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Pesome

CUHAPOM MAP®AHA
AK NPOAB AUCNNA3II
CNONYYHOI TKAHUHM,
NMOEAHAHWUN 3 APTEPIAJZIbHOIO
FMMNEPTEH3IEIO
(kniHiyHWMM BUNAAOK)

Y cTaTTi onMcaHo KAiHiYHKUI nepebir cuHgpomy MapdaHa, NoegHaHWU 3 apTepiaNbHOO rinepTeHsieto, cydacHi metoam
[OiarHOCTMKM Ta NliKkyBaHHA. CNEeKTp NopyLleHb CUCTEMM CMOYYHOT TKaHUHM Npu CM yparkae 6araTo opraHis i cuctem, npu-
3BOAMTb A0 PaHHbOI iHBaNian3auii Ta cmepTi. BaXKInMBMM € paHHE BUABNEHHA aHOMaii 3 BUSHAYEHHAM PU3UKY MOXKIN-
BMX YCKNAAHEHb, LLLO A03BO/IAE PO3POOUTU NAAH NiKyBasIbHUX i NPOdINAaKTUYHUX 3aX0A4,iB, CMPAMOBAHMX Ha 3anobiraHHA i
nporpecyBaHHo, NPOiNaKTUKY YCKNaAHEHb, 36iblIEeHHA TPUBANOCTI Ta NOMINWEHHA AKOCTI XUTTA NaLieHTiB. MNaLieHTam
i3 CM HeobxigHi perynspHe cnoctepexeHHs KsanidikoBaHux daxisuiB, AMHAMiIKa N1abopaTOPHO-IHCTPYMEHTaNbHUX

NMOKA3HWKIB, NOCTiINHE NPUIMMAHHA MeaMKaMEeHTIB.

Kntouosi chosa

CuHgpom MapdaHa, apTepianbHa rinepTeHsis, KAiHiYHMIA nepebir.

XBopa 0., 1988 p. H., Haginwna go 1-ro Tepa-
NeBTUYHOTO BiAAiNEHHA KOMYHA/NIbHOTO HEKoMep-
uiHoro nignpuemctea «KniHiYHOI nikapHi weuaKoi
meamnyHoi gonomorm» m. JlbBosa 21.02.2017 p. 3i
CKapraMu Ha KO/IMBAHHA apTepianbHOro TUCKY, 6inb
Y LiNAHLI cepuAa KONKYOro XxapakTepy B CNOKOI, Npu
He3HayHoMmy Oi3NMYHOMY Ta MCUXOEMOLiMHOMY Ha-
BaHTaXXEHHIi, AKUMA MWUHAE CAMOCTIMHO, BiAYyTTA
NPUCKOPEHOro cepuebuTTa, 3agMLWKy Npu HesHa-
YHOMY ¢i3MYHOMY HaBaHTaXKeHHi, 6inb ronosu, 3a-
NaMoOpPOYEHHS, MYLLKKX Nepes 04MMma, LIyM y ronoBi,
BYyXaX, HyA4OTYy, 3aTepnaHHA KiHLiBOK, Bia4yTTA He-
cTadi nosiTpsA, 6iNb y ropni, pi3ky 3aranbHy cniab-
KiCTb, 3HUXKEHHA Npaye3naTHOCTI.

3 aHamMHe3y 3axBOpPIOBAHHA BiAOMO, O XBOpa
MA€E QayTOCOMHO-AOMiHAaHTHE 3axBOPHOBAHHA —
cnHapom MapdaHa. ligBuLLeHHA apTepiasbHOro
TMCKy (AT) noyana Bigmiyatm 6AM3bKO 2 pOKiB A0
160/100 mm prt. cT. [iarHoctoBaHo cuHapom Map-
daHa. ExoKrl (17.10.2012): nomipHuit nposanc o6ox
CTY/IOK MITPaNbHOrO KnaanaHa 3 HeAoCTaTHICTIO ce-
peaHboro crtyneHs. J1iBUi WAYHOYOK He po3wunpe-
HUW, CTIHKM He MOTOBLLEHi. 3arasibHa CKOPOT/AMBA
3[aTHICTb NiBOro WAYHOYKa 36epexkeHa. Adiactoniu-
Ha QYHKLiA NiBOro WaAyHO4YKa HopmanbHa. Jlise ne-
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peacepaa HopManbHMUX PO3MipiB. AopTanbHa Heao-
CTaTHICTb NE€rKOr0 CTyNeHA BHACNIAOK PO3LWNPEHHA
cuHyciB BanbcanbBu. MopiBHAHO 3 MonepeaHbOo
ExoKr (22.03.2007) 3meHLWwMBCA CTyMiHb HeagoCTaT-
HOCTi MiTPa/IbHOrO K/1anaHa.

