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BiHHWLIbKK HQLIOHQABHUA MEAVYHWY YHiBEpCuTeT iM. M.I. [Tporosaq,

KAKOYOBI ACTEKTU TA AEMOHCTPALLIS KAIHIYHOTO
BUMAAKY BPOAXEHOI HEAUMEPEHLINOBAHOI AUCTIAASII
CMOAYYHOI TKAHWUHU

Pestome. Bcmammi onucano kainiuHuil 6unadok nayieHma 3 epuhik08anor OUCnAa3ier CROAYHHOI MKAHUHU, WO
€ AKMYanbHOI0 MeMOI0 HA CY4ACHOMY emani po3eumky meduyunu. B ocmanni 20—25 pokie nepebie bazamvox
KAQCUYMHUX 3aX60ptoeanb Hemunosuil. 3 nouamky 90-X pokie Munynoeo cmopiuus nyoaikylomecs pobomu, wo
NOACHIONMb MACUMAOHICMb NamMomopgho3y 6aeamvox 3axXe0pi08aHs came 3 OUCNAA3IEN CNOAYUHOI MKAHUHU,
CUCMEMHICIb YPAdNCeHHs NPU YbOMY 08 A3AHA 3 8EAUKUM NOUUDEHHAM CROAYYHOT MKAHUHU 8 OpeaHi3Mi A0OUHU
ma 6azamoma ii YyHKYiaMU, MAKUMU SK 3GXUCHA, ONOPHA, MEXAHIYHA, 20MeOCMAMUYHA, CMPYKMYPOymMeEoporUd.
Y 36’a3Ky 3 yum nHagooumo KaiHiuHUL 6UNAOOK 6AACHO20 CROCMEPENCeHHs NAUIEHMA M0A00020 GIKY, K020
6yn0 2ocnimanizo8ano é nyabMoHoAO02IHe 8i00iNeHHS 3i cKapeamu, XapaKmeprHumu 05 YpanceHHs 6azamovox
cucmem, wjo He € MUNoguM 041 M0100020 GiKY. 3éepmanu Ha cebe yeaey makxi ocobausocmi aHamuesy: uacmi
OpOHXImuU 3 OUMUHCMEA, HOMUPU CHOHMAHHUX NHEGMOMOPAKCU, 080CIOPOHHE 8UOANCHHS ANIKAAbHUX CeeMeHMie
000x necenv. Ilicas obcmedcenHs AiKapem-eeHemuKom 6CmMan08AeHo JiacHo3 «Hedugepenyiilosana oucnaasis
cnoayurHoi mkanunu». Mema pobomu — 36epHymu yeaey Aikapie ycix cheyiansbHocmeil, y MOMY 4ucai He8poao2ie,
cimeliHux aiKapis, Ha 0aHy NamoAaoeito y 36 43Ky 3 NOYACMIWAHHAM MAKUX 8UNAOKIB, 8ANCAUBICHIIO CBOEHACHOT

diaeHocmuKy ma KopeKmuoz2o AiKy8anHsI.

Karouoei caoea: ducniaasis, cnoayuyna mKaHuHa, KAIHIYHUL 8UNAOOK.

IIpoGaema criagKoOBUX IMOPYLIEHb CIIOJIYYHOI TKAHUHUI
(CIICT) iHTeHCUBHO BUBYAETHCS Ta PO3POOIISIETHCS Y Oa-
ratbox KpaiHax (heritable disorders of connective tissue).
IlepmMu y CTBOpeHHI y3romXyBaJbHUX peKOMEHIALlii
3 niarHoctuku CIICT € Bepuinceka Ho3osorist (1986),
TenTcoki kputepii (1996), BinishpaHcbki kputepii (1998),
BpaiitoHcbki kputepii (1998).

3aBasgku ynciaeHHUM TpausMm B.M. fkosnesa (Pocis,
2003) Ta iioro yuHiB 3a ocTtaHHi 20 pokiB iHTepecC 10 OUC-
mwrasii crioayyHoi TkanuHM (JICT) 3HauHo 3pic. Illupoxkoro
BU3HAHHS HaOyB TepMiH «HeaudepeHIliiioBaHa I1CILIa3is
cnionyyHoi Tkanuam» (HIACT).

