[ RIRTEE ]

MEOVNLIUHA
TPAHCTOPTY
_ YKPAIHW

‘ Ne3(39) 2011

. A

Yy 4 | BIOAJEH| PE3YNBTATH
» Y KATETEPHUX ABAIALUIA

- XPOHIYHWA ABTOIMYHHMA
FACTPMT ¥ JITER

WWWIMZTU.COM.UA




No 3, eepecens 2011

Bunaoox 3 npaxmuxu

VK 616-018.2-007.17-055.2

I.M. lllampasal, T.O. Illamosa?, E.Il. Kamencwvbra?,
M.I. Abayuancokuii!, I.I. Kpais, H.O. Kaprayxosa

KniHiyHnn Bunapok cuHapomy MapdaHa
3 TAXKMUM ypaXKeHHAM aopTu
'Xapkiseskuii Hanionanasumii ynisepeurer imeni B.H. Rapasina,

MemYHuil PaKkyIbTeT
2IIJHI3 «IlenrpanbHa KiainiuHa Jikapusa YRp3ani3uuii», M. Xapkis

Kniouosi cnoea: cuHgpom MapdaHa, posLluapyBaHHa aHeEBPU3MU aopPTK.

Cunnpom Mapdana (CM) — aBTOCOMHO-IOMi-
HAHTHE MYJIETUCUCTEMHE CITaJIKOBE MOPYLIEHHS CITO-
JIYYHOI TKAaHMHMU 3 BUCOKOIO BapiaOeJIbHICTIO KIIiHiu-
Hux npossiB [1]. Knacuunumu mist cunapomy Map-
¢haHa BBaXKarOTh IIOETHAHHS XapaKTePHUX 3MiH OIIOp-
HO-PYXOBOTO aItapary (I0JiXOCTeHOMETisI, apaxHOIAK-
TWTiST), ouel (ITiABMBUX KPHUIITAINKA) i CEPIIEBO-CY-
IWHHOI cucTeMM (IIpoJiallc MiTpajJbHOTO KJIaraHa,
PO3IIMPEHHST KOPEeHs i po3IIapyBaHHS CTiHKU aop-
™) [17].

Vnepuie B 1896 poui dpaHiy3bKuM mpodeco-
poM-TiemiaTpoM AHTOHIO MapdaHoM OyJ1o mpeacTaB-
JIEHO KJIiHiYHE CIIOCTEpEeXEHHSI S5-piyHOl MiBYMHKU
Iabpienb, sika momMepJia B IOHOMY Billi, 3 HE3BUYaHU-
MM aHOMAJIiSIMU CKEJeTa, 10 Oe3MepepBHO Mporpe-
cyBasu [16]. Y mmomasiplioMy XBOpUM i3 MOAIOHUM Ta-
0iTyCOM CTaBUJIM JiarHO3 «CUHApOoM MapdaHnar. ITi3-
Hillle BCTAaHOBWJIM, 1110 Hacmpasi [abpienb cTpaxna-
Jla Ha BPOIXKEHY KOHTPAKTYpPHY apaxHOIAKTIIIIO
[13]. Yepes 20 pokiB Oyo onmcaHo nepili eHoKOomii
MapdaHONOAIOHNX CHUHAPOMIB, 30KpeMa CUHIPOMY
eKTOITii KpMIUTAJUKiB 3 aBTOCOMHO-AOMiHAHTHUM
TUIIOM ycnaakyBaHHs [8, 20], ime dyepe3 30 pokiB —
cuHIpoMy awaTauii [7] i po3irapyBaHHs aoptu [12],
MPOoJIaTiCy MiTpaJlbHOTO KJlamaHa [2], ekTasii TBepaoi
MO3KO0BO1 00010HKH [19].

Cungpom MapdaHa 3ycTpidaeTbes B JIIoaeit ycix
pac i mpeACcTaBHMKIB Pi3HUX €THIYHUX TPy, SIK Y 4O-
JIOBIKIB, TaK i B 3XiHOK, 4acTOTa B MOITYJISLIl TOpiB-
Hioe Bim 1 : 10 000 go 1 : 15 000, MiHiMabHA MO~
peHicTh craHoBuTh 1 : 9800 [6].