MpoTArom OCTaHHbLOIO MiCAUA 3araibHWN CTaH
NOCTyNnoBO MOripLyBaBCA, MOYaaAN HapocTaTh BU-
LLleonmcaHi ckapru, Nicna 4oro 3aBepHyiaca B KOMy-
Ha/sibHe HeKkomepuitHe nignpuemctBo «KniHivyHOl
NiKapHi WBKMAKoI meguyHoi gonomorn» m. JIbBoBa,
npuMiManbHe Big4iNeHHA, Ta CKepoBaHa AnAa Nno-
OANbLIOI AiarHOCTUKKU Ta NiKyBaHHA B 1-e Tepanes-
TUYHE BigdiNeHHs.

Pocna Ta po3suBanaca B 3a40BiNIbHUX coLianb-
HO-nobyToBMX ymoBax. CnagKoBuit aHamHes 0bTs-
XeHui (y matepi Ta 6pata — cuHapom MapdaHa).
AnepronoriyHnii Ta npodecinHMin aHamHe3sn He
o6TaXeHi. [epeHeceHi 3axBOpPOBaHHA: YacTi Npo-
CTYAHI XBOPOOM, XPOHIYHMIA TOH3WAIT, BapMKO3Ha
xBopoba BeH 060X HUXKHIX KiHLiBOK. BipycHuii rena-
TUT, BEHEPUYHi 3aXBOPIOBAHHSA, a/IKOTO/b, KYPiHHA,
Ty6epKynbo3 3anepeuye.

CtaH XxBOpOi cepeaHbOi BaxKocTi. CBigomicTb
AcHa. MonoXKeHHA akTUBHe. byaoBa Tifla npaBuabHa,
KOHCTUTYLLIA aCcTeHiYHa, BUAOBXKEHI BEPXHI KiHLiBKK
Ta nanbui pyk, Hir (puc. 1). WKipHi nokpueM rine-
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pPeMOoBaHi, y AinAHUi rpyaen, *)MBoTa Ta CTEFOH Ha-
ABHI WKipHi cTpii, BUAMMI can3oBi 6nigo-porkeBoro
KO/IbOPY, YMCTi, BosOri. MigWKipHO-}XMPOBa KAITKO-
BMHa PO3BMHEHA HeJoCTaTHbO. KicTKoBo-cyrnobosa
cuctema — rinepmobinbHicTb cyrnobis, apaxHoaak-
TWUNIA, TPpyAHaA KANiTKa KunenogibHoi dopmu, Big-
MiYa€eTbCA NO340BXKHA NaocKocTonicTb (puc. 1, 2).
HabpsaKM Ha HUMKHIX KiHLiBKax BigCyTHI, BapMKo3He
po3lWMpeHHA BeH 060X HUMHIX KiHUiBOK (puc. 3).
Temnepatypa Tifna — 36,6 °C.

JVxaHHA HOCOM Bi/IbHE, TpyAHa KAiTKa Kuaeno-
AibHoT dopmun. O6UABI NONOBUHU FPYAHOI KNITKK CU-
METPUYHI, piBHOMiIpPHO 6epyTb y4acTb B aKTi AUXaHHS.
Mpu nanbnayii rpygHa Knitka Hebontoya. fonocose
TPEeMTIHHA NpPoBOANTbCA 3 060X BOKiB. MepKyTOPHO
Haz, IereHAMM ACHUI NIereHeBuUi 3BYK, ayCKybTaTUB-
HO OMXaHHA 3 }KOPCTKMM BIiATIHKOM Y HUXKHIX Bigai-
Nax nereHb, yactorta gmxaHHa — 20 ya/xs.

OinaHka cepua 6e3 gedopmadii. MatonorivyHoi
nynbcau,ii cyamH Wwni He BUABAEHO. BepxiBKoBuiM no-
LWITOBX NanbnyeTbca B V mixkpebep'i Ha 1 cm niBo-
pyY Big cepeAHbOKAOYMYHOT AiHiT, naoweto 1 cm.

Puc. 1. pydHa kaimKa KunenodibHoi ¢hopmu,
sudoex(eHi 8epxHi KiHYieKuU ma nanvyi pyK, Hie
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Mexi BiAHOCHOI cepL,eBOi TynocTi: cnpaBa — 1 cm
BiZL NMPaBOro Kpato rpyaHWHM, 3niBa — Ha 1,5 cm
[ocepeavHu Big, NiBOi cepeaHbOK/IHOUYMYHOT NiHii,
BEPXHA — HMWKHIK Kpal |ll pebpa. AyckynbTaTue-
HO: TOHW cepua ocnabneHi, CUCTONIYHUIN WyM Hag,
BEPXiBKOID, PUTMIYHI, aKkUeHT Il TOHy Hag aopToto.
YactoTa cepueBux ckopodeHb — 115 ya/xs, nynbc
33/10Bi/IbHOrO0 HANOBHEHHSA Ta HAMNPYXKeHHA. ApTepi-
anbHUM TUCK — 190/110 mm pT. CT.