Veinposisun HICT cin po3nomiisiTi Ha rpyIiy 3aJIesKHO
BiIl OpraHiB, CUCTEM i TKAHUH, 3 Iy4eHUX Y IUCILIACTUYHUL
Tpoiiec.

BaxnuBo po3yMiTu, 110 30BHIIIHI Ta BicIepaabHi
03HAaKU MOXYTb B OJTHOMY BMIIaAKy BUCTYIATH SIK ca-
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MOCTIMHUI i30JIbOBaHUU HeDEKT CIOJYYHOI TKAaHUHMU,
a B iHIIIOMY — $IK TIPOSIB CUCTEMHOI CIagKOBOI MaTOJIOTi1
Ta IIeAOTPOIHOI [ii AepeKTHUX reHiB. [lajeko He Bci 03Ha-
KM 3 1IbOTO MepesliKy BKIIOUEHi B aITOPUTMU 1iarHOCTUKU
Bimomux HCT, mpote iMOBIipHiCTb iX BUSIBJICHHSI IIPU BXKe
BiIOMMX CITaIKOBMX 3aXBOPIOBAaHHSIX HabaraTo BUIlla, Hix
iMOBIpHICTb iX BUSIBJI€HHS B ITOITYJISIIIii.

Kpim 3MiH CTpyKTypu i (pyHKIIiI BKa3aHUX OpraHiB
icucteM, HICT 4acTo cynpoBOMIXKYIOTHCS MMOPYLIEHHSIMU
3 OOKYy LIEHTpaJbHOI Ta BereTaTUBHOI HEPBOBUX CUCTEM
[3]; remopariyHuMu i TPOMOOTUYHUMU MOPYILIEHHSIMU
B CUCTeMi iMyHHOTO 3axucTy. € naHi Ipo BUCOKY 4acTOTy
BUSIBJICHHSI CHUHIPOMiB BTOPMHHOTO iMyHOAE(MILIUTY aBTO-
iMyHHOTO it anepriunoro cunapomis npu HACT [4, 6].

IIpu niarHoctuni HACT BUKOPHUCTOBYIOThCS TaKi ae-
iHiLii Ta AiarHOCTUYHI KpUTEPii:

— MaJji anomauii po3Butky (MAP) — cmankoBi abo
BPOJIXKEHI BiIXWJIEHHS PO3BUTKY OpTaHiB Bil HOpPMaJIbHO1
aHaTOMiuHOi OyIOBHU, 1110 HE CYNPOBOXKYIOTHCS KJIiHiU-
HO 3HAYMMUMM TOpYyLIeHHsIMU ¢yHKii. YactTuHa MAP
3HMKA€E 3 BiKOM, iHIIA, 3a MEBHUX YMOB, 3JaTHa CTaTU
MPUYMHOIO PO3BUTKY MATOJOTII;

— BaJM PO3BUTKY — BiIXWJIECHHS PO3BUTKY OpraHa Bif
HOPMaJIbHOI aHATOMi4HOi OyI0BH, 1110 IPU3BOISTh 0 KJTi-
HIYHO 3HAYMMMX ITOPYIIEHb MOTO (PYHKIT.

MAP — 3MiHM Oy10BM pi3HUX OpraHiB Ta TKAHWH, 110
He CYIPOBOIXKYIOTHCS KJIiHIYHO 3HAYMMMUMU MOPYIIEHHS -
MU iX (yHKIIIi.

Haii6inpin nomupeHi CMHAPOMHU i (eHOTUIIU, BKIIO-
yeHi y noHgarrsa ACT:

1. IIponarnc mitpansHoro kianaHa (IIMK).

. MapdaHoroaioHui TUIT 30BHILIIHOCTI.

. MapdaHononioHuit peHoTH.

. Enepcononionuii heHoTum.