Bim3sbko 75 % xBopux Ha cuHApoM MapdaHa yc-
MaJKyBaJIM MYTAaLIilO Bil OZHOro 3 6aThKiB, iHI 25%
BUMNAJKiB 3aXBOPIOBAHHS CKJIagalOTh HOBI MyTallil B
reHi. 3i 30LIBIIICHHSM BiKy 0aTrhKa (35 pokiB i crap-
1I€e) MifABUILYETHCS BipOTiAHICTh HAPOIXKEHHS IUTHU-
HU i3 cuHapomoM Mapdana [5]. pubiauszno 40%
XBOPHUX MAalOTh CTepTy (PopMy 3aXBOPIOBaHHS, IIPHU
SIKifi BiICyTHi BUpaxeHi 3MiHU B Oylb-sIKilA cUCTeMi
opratiB, peiira X 60 % mali€eHTiB MalOTh CUMIITOMMU,
SIKi BiIMOBiZAIOTh MiarHOCTUYHWUM KPUTEPISIM CUH-
npomy Mapdana [4].

Meouyuna mpancnopmy Ykpainu

OCHOBHHMI JOKYMEHT, IO PErIAMEHTYE IiarHO3
cuHapomy Mapdana, OyB npeacraBieHuii 1986 poky
(Berlin classification system, 1986). ¥ HboMy Bpaxo-
BYBaJICSl JTOCSTHEHHS MOJICKYJISIPHOI TEHETHKHN Ta
JIIaTHOCTWYHI KpUTepii 3 000B’SI3KOBOIO HASIBHICTIO
KOMOIHAIlii BeMKUX i MaJMX KJIiHiYHNX o3HaK. Cy-
yacHi Kkpurepii giarto3y (Ghent nosology, 1996) cuH-
apoMmy Mapdana, po3pobieri B 1996 poui criibHU-
MU 3YCUJIJISMUY TeHETHKIB i KIIHIMCTIB, TOTTOBHUIN
TorepeaHi KpuTepii Mpyu MOCTaHOBIII AiarHO3Y 3aJly-
YeHHSM y IPOIeC He MEHII HiXX IBOX Pi3HUX CHCTEM
[9] (TaGmmiis).

ITprurHO0 PO3BUTKY cMHApoMYy MapdaHa cra-
I0Th MyTallii (B OCHOBHOMY MiCCEHC) Y IeHi, 1110 KOAYeE
Mikpodiopwsipamit 6i1oKk ¢diopmiain-1 (FBN1), mo-
KajizoBaHOMY B Xpomocowmi 1521 [10, 11, 14,]. CyTb
MyTallii — 3aMiHa B OiJIKy ¢iOpmIiHy IpOoJIiHy Ha ap-
TiHiH. ¥ pe3yabTaTi Bil0yBa€TbCs MiABUIIEHHS CUH-
Te3y KOJIaTeHy THITY 3 Ta 3MEHIIICHHS BMIiCTy KoJjare-
Hy Tuty 1 (y HOpMi CIiBBiAHOIIIEHHS CTAHOBUTS 6 : 4,
a mpu cuHApoMi Mapdana 3 : 7) [3]. BuseineHo 0e3-
JIiY pi3HUX MYTaliil, IO MOSICHIOE 3HAYHY KJIiHiYHY
noJiiMopdHICTh 3aXBOpIOBaHHSI. ATUIIOBI (opmu
cuHapoMy MapdaHa MOXyTb OyTU BUKJIMKaHi MyTa-
LisIMU B iHIIIMX TeHaX, HaMpUKJIaa y TeHi Oinka, IKuii
TpaHcdopmye dakrop pocty p (602 091, 14q24, ren
LTBP3, R) [18].

CepenHs TPUBAICTD XXUTTS TAIli€HTIB i3 CUHIPO-
MoM Mapdana cranoButh 40 pokis [15]. IIIBunkicTs
PO3BUTKY €KTa3ii aopTU HEOAHOpimHa i Herepeada-
YyyBaHa, PM3MK PO3IIapyBaHHS 3POCTAE 3i 301JIbIIIEH-
HSIM TliaMeTpa KOpPeHsI aOpTH, OTHAK pO3IIapyBaHHS
moxuBe i 6e3 aneBpu3amu (ESC Guidelines, 2010).