A3MK BONOrMi, Aewo Ob6bKnageHwuit Binum Ha-
nbotom. Cnnsosa poTta 6nigo-poxkesa. 3iB rinepe-
MOBaHUMN, MUTAANNKN 36iNblUeHi, 3 THINHUM BMic-
TOM. MMBIT He 36inblEHUI Yy po3mipax, 4OCTYMHNIM
noBepxHeBilt Ta rMMBOKI nanbnauii, HebonUNi.
Mpwn ayckynbTauii BUCAYXOBYHOTbCA NEPUCTANBTUYHI
Wwymu. MeyiHka +1 cm BUCTYynaEe 3-nig Kpato pebep-
Hoi ayru. CenesiHka He nmanbnyetbea. CTineub 6es
naTonorii.

LinAHKa HUPOK He 3miHeHa, Npu Nanbnawii HUp-
KM Hebontoui. Cumntom [acTepHaybkoro (+,—)
3 0box 6okiB. CevyoBUNYyCKaHHSA BinbHe, Aiypes [o-
CTaTHIN.

Puc. 2. Mo300863x#HA naocKkocmonicms, MAKpo-
dakmunis Il nansys cmonu

Puc. 3. Bapuko3He po3wupeHHA 6eH 060X HUM (-
HiX KiHYisoK




JlabopamopHi Memoou obcmexeHHsA

3aranbHuiA aHanis Kposi (22.02.2017). Temorno-
6iH — 151 r/n.

3aranbHUI aHani3 cedi (22.02.2017). Okcanatm
B 3HAYHIN KiNbKOCTI.

focTpodaszoBi MoOKasHUKKM (24.02.2017). AHTK-
ctpentonisuH-O — 418,9 MO/mn, cepomykoian —
5,3 ym. oa.

bakTepionoriyHe pocnig)eHHA MasKa i3 3iBa
(03.03.2017). Str. 8-heamoliticus 10%, aHTUBiIOTUKO-
rpama 4ytamMea 4O amniuuaiHy, aMOKCULUMAIHY, He-
CTiiKa 8o uedoTakcumy, LuedTpiakcoHy, A0 BCiX Ha-
CTYMHWUX HeYyTAnBa.

Jodamkosi memoou obcmexteHHA ma KOHCYsb-
mauii cneyianicmig:

1. KoHcynbrauis opransmonora (23.02.2017).

Oui cnokinHi. ONTUYHI cepegoBuWa NPO30pPi.
OyHe [HO: AWUCKM 30pOBUX HepBiB 6Aif0-poXKeBi,
KOHTYPW YiTKi, BUPArKEHU aHTi0CMasMm CiTKIBKM.

2. KoHcynbTauia akag. AHBOY, npod. 3apembu €.X.

(03.03.2017).

Y xBopoi: rinepToHiyHa xBopoba Il ctagin, 3-1 cTy-

NiHb, PU3NK BUCOKUIA (3). TinepTeH3nBHe cepue

3 AWnaTauiero NiBoro nepeacepaA Ta rinepTpo-

i€t CTIHOK niBOro WAyHOYKa. HeycknagHeHWM

rinepTeH3mBHUIA Kpu3 (Big 21.02.2017). Haawny-

HOYKOBa Taxikapaia (Big 21.02.2017). CH I, ®K I

i3 3a4,0BiNILHOKO CKOPOT/IMBICTIO MiOKapAa NiBoro

WAyHoYKa (DB — 60%).

CuHapom MapdaHa 3 ypaxkeHHsm cepua (Kap-

OUT, KOPOHApWT, HEeAOCTAaTHICTb MIiTpPasbHOro

knanaHa (MK +1), nponanc mitpasbHOro Knana-

Ha 3 MIKCOMaTO30M CTY/OK, PO3LWMPEHHA aop-

TH), HUPOK (Hedponaria), KicTKoBOi cucTemu (ae-

dopmalia rpyaHoi KNiTkK: KunenogibHa popma,

apaxHogakTunisa, rinepmobinbHicTb cyrnobis,

MAOCKOCTOMICTb).

XPOHIYHMNI AEeKOMMNEHCOBAHMI TOH3UIT.

3. KoHcynbrauia aou. Cagosoro |.€. (01.03.2017).

Y xBopoi: rinepToHiyHa xBopoba Il ctagina, 3-# cTy-

NiHb, pU3nK 2 (nomipHMin). CTaH nicna rinepToHiy-

Horo Kpwusy (Big, 21.02.2017). Cunapom MapdaHa

(mponanc MiTpanbHOro KnamnaHa, MiKCOMaTos3,

PO3LWNPEHHA aopTH).