. Cunapowm rinepmo6inbHOCTi cyrnodis (CI'MC).
. Cunapomu 3i 3MilIaHUM (PEHOTUIIOM.

. @eHOoTHUII, 1110 HE KIAaCUDiKy€eEThC.

CunapoMmu i ¢peHoTunu 1—3 4acTKOBO 30iraloThCs
3a KJiHIYHUMU OposiBaMU i3 cuHApoMoM MapdaHa.
®deHoTUNM Ta CUHAPOMU 4—5 MalOTh OaraTo CIiJIbHUX
puC i3 KJIACUYHUM i TinepMoOOiIbHUM TUIIAMU CUHIAPO-
my Enepca — Jlannoca. [Iyis1 olliHKKM 3adydeHHs Ti€i 4K
iHIIIOT CUCTeMU CJIifl OMMPATUCh Ha MiAXOAU, BUKJIAAECHI
B pekoMmeHaauisax (IeHTChKi KpuTepil JiarHOCTUKU CHUH-
npomy Mapdana, BinnbdpaHcbKi KpuTepii g1iarHOCTUKU
cunapomy Enepca — annoca, bpaliToHCBKiI Kputepii
niarHoctuku CI'MC).

HACT 3MiHMIM KJIiHIYHI CUMIITOMUM 0araTbox 3aXBO-
pIOBaHb i COPUSIOTh (POPMYBAHHIO TSIKKUX YCKJIaAHEHD
i3 3aIy4eHHSIM TUCIJIaCTUKO3aJeXXHUX OPraHiB.

3oBHilIHI ¢peHoTunosi o3Haku JCT BUSBISIOTHCS
npu 00’€KTUBHOMY OOCTEXXEHHi, BHYTPIIlIHI — CHOJyY-
HOTKAHUHHI ypaxKeHHsI BHYTPIIIHiX OpraHiB i HEPBOBOI
cucteMu. HaiiGinbl1il yacTo ypaxkaeThCs CEplieBO-CyIMHHA
cucTeMa, OpraHu AMXaHHS, TpaBJeHHs, KPOBOTBOPEHHS,
CEYOBU/IIJIEHHS.

~N N LB

3oHimHi denorunosi o3naku JICT: acTeHiuHU TUIT
KOHCTUTYIIii, gojixouedaisi, MiKporeHisi, HU3bKe pO3-
TallyBaHHSI 11 acUMeTpisl ByX, OJaKUTHI CKJIepH, Timep-,
rirnoTenopusM, erikaHT, MioIlis, 3y0o-11e/IeTHi aHoMaJlii,
apKonofioHe MiaHeOiHHS, TOBIi KiHIiBKU, apaXHOJaKTH -
JIist, KOPOTKi, KPpMBi Mi3UHIIi, MOPYILIEHHS POCTY HIiITiB; BU-
KPUBJIEHHS Hil, IIJIOCKOCTOMICTh, BAPMKO3HE PO3IIMPEHHST
BeH; Aedopmallis TpyAHOI KJIITKU, CKOJi03, Kidh03, JT0pao3;
TOHKa, JIETKO TpaBMaTHUUHa, rirepejaacTuyHa, cyxa IiKipa,
BOTHHUIIIA AeIirMeHTallil, rirnepTpuxo3s.

Buytpinini oznaku JCT:

— IIeHTpajbHa HEPBOBA CUCTEMa: BereTaTMBHA JUC-
¢yHKIIiSI, BpoIxXeHa Majb(opmalliss CyIuH roJIOBHOTO
MO3KY, BpOJ>K€HHi apaxHoifaJbHi KiCTU TOJJOBHOT'O MO3KY,
eHype3;

— HepBOBO-NCHUXiYHA cdepa: joromnarii, MKM30-, LU-
KJIOTUMisl, TiHepAMHAMIYHUM CUHAPOM, arpecis, neilut
yBaru;

— CHCTeMa AMXAHHA: TpaxeoOpoHXiaJbHA AUCKIHE3is,
TpaxeoOpoHXoMaJsllisg, TpaxeoopoHXxoMerais, OpoH-
XO€KTa3M, IMOJiKiCTO3, TiMepBEeHTUISALIMHNUN CUHIPOM,
CIIOHTAaHHUU IMTHEBMOTOPAKC;