IMOBipHiCTh BMKMBAHHSI B CEpeOHLOMY JIST XKi-
HOK i3 cuHapoMoM MapdaHa cTaHOBUTH 74 POKiB, a
IIJIST 9OJIOBiKiB — 70 pOKiB IIPU BiICYTHOCTI TSIKKMX
nopyuieHb (AMepukaHCbkuit XypHan Kapmionoris,
1995, HauioHanbHuii hona Mapdana).

[Iporuo3 cuaopomy MapdaHa BU3HAYa€THCS Ha-
POCTaHHSIM PO3IIMPEHHS a0pTU 3 pO3IIapyBaHHAM i
MOXJIMBUM PO3PHUBOM, 110 3a3BUYAM CTA€ IPUINHOIO
JIeTaJIbHOTO pe3yabraty [15].
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I1pu HasgIBHOCTI KJIACUYHOI TpiaAy CUMIITOMIB Ta
CiMEMHOI0 XapaKTepy 3aXBOPIOBAaHHS AiarHO3 y Oijib-
LIOCTi BUMAAKiB HE BUKJIMKAE CYMHIBiB, ajie, Bpaxo-
BYIOUM Pi3HOIJIAHOBICTh LIMX 3MiH, OMHOMY (haxiBIIIO
HE 3aBXI1 BIAETHCS 3aIliTO3PUTH 1I¢ 3aXBOPIOBAHHSI.

V wiif cTaTTi MU X0UeMO onmucaTy KJIiHIiYHUMA BU-
MagoK TMALIEHTKM 3 TSOKKUM ITOPYIICHHSIM CHUHTE3Y
CITOJIyYHOI TKAaHWHM i KJIACMYHUMU IIPOSIBAMU CHUH-
IpoMmy MapdaHa.

Kniniynuit Bunagox

XBopa JI., 1978 poky HapomkeHHs, IToTpanuia B
Kapaiosnoriune BiggineHHs LIKB Y3 3i ckapramu Ha:

MIBUILEHHST apTepialbHOro TUCKy mo 160/100 MM
PT. CT., TOJIOBHMUIA OiJIb CTUCKAJILHOI'O XapaKTepy B JIO-
0OBil1 i CKpOHEBiii HinsiHKax npu MigBuileHHi AT, Bin-
YyTTd OUCKOMMOPTY B IUIAHLI IpyAHOI KITKM Ta
ceplLeOUTTs i3 yacToToro myascy Ao 120 3a 1 xB, BTO-
MY, 3HVKEHHS Mpale3aaTHOCT.

Anamues 3axeoprosanHs: BBaxae cebe XBOPOIO 3
2004 poky, Koy nouyanucs konuBaHHS AT 3 Makcu-
MaabHUMU Idpamu 160/100 MM pT. cT. (pobounit AT
120/80 MM pt. cT.). Tomi X 3’BUBCS TOJOBHMI Oilb
CTUCKAJIbHOTO XapaKTepy B JIOOOBIl i CKpOHEBilt mi-
JstHKax npu migsuiieHHi AT. 3rogom momanocs Bid-

Tabnuua

AiarHocTnyHi kputepii cuHapomy MapdaHa (Ghent nosology, 1996) [9]

