiHka npenapaTtoB
ONs Ne4YeHnst Npu peBMaTOUAHOM apTpUTe B AeHEX-
HOM BbipaxeHun B 2013-2018 rr. coctaBut 4%. Oxun-
naetcs, 4to kK 2018 r. 06beM Npoaax nekapcTBEHHbIX
cpencTB aTov rpynnbl gocturHeT 52,1 mnpa aon. CLUA.

CerogHs MMPOBOW PbIHOK NpenapaTtoB Ass fedve-
HUS NpY peBMaToNaHOM apTPUTE Mo 0ObeMY NMpoaax
SABNAETCSA OAHUM N3 KPYMHENLLINX CEKTOPOB HA MUPO-
BOM bapMaLLEBTMHECKOM PbIHKE 1, MO NPOrHo3am aHa-
NNTUKOB KoMnaHuu «Evaluate Pharma», B Gnuxaiiive
rofbl NPOAOIKAUT yAEPXNBaTb MO3NLUN.

Mo gaHHbIM MccnegoBaTENbCKOWM KOMMAHUMU
«IMS Health», B 2012 r. no o6bemMy nNpoaax B AeHeX-

HOM BbIpaXeHUN cpeaun nekapCcTBEHHbIX CPeacTB
aons Tepanuu Npu peBmMaTouaHOM apTpute nuan-
poBanu Takume 6nokbacTtepbl: Humira® (agannmy-
mab, «Abbott Laboratories»), Enbrel® (aTaHepuenrT,
«Amgen» n «Pfizer») n Remicade® (nHdnmkcmumao,
«Johnson&Johnson», <Merck&Co.» n «Mitsubishi Tanabe
Pharma»). O6bem nx npoaax coctasun 8,5 mnpa oon.,
7,51 7,3 Mnpa 0on. COOTBETCTBEHHO.

Mo nporHo3am komnaHuu «Evaluate Pharma», atmn
Op3Habl COXpaHAaT nuavpyowme no3vumm oo 2018 r.
B yactHocTu, npenapat Humira®, kak oxungaercs, Oy-
netnmaepom nk 2018 r. — ero yaenbHbI BEC B CTPYK-
Type MMPOBOro o6bema Npoaax NeKkapCTBEHHbIX
CpencTB 4s1s Tepannuv Npm peEBMaToOMOHOM apTpUTe Co-
ctaeut 23,5% (12,8 mnipa non.). B To xe Bpems B 61u1-
Xarme rogpl 0XnaaeTcs NOSBAEHNE HOBbIX UTPOKOB
Ha pbIHKE NpenapaToB 419 Ie4EHUS NPy peBMaTona-
HoM apTpuTe. OQHUM N3 CaMbIX NEPCMNEKTUBHbIX ABISI-
eTcsa Xeljanz® (todpauntHmo, «Pfizer»), o6bem npoaax
KoToporo k 2018 r. MoxeT cocTaBuUTb 2,7 MNpa O0J.
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