4. EKr (21.02.2017).

PUTM CWMHYCOBMI, NPaBWUIbHUIA, ENeKTpUYHA BiCb

cepuA BiaxuaeHa BniBo, BOMbTaXK AocTaTHin, YCC —

115 ya/x8, BUCOKI 3y6Lji Ty V, —V, —V,, He3HauHe

nepeBaHTaXKeHHA NiBUX BiAAiNIB cepLA, MOPYLIEHH:A

NPOLECiB penoaapmr3aLyii No BCiX CTiHKaX.

5. ExoKr (22.02.2017).

BucHoBoK: [AnnaTauia nisoro nepeacepaa. linep-

Tpodia CTiIHOK NiBOro WAyHO4YKa He3Ha4vyHa. AopTa

poswmpeHa — 4,3 (N3,6 cm). Mponanc miTpanb-

HOrO KJanaHa 3 MIKCOMATO30M CTynOK. Hepo-

CTaTHICTb MiTpanbHoro knanaHa (MK +1). CkopoT-

ZINBICTb MiOKapaa NiBOro LW/AyHOYKa 33a40BisibHA

(B - 60%).
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6. Y3[, opraHiB 4yepeBHOI MOPOKHUHU Ta LWMTOMO-
AibHoi 3an103m (22.02.2017).
BucHoBoK: lenaTos. eHiTanbHUIA eHAOMEeTpio3?
XpOHiYHUIM ABO6GIYHMI nienoHedpuT y cTagii pe-
micii. Ceyokmcnnii giates.
LWmTonoaibHa 3an103a HeBe/MKUX po3mipis, 6e3
NaTONONYHMX O3HAK, Y MeXax BiKOoBOi HOpPMMU.

7. PeHTreHonoriyHe JocnigskeHHs 060x KucTen
(01.03.2017) — puc. 4.
[LiarHo3: CuHgpom MapdaHa.

Puc. 4. BupaxceHa apaxHoOakmunisa

KniHiyHuli diaeHo3: TinepToHiyHa xBopoba Il cTagis,
3-11 CTyniHb, PU3KMK BUCOKMI (3). FinepTeH3nBHe cepLe
3 gMnaTauji€eto NiBOro nepeacepan Ta rineptpoodieto cTi-
HOK /liBOrO LWAYHOYKA. HeycknagHeHWn rinepTeH3ms-
HWIA Kpm3 (Big 21.02.2017). HagwwnyHo4YKoBa Taxikapais
(Big 21.02.2017). CH |, ®K Il i3 32a40BiNIbHOO CKOPOTIN-
BiCTIO MiOKap/a NiBoro wayHouka (B — 60%).

CuHapom MapdaHa 3 yparkeHHAM cepua (KapauT,
KOPOHAPWUT, HEe[OoCTaTHICTb MITPasbHOrO KjaanaHa
(MK +1), nponanc miTpanbHOro KnamaHa 3 MiKco-
MaTO30M CTY/IOK, PO3LIMPEHHA a0pPTH), HUPOK (He-
¢dponaris), KicTkoBoi cuctemu (aedopmauia rpyaHoi
KNITKW: KunenopgibHa popma, apaxHogaKTUAisA, rinep-
MOb6iNbHicTb cyrnobiB, NA1OCKOCTONICTb).

MNpoBeaeHe nikyBaHHA. Pexxum | — Il — lll, pauioH
Ne 2, sol. glucosae 5% — 200,0 + sol. insulini 4 oa. +
sol. panangini 10,0 + riboxini 10,0 8/8 Kpan. 1 p/a, tab.
diacordini 80 mg 1 1ab. 2 p/a, corvitini 0,5 + sol. NaCl
0,9% — 50,08/BKpan.2 p/a, tab.ascorytiniltab.3p/a,
sol. ac. ascorbinici 4,0 8/m 1 p/a, sol. vitamini B, 5% —
1,0 8/m 1 p/a, sol. vitamini B, 200y — 1,0 8/m 1 p/a
yepes AeHb, tab. cvertini 1 1ab. 3 p/a, ampicillini 1,0 +
sol. novocaini 0,5% — 5,0 8/m 4 p/a.

Ha Tni npoBeaeHoro ikyBaHHsA 3ara/ibHUIN CTaH XBO-
pOi 3 MO3UTMBHOI AMHAMIKOHO Y 3B'A3KY 3 HOpMai3aLi-
€10 apPTepPiaNbHOro TUCKY Ha TAi FNiNOTEH3UBHOI Tepanii,
Ko/itoui boni B AinAHLj cepus B CTaHi CNOKO He Typby-
0Tb, BiAYYTTA NPUCKOPEHOIO CEpLEbUTTA He BigMivaE,
3a4MLLKa, 6inb ronoBK, 3aNamopoYeHHs BiACYTHI.