Cucrema Benuki kputepii Mani kpuTepii
Ckenet He meHwWw 4 o3Hak 3: [Bi Benunki o3Hakm abo ofHa BenuKa i ABi 3:
1 — Kine- u1 BopoHKoNoAIGHa AechopMallis rpyaHOT 1 — BopoHkonogibHa aedopMaLlis rpyAHOIT KNITKK
KNITKK BENIMKHUX CTyI'IeHiB, Lo nignsarae onepatMsHOMYy nomipHoro CTyneHs;
NiKyBaHHIO; 2 — rinepmoBinbHicTb cyrnobis;
2 — 3MeHLUeHHs BEPXHbOro cermMeHTa Tina (3pict cuas- 3 — sucoke apkonogibHe nigHebiHHA 3i «CKynueHic-
4M) BiAHOCHO HKHBOTO a0 SIKLLO PO3Max PyK Nepesu-  Tio» 3y6is;
wye 3pict Ha 5 %; 4 — aHomanii yepena Ta o6anuus (gonixouedanis, ri-
3 — cKonios Ginblue 20° abo cnoHannonicres; nonnasis BUAULb, eHaoMTaNbMis — rAM6oKo nocaj-
4 — HEeMOX/IMBICTb NOBHOIO PO3rMHAHHS JTIKTbOBMX >KeHi oui, peTporHarisi, KOCO onyLLeHi CKNaAKH NoBiK)
cyrnobie (kyt < 170°);
5 — no3uTHBHI TecTH 3an’ACTKa | BEIMKOro nanbls;
6 — naockocTonicTb;
7 — npoTpy3is Ky/blIOBOI 3anaauHu 6yab-sKoro
cTyneHs
OpraH 1 — BMBMX (EKTOMis) KpULUTANHKIB 1 — cnnoLueHHs poriBkHu;
30py 2 — 36inblueHa JOBXMUHA O4HOrO AbyKa
(npuumrHa mionii);
3 — rinonnaszis panayHoi 060noHKH abo
uuniapHoro m’s3a (MpUuMHa 3BY>KEHHS 3iHUL)
CepueBo- 1 — gunartauin KopeHs aopTH (3 abo 6e3 aopTanbHoi 1 — nponanc mMiTpanbHOro KnanaHa (3 abo 6e3
CyAHHHA perypriTauii Ta i3 3a5yYeHHSAM NPUHANMHI CUHYCIB MiTpasnbHOI perypritauii);
Banbcanbeu); 2 — punartauis nereHeeoi aptepii nicns 40 pokis;
2 — po3luapyBaHHSA BUCXiGHOI aopTH 3 — KanbuMdikaLis MiTpanbHOro KnanaHa nicns
40 pokis;
4 — punartauin abo poslapyBaHHA IHWKWX AiNSHOK
aopTtH
OuxanbHa  BigcyTHi 1 — cnoHTaHHUI MHEBMOTOPAKC;
2 — anikanbHi 6ynnu
LLIKipHi BigcyTHi 1 — atpodpiuHi cTpui;
NOKPHUBH 2 — peuuauByiodi rpuxi
Teepna 1 — nonepeKkoBoO-KPU>KOBA EKTa3is BigcyTHi
MO3KOBa
obonoHKa
leHetwuni 1 — Batbku, AiTv abo cibeu (bpatw, cecTpy), BiacyTHi
03HakKHu y IKUX € HaBeAEHi BULLE AiarHOCTUUHI KpUTepii;

2 — HasBHiCTb MyTaLjii B reHi 6inka ibpuniny-1;
3 — cnagkyBaHHs MapkepHoro rannoTtuny JHK,
noegHaHoro i3 cuHapomom MapdpaHa B cim’i
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YYTTS JUCKOMMOPTY B IPYAHINA KITITII i ceplieOnTTS 3
yacToTolo nyjbcey 1o 120 3a 1 xB. 3BepHyacd Mo Me-
JIMYHY TOTMOMOTY B MOMIKJIiHiKY, e Oy/J0 MpOoBeIcHO
V31 cepiisl, BUSIBIGHO TPOJIATiC MiTpaJdbHOTO KJlarna-
Ha, PO3UIMPEHHS aOpTU, MPU3HAYCHO JIKyBaHHS
(«Kopsiton» — 12,5 mr). 3a ocTaHHill THXXKAEHb CTaH
noripmuBess — necrabinizyBaBcst AT, BimHOBUIMCS
3a3HavyeHi ckapru. locmitagizoBaHa B KapHioJoriyHe
BinginenHs LIKJI ¥3 3 MeTolo 1000OCTeXXEHHS, YyTOU-
HEHHS JiarHO3y Ta KOPEKIIil MeIuKaMeHTO3HOI Tepa-
mii. IlpoBeneHo ExoKI i KT, BusiBieHo po3siiapy-
BasibHY aHeBpu3My aoptu (tun 111 3a Iebeiiki, Tun B
3a CreHdopa) i mponarnc mitpaabHoro kmaraHa I11
ctyneHs. HampaBiaeHa Ha KOHCYJBTALIil0 KapHaioXi-
pypra y BilbHIOCBKUMI1 KapHioXipypriyHUI LEHTP
«Kappionita», e oTpuMana peKOMeHaallilo 4Yepe3
miBpoky npoBectu KT mst KOHTpoJito 3a 30ibIIeH-
HSIM aHEBPU3MU aOPTH.