— cepueBO-CYIMHHA CHUCTeMa: MpoJIalcy KjamnaHiB
ceplisl, eKTOMIYHO pOo3TallloBaHi cepleBi XOpAu, TUCTOILisI
MHaIISIpHUX M’$13iB, pO3LIMPEHHS KOPEHS a0PTU, AaHEBPU3-
MU CYyIMH ceplis, apTepili cCepeaHbOro i ApiOHOro Kamaiopy,
imiomaTuyHa apTepiajbHa TillOTeH3isl, IIOPYIIEHHS PUTMY
Ta MPOBiIHOCTI ceplis;

— CHCTeMa TpaBJieHHs: BiCLIEpONTO3, racTpoe3odare-
allbHUI pedJIoKC, MerakoJIoH, J0JiXocurMa, aHoMalii
PO3BUTKY *KOBUHOI'0O MiXypa, AUCKiHe3ii >KOBYHOBUBITHOI
CUCTEeMU, TMBEPTUKYJIM CTPaBOXiAIHOTO OTBOPY Ta Aiacpar-
MM, CUHIPOM IOAPA3HEHOTO KUIIIEYHUKA;

— Ce4YOoBHBiIHA cUCcTeMa: He(hpOITO3, aTOIIisI YaIlIKOBO-
MMCKOBOI CUCTEMHU, MOJBOEHHS HUPKU, CEYOBUBITHUX
LIJISIXiB, aHOMaJlisl PO3BUTKY CEUYOBO/IB, MiXypOBO-CEYO-
BimHMIi pediioke, nucMeTadoiuHa HedporaTis;

— pPenpoAyKTHBHA CHCTeMA: OIYIIEHHS MaTKH, MiXBU,
BapuKoOlleJie, EBHYXOIAU3M, CAaMOBLJIbHI BUKMIHI, ITOJIiKiC-
TO3 IEYHUKIB;

— CHCTeMa KPOBi: MiABUIIIeHA KPOBOTOUMBICTb, FeMO-
rimob6iHomnarii, TpoMGouuTonarii [2, 3, 5, 6].

IcHye okpeMma kjacucikallisi HEBpPOJIOTIYHUX MPOSIBiB
ACT [3], oy 2009 p. po3pobiieHa npodecopom C.K. €B-
TYIIEHKOM i CIiBaBT.:

1. CunapoM BereTaTUBHOI TMCTOHII:

1.1. BazoMoTtopHa 1edanris.

1.2. MirpeHenonaioHi Hamaau (IIKMiiHA MirpeHb).

1.3. Bectubynonaris.

1.4. JlinoTUMi4yHi CTaHU.

1.5. CuHKOMNaNbHi Hamaau.

1.6. TlanivHi aTaku.

1.7. IlepudepruyHa aHTiOAMCTOHIS.

2. HeBpo3onoaiOHMiI Ta M’S130BO-paluKyIsIpHUN
CUHJIPOM SIK IIPOSIB TillepMOOIIbHOCTI XpeOTOBO-PYXOBUX
CEerMeHTIB.
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3. I1opylieHHs MO3KOBOTO KPOBOOOIry:

3.1. TpaH3UTOPHI illIEeMiUyHi aTaKu.

3.2. IH(hapKT TOJJOBHOTO MO3KY.

4. ENinenTuyHuil CMHHAPOM.

Binbm yacro y mauienTis i3 HACT Big3HavyaeThbCst 3a1y-
YeHHSI KiCTKOBO-CYIJIOO0BOTrO anaparty (TinepMoOiIbHICTh
Cyrj100iB, CKOJ1i03, INIOCKOCTOMICTh, AehopMallis TpyaHO1
KJIITKM); IIKipsSTHO-M’SI30BO1 CUCTEMM (TillepeIacCTUYHICTb,
Jierka TpaBMaTUYHICTh IIKipM, BOTHUINA AEIirMeHTallii,
TiMOTOHIsI, TPUXKi); raCTPOIHTECTUHAILHOI CUCTEMHU (Bi-
CLIEPOIITO3, pedIIOKCHA XBOpOoOa, CUHAPOM IOAPa3HEHOTO
KMIlIeYHMKA, AMCKiHe3is KOBYOBUBITHUX IILISIXiB). AJle
SIKIIIO MA€E MiClIe ypaXKeHHSs CEeplieBO-CyAMHHOI, TMXaJbHOI
Ta HEPBOBOI CUCTEM, TO BOHO MOEIHAHE 3 BACOKUM PU3U-
KOM KUTT€3arpoOXyIOUMX CTaHiB.

Otxe, cnextp natoJjorii mpu CACT nocuTh HIUPOKUIA,
i3 3aJIy4eHHSIM OaraThbOX OpraHiB i CUCTEM, TOMY ifeadlbHUM
€ CIIOCTEpeXKEeHHs IalliEHTa JiKapsMU pi3HUX CHellialb-
HOCTell 3 KOOpAMHAIII€Io JliKapsl 3arajibHOI MPaKTUKU —
ciMeiiHoi MenuuuHA [3].

KAiHIYHMIM BUNOAOK
BACQCHOIO CNOCTEepPEeXEeHHs

IMauient JI., 19 p. (1995 p.H.), Haxiitwos 17.02.2015 p.
IO ITYJIbMOHOJIOTIYHOTO BipniJieHHss BiHHUIIbKOI MiChbKOI
KJIiHiyHOI JTikapHi No 1 3a HanpaBJIeHHSIM CiMEHHOTO JIikapst
BiHHMIIBKOTO LIEHTPY MEPBUHHOI MEIUKO-CaHITapHOI 10-
nomoru Ne 3 i3 miarHO30M «IBOOiuHa OyJibO3HA XBOpoOa
JIeTeHb».

Ckapeu TIpU HAAXOJXEHHI: HA CyXWii KallleJib, eIi30-
IUYHY 3aJUILIKY iHCIipaTOPHOIO XapakTepy Mpu XoIb0i,
00JIi B TpyAHIN KIIITIi 3 000X CTOpPiH y MiAMaXBUHHUX
IiASHKAaX, 110 TTOCUJIIOITHLCS ITiJl Yac KalljJio Ta BHOUI,
TOJIOBOKPYXXiHHSI, TOJTOBHMIA Oifib, CI1A0KiCTh, 3HMKEHHSI
TOJIEPAHTHOCTI 10 (Pi3UYHMX HaBaHTaXEHb, CEPLEOUTTS,
BTpaTy MacH Tija.

AHamHes xeopobu: 3 TMTUHCTBA — YacTi OPOHXITH.
2014 p. — 4 cioHTaHHUX MTHEBMOTOpakcu (J1iBopyd — Oe-
pe3eHb, KBiTeHb; IIpaBOpy4Y — 4YepBeHb, IpyAeHb). ABiui
NpOBOAUIOCH HaKJIaadeHHs ApeHaxy 3a bromay. [Biui:
KBiTeHb — JIiBOpYY, TPyIeHb — IIpaBOpy4Y — pPe3eKIlis
anikaJabHUX CETMEHTIB 000X JIeTeHb.

Anamnes ycumms: IpoJarc MiTpaJbHOTO KJlaraHa, ma-
toJiorisg Ocryna — Ilngrrepa (po3pocTaHHSI TOPOMCTOCTI
nepeaHbol MOBEPXHi BEJIMKOTOMIiIKOBOI KiCTKU 3 000X
CTOpiH).

ToH3UIEKTOMIsI B 6 POKiB.

Aueprisi — CyHUIli, IIEPCTh TBAPUH.