CuHgpom MapdaHa (CM) — ayTocomHoO-go-
MiHaHTHE MY/IbTUCUCTEMHE CMAZKOBE MOPYLIEHHA
CMONYYHOI TKAaHWHU 3 BUCOKOIO BapiabenbHicTio Ki-
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HiYHMX nposnsis [1]. Knacuunnumm gna CM BBaxatoTb
NOEAHAHHA XapaKTEPHMUX 3MiH OMNOPHO-PYXOBOro
anaparty (gonixocteHomenis, apaxHoAaKTUAifA), ouel
(nigBMBMX KpULITaNMKa) Ta cepueBO-CYyAUHHOI cuc-
TemMu (NPONANC MiTPaNbHOTO KnanaHa, po3WnpPeHHs
KOPEeHA 11 po3lapyBaHHA CTIHKWM a0OpTH, apTepianbHa
rinepteHsis) [2].

CM TpannaeTbca B npeacTaBHUKIB yCix pac i pis-
HUX €THIYHUMX TPyn, AK Y YONOBIKIB, TaK i iHOK. Yac-
TOTa B nonynauii gopisHtoe Big 1:10 000 go 1:15 000,
MiHiMa/ibHa NoLWMpPeHicTb cTaHoBUTb 1:9800 [3].

MpuunHoto po3sutky CM cTatoTb MyTau,ii (B OCHOB-
HOMY MiCCEHC) Y TeHi, Wo Koaye MikpodibpunapHui
6inok ¢ibpunin-1 (FBN1), nokanisosaHoMy B XpPOMO-
comi 1521 [4]. CyTb myTauii — 3amiHa B binky ¢ibpu-
NiHY NpOAiHy Ha apriHiH. Y pe3ynbTaTi BiabyBaeTbCA
NiABULLLEHHA CUHTE3Y KOoMareHy TMny 3 Ta 3MeHLLEHHA
BMIiCTy KonareHy Tuny 1 (y Hopmi cniBBigHOLLEHHS CTa-
HOBUTb 6:4, a npu CM — 3:7) [5]. Atunosi ¢opmum CM
MOYTb OYTM BMKIMKaHI MyTaLissMK B iHWMWX reHax,
HanpuKknag y rexi 6inka, Aakuit TpaHchopmye dakTop
pocty B (602 091, 14924, reH LTBP3, R) [6].

Mpn CM Hanbinbli 3MiHKM xapakTepHi gaa ypa-
YKEHHA eNacTUYHUX BOJIOKOH CepeaHbOoro Lapy CTiH-
KM aopTu Yy BUIIAAI IX Ae30praHisaLii, CTOHLWEHHA,
dparmeHTaLii Ta B NnoganbioMy meiaHeKkposy. 3mi-
HW B CYAMHHIN cuctemi € GaKTOPOM PO3BUTKY aHEB-
pU3MM, pO3LIAapyBaHHA Ta PO3pMBY aopTu. Y po3Bu-
TKY @HEBPWM3M BaK/JIMBE 3HAYEHHA MAE MOPYLUEHHA
CTiIHKM €N1aCTUYHMX BONIOKOH CEpeaHbOro LWapy aopTy.
Y pe3ynbraTi 3MiH TOHYC CYANHHOIT CTIHKM BTPaAYa€eTbCA,
BOHa PO3TAMYETbCA, WO CYNPOBOAKYETLCA 36inbLUeH-
HAM AiameTpa CyAMHW Ta YTBOPEHHAM aHEeBPU3MMU.
MpoBiaHNMM PaKTOPOM PU3MKY pPOo3LIapyBaHHAM aop-
TM € aTePOCKNEpPOo3 Ta apTepiasibHa rinepTeHsia, Wo €
OAHUM i3 Mannx KpuTepiiB giarHoctnkm CM [7].

[na BcTaHoBNeHHsA giarHo3y CM 3a Ghent nosology
(Tabn. 1) y pasi BiacyTHOCTI CimeliHOro aHaMHe3y — no
OLHOMY BE/IMKOMY KpUTEpIto Yy ABOX CUCTeMax i ypa-
YKEHHA TpeTboi cuctemu. AKLWO BUABAEHA MyTauifa
FBN1, TO KNiHIYHO AOCTaTHLO O4HOrO BE/NKOTO Kpu-
Tepito B 0AHIM cucTemi Ta yparkeHHa apyroi. s ocib,
AKi nepebyBaloTb Y POAMHHUX 3B’A3KaX i3 NaLieHTOM,
B SIKOro AgiarHoctoBaHo CM, AoCTaTHIM € HaAsBHICTb
BE/IMKOrO KPUTEPIto B CIMEMHOMY aHaMHesi, a TaKoX
OLHOrO BE/IMKOFO KPUTEPIito B OAHIM cucTemi Ta ypa-
YKEeHHA iHWOI. YparkeHHA TBepA0i MO3KOBOI 060/10HKHM
CMWUHHOTO MO3KY Ta reHETUYHI NPOABK € A,OAATKOBUMM
AiarHOCTUYHUMM KpuTepiamu [8].