Anamues wcumms: 3aMixkHsi, Mae cuHa 10 pokiB,
IOPUCTKOHCYBT. AJIEpProjIoriYyHuii aHaMHe3 He OO0TsI-
XeHuil. 3 mepeHeceHUX 3aXBoploBaHb Big3Havyae ['P3
(2—3 pa3u Ha piKk), y 2004 p. — aneHIeKTOMis1, afeHO-
reHHui raitmoput. LlykpoBuii giabet, TyOepKyIb03, Bi-
PYCHIi remaTWUTH, BEHEPWYHi 3aXBOPIOBAHHS i TpaBMU
3anepeuye. He KypuTh, alKorojaeM He 3JI0BXUBAE.

Cnadkosuil (cimeiinuii) anamue3: 6aTbKO MOMEpP y
Billi 33 poKiB BiJ pO3pUBY aOpPTH, CUH BikoM 10 pokiB
Mae ¥Y3-03Haku aHeBpU3MHU aopTu (puc. 1).

Jani 06’cxkmusroeo obcmedicents: 3aralbHUAN CTaH
3aa0BinbHUM. [lamieHTKka emouiifHO JabibHa, Opa-
TiBnmuBa. Crioctepira€TbCs IiABUINIEHA BTOMA, 3HU-
KeHa mpauednatHicte. AT — 140/100 MM pT. CT.
ITynbc 88 3a 1 xB. Y/ — 18 3a 1 xB. JluxaHHS — Be3u-
KyJISIpHE, 10JAaTKOBUX 1IyMiB HeMae. [isimbHICTh cep-
LIS pUTMiuyHa, TOHM scHi. AkueHT Il ToHy Ha aopTi.
CucToliuHui 1IyM Ha BepXiBi. ZKUBIT M’ aKuii, 6e3-
oomicHuii. ITeuinka Oiist Kparo pedbepHoi Ayru, 6e300-
nicHa. BumopoxHeHHst B Hopwmi. liype3 B HopwMi,
cumnToM IlacTepHallbKOro BiJCYTHill 3 000X OOKiB.
IMepudepuunux HaOpsaKiB He BuspiaeHo. LlkipHi
MOKPUBHU 3BUYATHOTO KOJIbOPY, aTpodiuHi cTpui Ha
KMBOTi, OOKax TyJ1y0a.

KicTtkoBo-M’si30Ba cucTeMa: acTeHIYHUN TUM
cratypu (Bara 65 kT, 3picT 180 cM, IMT = 20,1 kr/m?),
BOPOHKOIOiIOHA AedopMallisg TpyIHOI KIIiTKUA, CKO-
Jio3 (Oinblue 20°) HUXKHBOIPYIHOIO Binminy xpeoOra,
3MEHILEeHHSI BEpXHbOTO CErMEHTa TiJIa (3piCT CUASIIM)
BiTHOCHO HMXXHBOTO, PO3Max PYK IEPEeBUIIYE 3PicT
Ha 5 %, TiepMOOiIbHICTb CYIIIO0iB, apaXHOMAKTUIIIS,
MO3UTHUBHI TECTH 3am’sCTKa i BEJIMKOrO TajIblisd,
IIOCKOCTOIIICTh, Aojixouedais, rimoruiasis BuU-
JIULb, M’S130Ba TiMOTOHIs, MiAIIKIPpHO-XUpPOBa KJIiT-
KOBMHA PO3BMHEHA CJ1abo.

Jlabopamopnui dani

Kniniunuii ananiz kposi: Hb — 147 v/n, ep. — 4,53 x
102 /1, x. m. — 0,9 r/1, m. — 8,7 x 10° / n, LIOE —

Meouuuna mpancnopmy Ykpainu

*

*

T [Tpobann

ﬁ Osnaku CM

Puc.1 CimerHum aHamHes

Q Kinka

Yomnosik

2 mM/ron, e. — 1 %; Heiitpodimu: m. — 1 %, ¢. —
49 %; nimp. — 4 5%, moH. — 4 %, Tp. — 170 x 10° / 1,
reMaTtokpur 38,6 %.

bBioximiunuii ananiz kposi: TIIOK03a — 5,4 MMOJIB/ I,
3arajJbHU Oimipy6iH — 15,9 MKMOJIB/JT, 3araJbHUN
xonecrepud — 4,43 mmonn/n, AJIT — 10,0 MO/n,
ACT — 13,0 MO/n, kpeatnnid — 0,050 MMoJb/m.