06’exkmueHo: 3araJbHUN CTaH 3aJ0BiJIbHUI, CBigoO-
MiCTb sICHA, MOJIOXKEHHS B JIiKKY aKTUBHE, IIKipa 41CTa,
3BUYAMHOT BOJIOIOCTI, OJia 3 LIaHOTUYHUM BiATiHKOM.
ITauieHnT acteHizoBaHuii. [pynHa KJiTKa acUMeTpU4YHA
(D < S), ckonioTnuHa, rpyarHa BunuHae. Ha mepenHiii
MOBEPXHi IpyIHOI KJITKM B MiAMaXBUHHUX AiISHKaAX
micisionepalliiiHi pyOlli, BepXHbOJEeTeHEeBi MoJsl — CIiau
BiZl IpeHyBaHb ILJIeBpajibHOI MOPOKHUHU. [lepKyTopHO:

SICHUM JIETeHEBUU 3BYK 3 KOPOOKOBUM BiITiHKOM, IpHU-
TYIJIEHHSI B MPOEKIlii BEpXHbOJIETEeHEBUX IMOJiB, MiX-
normatkoBoMy npoctopi. Y — 24 3a 1 xB. SpO, — 95 %.
AyYCKYJIbTaTUBHO: BE3UKYJISIpHE NTUXaHHS, 0CJIabJIeHO-
JKOPCTKE, IIYM TepTs MJIEBPU B aKCUJISIPHUX TiMsTHKaX
3 000x OokiB. JlinsgHKa ceplusg — 0e3 ocoOauBOCTE,
MEPKYTOPHO MeXi ceplisl He 3MiHeHi. ToHu ceplisi: apuT-
MiuHi, nuxanbHa aputmis. Hal, V — I 1. ocnabnenuii,
«CUCTOJIIYHMI IIUTOJIb» (03HAKa MpoJIariCy MiTpaJbHOIO
kianaHa), akueHt II 1. man a. pulmonalis. YCC — 100
3a 1 xB. AT — 110/70 MM pT.CT. SI3UK BOJIOTUI, YUCTUIA.
Kupit M’akuit, 6e3b6onicHuit. Ilewinka +1 cMm, Kkpait
eJlacTuuHui, 6e306omicHuii. Cene3iHKa He MaJbIIyETHCS.
CumnTtom IlacTepHallbKOro HeraTUBHMUI 3 000X OOKiB.
[lepudepiiiHi HAOPsSIKK BiICYTHI.

Jlani dodamkosux memodie o6cmexncenns 2014—2015 pp.

[Tpu HagXoMKeHHI malieHTy OyJIX TPOBEJAEHI 3arajJbHO-
KJIiHIYHi MeTOaU OOCTEeXKEHHSI, 3MiH y SIKMX He 0yJ10.

Y3 koninnux cyenobie (13.08.2014). BucHoBok: Y3/I-
03HaKM PO3POCTaHHS FOPOMCTOCTI MepeaHbOI MOBEPXHi
BEJIMKOTOMIJIKOBOI KiCTKM 3 000X cTOpiH (cuHaApoM Ocry-
na — Hlngrrepa).

CKTOIK(11.03.2014): KT-03HaKu ApeHOBAHOIO JIiBO-
CTOPOHHBLOTO MTHEBMOTOPAKCY, eMdizeMU BepXHbO1 YaCTKU
JIiBO1 JIeTeHi, THeBMO(iOpO3HUX 3MiH BepXiBOK 000X JIEr€Hb
i HUDKHBOTO BiJIiy J1iBO1 JIETeHi.

CKTOrK(31.07.2014): KT-03Haku 3MiH micJist onepa-
TUBHOTI'O BTPYYaHHs B BEPXHill YaCTIIi JIiBOi JIereHi, 0y1b03-
HOi eMi3zeMu BEpXHbOI YAaCTKHU JIiBOI JIereHi, JiBOOIUYHUIA
napuiajabHU THEBMOTOPAKC.

Aunaniz kpoei (24.02.2015): K — 3,87 mmounb/n;
Na — 138,1 mmonb/n; Ca — 1,22 mmons/n; pH — 7,35;
Mg — 0, 88 MMoJIb/I1.