OnAa supiweHHA geakux i3 uyx nutaHb y 2010 p.
MirKHapogHa rpyna ekcnepriB i3 AiarHOCTUKM Ta Ni-
KyBaHHA CM (B.L. Loeys, H.C. Dietz, A.C. Braverman,
B.L. Callewaert, J. De Backer, R.B. Devereuy, Y. Hilhorst-
Hofstee, G. Jondeau, L. Faivre, D.M. Milewicz,
R.E. Pyeritz, P.D. Sponseller, P. Wordsworth, A.M. De
Paepe) 6yna cknunkaHa B bptocceni (benbris) 3a cnpu-
AHHA HauioHanbHoi ¢yHaauii CM (CLUA) ans nepe-
rnagay AiarHOCTMYHMX KpuTepiiB Ghent nosology CM
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Tabnuuya 1
[iarHocTuuHi  Kputepii
(Ghent nosology, 1996)

cuHapomy MapdaHa

Benuki

| Mani

Maronoria onopHO-pPyxoBoi cuctemun

KunenogibHa aedbopmalis rpyaHoi KiTku
NikonoaibHa aedopmadiis rpyaHoi KAiT-
KU, AKa noTpebye XipypriyHoro NikyBaHHA
BigHOLIEHHA AOBKMHW BEPXHBOTO Cer-
MeHTa Tina go HUKHboro <0,86 abo pos-
Max pyK/3pict <1,05
Mo3nTUBHI TecTn 3an’acTa i BeAIMKOro
nanbus
Ckonio3 >20° abo cnoHannonictes
3MeHLUEHHS PO3rMHAHHA NIKTbOBMX Cy-
rnobis (KyT <170°)
MegjanbHe 3mileHHA BHYTPILLHIX LWWUKO-
JIOTOK 3@ paxyHOK NO30BXHbOI NN0CKO-
cronocTi
MpoTpy3isa BEPTIOKHUX BNAAWH

JliikonogibHa pedopmadis
TPYAHOI KNiTKK
FinepmobinbHicTb cyrnobis
Bucoke apkonogibHe nigHe6iH-
HA 3i CKyN4eHicTio 3y6iB
0Oco611BOCTi IMLBOBOTO Yepe-
na (gonixouedanis, rinonnasia
BU/IMYHOI KiCTKKM, eHodTanbm,
peTporHaria, Koco onyLLeHi
CKNagKu NoBik)

3MiHM CKeneTa Bi4noBiAatoTb BEIMKOMY KPUTEPItO, AKLLO BUABNAIOTb HE

MeHLLE HiX 4 3 BULLEeHaBeAeHUX 8 BEIMKMX 03HAK. ONOpPHO-pyXxoBuiA ana-
paT ypaskeHWI, AKLLO BUABAAIOTb HE MEHLLE HiXK 2 BENMKMX (YCi 8 BENMKMX
03Hak) abo 1 BenuKuii i 2 mani Kputepii.

Naronoris opraH

a 30py

EkTONiA KpMLWITanuKa

Mnocka poriska (3a AaHUMK
KepaTomeTpii)
36iNblUEHHA AOBXKWHM O4YHOMO
A6nyKa (mionis)
linonnasis paiay»Hoi 060N0H-
Kv abo rinonnasis umniapHoro
m’s13a (YTpYAHEHH:A miosy)

OpraH 30py ypaKeHuit 3a HaABHOCTI 1 BeNMKOro abo 2 manux Kputepiis

MNatonoria cepueBo-CyaUHHOI cUCTEMU

EKTasis BUCXigHOro BiaAiny aopTh Ha pis-
Hi cMHyCiB BanbcanbBu (+ HeAOCTaTHICT
aopTasbHOTO KianaHa)
PoswapyBaHHA BUCXiAHOrO BiaAiNy aopTH

Mponanc miTpasbHOro Knanaxa
(£ miTpanbHa perypritaujis)
EkTasis niereHeBoi apTepii B ocib6
Bikom <40 pokiB
Kanbupodikauisa mitpanbHoro
KinbLA B 0Ci6 Bikom <40 pokis
EkTasis abo po3wapyBaHHs

HM3XiZHOI rpyaHoi abo YepeBHOI
aopTu B ocib Bikom <50 pokis
ApTepianbHa rinepTteHsia

CepLLeBO-CyAIMHHA CUCTeMa YpaykeHa 33 HasBHOCTI 1 BeanKoro
abo 1 manoro KpuTepito

MaTonoria AuxanbHOI cucTemu

CNOHTaHHWUI MHEBMOTOPAKC
AnikanbHi 6ynn

[unxanbHa cnuctema ypaxkeHa 3a HaaBHOCTI 1 Manoro KpuTepito

MaTonoris WKipn Ta M AKUX TKAHWUH

AtpodiyHi cTpii, He Nos’A3aHi
3 KOPEKLLiElo macu Tina, BariT-
HiCTtO, CTPEecoM
PeupamBHa 4m oneposaHa
rpuxa