Kniniunuii ananiz ceui: minbHicth — 1,018, 6i0K,
[JIF0KO3a, EpUTPOLIUTH, IEMKOLMTH i CJIU3 BiICYTHi.

Incmpymenmaannni oani

Enexmpoxapdioepama

RR — 957 mc, P — 86 mc, PQ — 106 mc, QRS —
95 mc, QT — 412 mc, QTc — 362 mc, AP — 60,42°,
aQRS — 33,75°, AT — 14,63°.

Bucnosok: put™ cuHycoBuii, mpaBuibHuit, YHCC —
63 3a 1 xB.

Exoxapoioepaghiune docaioncenns

Bucnhoeok: mponaric CTyJ0K MiTpaJibHOrO KJlarnaHa
III ct. MiTtpanbHa perypritauis I ct. Qudy3Ha auna-
Tallist aopTu. Y3/l BHYTpPillIHiX OpraHiB

Bucnoéok: 3MiH opraHiB 4epeBHOI MOPOXHUHU i
IIATOIIOAIOHOI 3271031 HE BUSBIIEHO.

Komn’tomepna momoepacpia

Komm’otrepHa ToMorpadist aoptu i KiryboBUX ap-
Tepiil Ha 4-3pi30BOMY cripajlbHOMY ToMorpadi «Aqui-
lion» TOSHIBA 3 TOBIIMHOI0 3pi3y 3 MM, KOHTPacTy-
BaHHs: Omnipaq 350—100,0 GonrocHO, MOCTHpPOLIE-
CHHT i3 3aCTOCYBaHHSIM IIpOTpaM PEKOHCTPYKILii
MPR, SSD, MIP, VRT.

Bucrnosok: posliapyBaHHSI HU3XiIAHOI TpyaHOI
aopTH, sIKe Oepe moyaTok Oe3mocepeaHbO Bil rupJa
JIiBO1 MiAKJTIOUMYHOI apTepii i MOIIMPIOETHCS Ha Yye-
DPEeBHY Ii 3arajibHi KJIyOOBi apTepil; iCTUHHUI AiaMeTp
MPOCBITY GJIM3bKO 25 % 3arajbHOro AiaMeTpa aopTh
(puc. 2); rupsa 3arajibHOi MeYiHKOBOI, CEIe3iHKOBOI,
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Puc. 2. AkcianbHui 3pi3 Ha piBHI KOPEHs aopPTK:
po3LuapyBaHHs HU3XiBHOI QOPTH 3 HaSIBHICTIO MEPETMHOK

BEpPXHbOI OPMXKOBOI apTepii Ha MepeaHil CTiHLI ic-
TUHHOTO MPOCBITY. AmJjasisi 4epeBHOro CTOBOypa.
S-noxibHa ckomioTu4yHa AedopmMmallis xpeora. Aucro-
mis paBoi HUpKU (puc. 3). Cunyc BanbcanbBu Heic-
TOTHO pO3LIMpPeHUt (TiameTp 10 40 MM).

Hupkoesi apmepii: ipaBa — TUPJIO Ha TEepeaHil
CTiHIli iCTUHHOTO MPOCBITY; JliBa — TUpPJO Ha OiuHil
cTiHLi. JlomaTkoBa JliBa HUXKHBOITOJIIOCHA apTepist —
TUPJIO Ha MepeHiil CTiHIIi icTUHHOrO mpocBiTy. Hes-
HayHO BHUpaxeHa rinmornepdysiss B IMapeHXiMi Bep-
XHBOT'O CErMEHTa JIiBoi HUPKM (puc. 4).

BuzHavya€eTbesl po3IIMPeHHsST KPUXKOBOTO KaHaIy i
KPVKOBUX OTBOPIB 3 TepeBaskaHHSM JIiBOPYY Ha PiBHi
S1—S3 3a paxyHOK pO3LIMPEHHS TyPaJbHOIO MillIKa.