Y311 cepys (24.02.2015): ceplie HOpMaJIbHUX PO3MIpiB,
HE3HAYHO PO3IIMPEHUI KOPiHb a0PTU MOPiBHSIHO 3 BUC-
XiIHOIO A0PTOIO, MPOJIATIC MITPAJBLHOTO KjaraHa 6 MM.

Kouncyavmauia aixaps-eenemurxa (05.01.2015). BucHo-
BOK: HenudepeHIiiioBaHa IMCILIa3is CIOAYyYHOI TKAHMHMU,
acolliiioBaHa 3 MTHEBMOTOPAKCOM, PO3PUBOM CiTKiBKH,
3 BiTHOCHO PO3ILIMPEHUM KOPEHEM a0PTU IMMOPiBHSHO 3 BH-
cxigHoro aoptoro. [IMK II cT. (MapdaHonoaiOHM TH).

R6 OrK (11.02.2015). BUcHOBOK: CTaH ITiCjIs1 IepeHe-
CEHOT0 MHEBMOTOPAKCY CIpaBa Ta ONepaTUBHUX BTPyYaHb
Ha 000X JIereHsIX (TaHTaJIOBI LIBU).

Bucnoeox. Bponxena HenudepeHiiiioBaHa AUCILIa3is
CTIOJIyYHOI TKAHMHU 3 HasIBHICTIO 30BHIIlIHiX MapKepiB
(acTeHiuHa KOHCTUTYLis, rinotpodisi, ckojio3, aedop-
Mallis TpyIHOI KJIITKK) Ta BicLiepaJlbHUX MapKepiB (Ipo-
JIaliC MiTpaJIbHOTO KJlaraHa, po3IIMPeHHs KOPEeHsI a0pTH,
BeTreTOCyIMHHA AUCTOHIs, OyJabo3Ha eM@izemMa JereHb
3 HasIBHICTIO MEPEeHeCeHUX CIIOHTAHHUX ITHEBMOTOPAKCiB
y 2014 p.). CraH micis apeHyBaHHS IJI€BpaIbHOI IIOPOX-
HUHU (Oepe3eHb, YepBEHb), Pe3eKIlii alliKalbHUX CETMEHTIB
000X JiereHb (IpyldeHb, KBiTeHb). TaHTaJ0Bi IIBU 000X
nerensb. JIH1, BH 111 (3mimanuit tum). [icasonepariiini
pyOui rpyaHoi KAiTKuU. JIBoOiUHM M HiOpUMHO3HUI IJIEBPUT.
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CraH micjis MepeHeceHoro po3puBy CYAUH CiTKiBKU. CUH-
npom Ocryna — Ilngrrepa.

ITamieHnTty 6y10 MpU3HAYEHO: peOCOPOiIaKT, Ia30JBaH,
MmarHe-B,.

Bunucanuii yepes 10 nHiB 3 TOKpallleHHSIM 3arajJbHO-
TO CTaHy.

Jana mmy0Jtikallisi 3BepTa€ yBary Ha iCHyBaHHsI Ta 3HaUHe
nomupeHHs namieHTiB i3 JICT Ta cnoHykae jikapiB 3a-
rajbHOI IPAKTUKU — CiMEMHOI MEIULIMHU OiTbII peTeIbHO
o0cTexyBaTu NauieHTiB i BusBasATy o3Haku JJCT 3 meToro
MPOTrHO3yBaHHS Mepediry XBopoou, HarpaBAeHHS 10 Bil-
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KAKOYEBBIE ACMNEKTbI U AEMOHCTPALINS KAMHUYECKOTO CAYYAS BPOXAEHHON
HEAUDDEPEHLIMPOBAHHON AUCNAA3UN COEAUHUTEABHOM TKAHU