LLIKipa (M’AIKi TKAHUHK) ypaskeHa 3a HasaBHOCTI 1 Manoro KpuTepito

Matonoria TBepAoi MO3KOBOI 060/10HKU

MonepeKoBO-KpWKOBa eKTasisa TBep-
001 MO3KOBOi 060/10HKM (33 AaHVMM
komn'totepHoi Tomorpadii (KT) abo marHit-
HO-pe3oHaHcHoi Tomorpadii (MPT))

CimeliHicTb/cnagKosicTb

BaTbku, aitv abo cnbcew (bpatu, cectpu),
Y AIKMX € BULL,E3a3HAYeHi Kputepii
HesanexHa myTauia FBN1, BU3HauYeHa Ak
npuynHa CM
HanABHicTb rannotuny, nogibHoro fo
myTauii FBN1, AKMI ycnagKoBYETbCA Ha-
LWaAKaMM 1 OAHO3HAYHO acoLLNOBaHUM i3
AjarHosom CM y cim’six

CimelHicTb/cnaaKoBiCTb HasBHI, AKLLO € 1 Masunii KpuTepii
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(Tabn. 2). Tpyna po3risiHyna MNUTaAHHA AOCTYMNHOCTI,
BaXK/IMBOCTI M BaPTOCTi AiarHOCTUYHUX TecTiB Ans
oKpemmx nposeis CM: ekTasii TBepA0i MO3KOBOi 060-
JIOHKM CMIMHHOTO MO3KY, HEOOXIiAHOCTI KPaLLoro posy-
MiHHS AiarHOCTUYHUX KpUTEPIiB CimeMHOT eKTonii KpK-
WwTanmka, MASS-cMHapomy, nponancy MiTpaabHOro
KnanaHa. [pyna ekcnepTiB mMasna Ha MeTi BU3HAUUTU
O3HaKW, AKi 4a4yTb MOMAMBICTb 3MEHLUNTHM Finepaia-
rHoctuKy CM Ta BCTAaHOBAOBATM aNbTEPHATMBHI gia-
rHO3M, OONOBHUTK AiarHOCTUYHI KpUTepii ana pisHUX
rpyn nawieHTiB, BKAOYatoun giteit is CM, a4na akux e
He po3pobneHo giarHOCTUYHMX KpuTepiis [8].

Tabnuusa 2

MepernAaHyTi p[iarHOCTUYHI  Kputepii cUMHApO-
my MapddaHa Ta nogibHux craHiB (revised Ghent
nosology, 2010)

3a BiaCyTHOCTI poAUHHOI icTopii

1. ExkTasia aopTv (aiameTp aopTu Ha piBHI CMHYCiB Banbcanbsu (Z-score
>2) abo po3LwapyBaHHA a0PTH) + EKTOMIA KPULLTANMKA.

2. EkTasia aoptu + myTauia FBN1.

3. EKTasis aopTu + cMcTeMHa OLiHKa (27 6anis)".

4. EKTONiA KpUwTanmka + mytauia FBN1 B oci6 3 aHeBp13moto aopTu.

3a HasABHOCTI POANHHOI icTOpIT

5. EKTONIfA KpULWTanuka + poauHHa ictopia CM (ogHOMY 3 uneHis
poavHu (6atbku, AiTv abo cnbem) BcTaHoB/IEHO AiarHo3 CM 3a

1-4 BUW,E3a3HAYEHUMU KpUTEPIAMK).

6. CucTemHa oujHKa (27 6anis) + poanHHa icTopia CM”.

7. EkTasia aoptu (Z-score 22 y ocib Bikom >20 pokis i 23 y ocib Bikom
<20 pokiB) + poauHHa ictopia CM".

* HeobxioHo 8uKkaw4yumu 03Haku (myHkmu 3, 6, 7), AKi eKasy-
tomb Ha cuHOpom LinpiHmuyeHa — londbepaa (Shprintzen — Goldberg
syndrome — SGS), cuHdpom Jlyeya — Aaeua (Loeys — Dietz syndrome —
LDS) abo IV mun cuHopomy Enepca — faHno (Ehlers — Danlos syndrome
vascular type — VEDS), i npogecmu 8idnosioHe asbmepHamugHe 2eHe-
muyHe mecmysaHHA (TGFBR1/2, cuposamkosuli KosnaeeH, COL3A1 ma
iHWi 06rpyHMoBaHi 2eHeMUYHi Mecmy8aHHA 30 HAABHOCMI MOKA3AHS).

CneKTp nopyLeHb CUCTEMM CMOAYHHOI TKAHUHU MpKU
CM ypaxkae baraTto opraHis i cuctem, NpuM3BOAUTbL [0
PaHHbLOI iHBaNiAM3aLii Ta cmepTi. BaxknnBmum € paHHE
BMABNIEHHA aHOMANIl 3 BU3HAYEHHAM PU3UKY MOXKIU-
BMX YCK/IaZHEHb, IO A03BO/AE PO3POOUTM NAAH NiKy-
Ba/IbHUX i NPOQINAKTUYHMX 3aXO0AiB, CIPAMOBAHUX Ha
3anobiraHHs il nporpecyBaHHo, NPodiNaKTURY ycKnaa-
HeHb, 36i/bLIEHHA TPMBANOCTI Ta MOAIMNWEHHS AKOCTI
KUTTA nauienTiB. MaujieHtam i3 CM HeobxigHi pery-

NApHe cnocTepekeHHA KBanidikoBaHWMX daxisLuis, An-
Hamika /1abopPaTOPHO-IHCTPYMEHTA/IbHUX MOKA3HUKIB,
nocTiHe NpUMaHHA MeguKaMeHTiB. MeToto NiKyBaH-
HA Ma€ ByTU CyBOPUIA KOHTPO/b apTepiasibHOrO TUCKY
(cucToniuHmii Tk ao 120 mm pT. CT., ANA NALJEHTIB i3
po3lapyBaHHAM aopTv — 110 mm pT. cT.). Haltuacrti-
lIe 3acTocoByOTb bs10KaTopy b6eTa-agpeHopeLenTo-
piB, AKi CNOBINbHIOIOTL PO3BUTOK abO MporpecyBaHHs
pOo3LWapyBaHHA aopTW, BNOKATOPU peLenTopiB aHrio-
TeH3MHy Il € NOTEHUiMHO KOPUCHUMM, OCKiZIbKM BOHM
npuBogaTe 40 TGF-beta-aHTaroHiamy, metaboniyHa
Tepania 3aCTOCOBYETbCA ANA NIATPUMAHHA YParKeHoro
MioKapaa Ta cyauH. CydacHi KAiHiYHi BMNpobyBaHHSA
OEMOHCTPYIOTb BUCOKY edeKTUBHICTb N03apTaHy AnA
NPoQiNAKTUKM PO3BUTKY aHEBPU3MM a0PTU B MaLiEHTIB
i3 CM (Baumgartner H. et al., 2010; Danyi P,, Jovin L.S.,
2010). Cepeg, Xipypri4HOro nikyBaHHA CepLEBO-CYAMNH-
HUX YCKNagHeHb Yy nauieHTis i3 CM: npoTe3yBaHHA BUC-
XiHOi Q0PTU Ta AOPTANIbHOIO K/amnaHa 3 BUKOPUCTAH-
HAM KOHZAYITY, WO MicTUTb KnanaH (onepauis Bentall de
Bono), okpeme npoTe3yBaHHA a0PTa/IbHOIO KNamnaHa Ta
BMCXiZHOI aOpPTU B Pasi, AKLLO CMHYcK BanbcanbBu He
3MiHEHiI, ane CrnocTepiratoTbCA BUPAXKEHI AECTPYKTUB-
Hi 3MiHM B CTy/IKax aoOpTa/IbHOTO K/1anaHa, BUKOHAHHA
KnanaH-36epiratoumx onepawii y pasi iHTaKTHOCTi aop-
TANbHOTO K/1aMaHa YM MOMIPHO BMPAXKEHUX MOPQO-
NOriYHMX 3MiH y HboMy (KpaBueHko |.M. Ta cnisasT.,
2007; David T.E., 2010). PekomeHAYETbCA YHUKATM Nig-
BULLEHHA PiBHA (i3NMYHOI aKTUBHOCTI, 3aHATb KOHTAKT-
HAMM BUOAMW CMOPTY Ta NiABOAHMM MIABaHHAM Ye-
pe3 pu3MK PO3BUTKY CEPLEBO-CYOUHHUX YCKNAAHEHb,
NMHEBMOTOPAKCY 1 MOXKINBOI AUCIOKALLT KPULITANNKIB.
Monogum naujeHTam i3 cimeliHum aHamHesom CM,
Y AKUX BIACYTHI NEPEKOHAMBI KNiHIYHI O3HAKK, a TaKOXK
MO/IOAMM MaLjieHTam i3 MapdaHonoaibHMMKM O3HaKa-
MU, ane 6e3 CimenmHOro aHamHesy, NoTpibHe NocTilHe
cnocTtepeXeHHA A0 18 poKiB KAIHIYHUM FeHeTUKOM,
Kapaionorom, opTanbMOIOrOM i Nikapem NpomeHeBoi
[AiarHOCTMKK. be3 nikyBaHHA cepeaHA TPUBANICTb XKUTTA
CTaHoBUTb (32116) poKiB, NPM NOBHOLIHHOMY NiKyBaH-
Hi — 60 pokiB i 6inbLwe (C. Dieckmann, Y. Von Kodolitsch,
M. Rybczynski, G. Adam, 2003).
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