Pe3some. B cTaTthe onmucaH KIMHWYECKUI clydyail alMeHTa
¢ Bepu(UKOBaHOUW AUCIUIA3Ue COCNMHUTEIbHOM TKaHU, YTO
SIBJISIETCS] aKTyaJbHOI TeMOI Ha COBPEMEHHOM 3Tarlie pa3BUTHS
MeauLuHbL. B mocaennue 20—25 1eT TedeHrue MHOTUX KJTACCUUECKUX
3abosneBaHuil HeTunuyHO. C Hayvana 90-x rofoB MPOLUIOro BeKa
MyOJIUKYIOTCSI PA0OThI, OOBSCHSIIOLIME MACIIITAOHOCTh TaTOMOpdo3a
MHOTMX 3a00JieBaHUII UMEHHO C AUCIJIa3Mel COeAMHUTEIbHOMN
TKaHU, CUCTEMHOCTD ITOPaXXeHUs TP 3TOM CBsI3aHa C OOJIbIIUM
pacrpocTpaHeHHEM COeTMHUTEIBHOM TKAaHU B OpraHMU3Me YeI0BeKa
¥ MHOTMMHU e¢ QYHKUMSIMU, TAKUMU KaK 3allUTHAsI, OMOpHasl,
MeXxaHM4ecKast, TOMeoCcTaTHIecKasl, CTPyKTypooobpasyroiias. B cBsi3u
C 3TUM IIPUBOINM KIIMHUYIECKUI CITydait COOCTBEHHOTO HAOJTIOIEHMST
MalyeHTa MOJIOIOTO BO3pacTa, KOTOPBIM ObLIT TOCITUTAIU3UPOBAH

Ovcharuk M. V.

B MYyJbMOHOJIOTMYECKOE OTIEJIEHUE C XalobaMK, XapaKTepHbIMU
JUTST TIOPasKeHMs] MHOTUX CUCTEM, YTO HE THUITUYHO UIS MOJIOIOTO
Bo3pacra. O0paianu Ha ce0s1 BHUMaHUe CIIeIyIoIIe 0COOCHHOCTH
aHaMHe3a: yacTble OPOHXUTHI C JETCTBA, YEThIPE CIIOHTAHHBIX
IMHEBMOTOPAKCA, IBYyCTOPOHHEE ylaleHUe alTMKaIbHbIX CETMEHTOB
obeux sierkux. [Tocie o6cie0BaHMsI BpauOM-TeHETUKOM ITOCTaBJIeH
nuarHo3 «HennddepeHMpoBaHHAas AMCILIA3UST COSTMHUTEIbHON
TKaHu». Lleab paboTel — 0OpaTUTh BHUMaHWE Bpadyeil BCeX
CTeMATbHOCTE, B TOM YMCJIe HEBPOJOTOB, CEMEMHBIX Bpauei,
Ha JIaHHYIO MAaTOJIOTUIO B CBSI3W C YYallleHMEM TaKuX CJIyyaes,
BaXHOCTBIO CBOEBPEMEHHOM IMArHOCTUKHU ¥ KOPPEKTHOTO JICUEHHSI.

Karouesbie cioBa: nucriasusi, COeIMHUTENbHAS TKaHb,
KJIIMHUYECKUH CITydaii.
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KEY ISSUES AND A CLINICAL CASE OF CONGENITAL UNDIFFERENTIATED CONNECTIVE TISSUE DYSPLASIA

Summary. This paper describes a clinical case in a patient with
verified connective tissue dysplasia, which is a hot topic at the present
stage of development of medicine. In the last 20—25 years, the course
of many classical diseases is unusual. Since the early 1990s, there are
published the works, explaining the magnitude of pathomorphosis of
many diseases namely with connective tissue dysplasia, the systemacity
of affection in this case is associated with high proliferation of
connective tissue in the human body and its many functions, such as
protective, supportive, mechanical, homeostatic, structure-forming.
In this regard, we present own clinical case of a young patient, who
was hospitalized in the pulmonology department with complaints

specific to defeat of many systems that is not typical for a young age.
The following features of the medical history were remarkable: frequent
bronchitis in childhood, four spontaneous pneumothorax, bilateral
removal of the apical segments of both lungs. After the examination,
a geneticist diagnosed undifferentiated connective tissue dysplasia.
The objective of the study — to draw the attention of physicians of all
specialties, including neurologists, family doctors, to this pathology
due to the increased incidence of such cases, the importance of early
diagnosis and proper treatment.
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