Meouxko-zenemuuna KoHcyasbmauyis

CuUH TAali€eHTKU ONISHYTUN KOHCYJBTaTUBHOIO
pagolo XapKiBChbKOTO creliaai3oBaHOrO MEIUKO-Te-
HeTnyHoro LleHTpy i Ha mimcTaBi ckapr, aHaMHe3Y,
0COOIMBOCTEM (heHOTUITy BU3HAYEHO, IO B AUTHHU
HassBHUIT MASS-¢penotun (Mitral valve, Aorta, Ske-
leton, Skin).

Kniniunuit niaraos

OcHogHe 3axX60pPI0GAHHA

Cunapom Mapdana, BupaxkeHa ¢opma 3 Tepe-
BaXXHUM ypaxkeHHSIM CepLIeBO-CYIUHHOI CUCTEMU (-
(y3He posIIMpEeHHSI aOpTH, IIPOJIAIIC MIiTPaJbHOTO
knanana III crymens 3 perypritaniero I cTymens),
OITIOPHO-PYXOBOTO arnapary (BOpOHKOMNOIiOHa Aedop-
Mallisl TpyaHOI KIIITKA TOMipHOTO CTYIIEeHs, CKOJIio3
(6inbie 20°) HUIXKHBOTPYIHOTO Biminy xpeota, Tinep-
MOOIJIBHICTh CYIJIO0iB, aHOMAJIil Yyepena Ta OOIMYYs
(momixouedarisi, rimormiasis BUJIMIL), MOIEPEKOBO-
KpUZKOBA €KTazisl TBEpA0i MO3KOBOI 000JIOHKH, aTpo-
(iuHi cTpui, mporpecuBHU Nepeodir, ciMeHUI BUTIa-
JIOK, aBTOCOMHO-TOMiHAHTHUI TUIT YCIIAAKyBaHHS.
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Puc. 4. ®poHTanbHa nnoLmHHa pedopMaLiis HepeBHOro
BiQAiNy aOpPTH Ta OPraHiB YepPEBHOI MOPOIKHMHM

Ycxaaonenns

PoszmapyBanHs aneBpusmu aoptu, Tum 111 3a Jle-
beiiki, Tun B 3a CtreHdpopa. CuMntToMaTuyHa apTepi-
anpHa rinepteHsis (AT 160/100 mum pr. ct.), I ct., 11
cryninb. CH I®K, I ct.

Pexomendauii

Moougikauis cnocoby scumms

1. Jliera 3 mocTaTHIM BMiCTOM OiJIKiB, BiTaMiHiB,
MiKpoeJeMeHTiB (MarHito, Kajbllilo, LIWHKY, Mili),
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[JIiIKO3aMiHOIJIiKaHiB, 3MEHIIIEHHSI CIOXWBAHHS K-
XOHHOI CoJli 3 IXero.

2. He pomyckatu nmepeBTOMM 30pOBOIO aHalli3a-
TODpA.

3. JIOK, oproreAMyHNi KOpCeT.

4. YHUKATU 3HAaYHUX (Pi3MYHUX Ta EeMOLIMHUX Ha-
BaHTaX€Hb.

5. ABTOreHHe TpeHYBaHHS.

Meoduxamenmosne aikyeanHs

1. 1nst 3MeHIIeHHST BUKUIY KPOBi i1 HABAHTaXKEHHS
Ha CTiHKM a0pTH, KOPEKIIil apTepiabHOI TilnepTeH3iil:

1. a-AnpeHob6iokaTop (METOIPOJION).

2. Inribditop AII® (paminpwr).

II. MetabomiyHa Tepamis 3 MepeBaXXHUM BILIM-
BOM Ha CITOJIyYHY TKaHUHY:

1. IN1toko3aMiH cybdar.

2. [NoniBitaminHuit npenapat («KBageBiT»).

ITaLieHTKY MpOKOHCYABTOBAaHO y BilbHIOCEKOMY
KapaioxipypriyuHomy HeHTpi «Kapmiosita»; BpaxoBy-
104U TSDKKICTh YpakKeHHS aOpTH, OINepaTUBHE JIKY-
BaHHS HE PEKOMEHIIOBAHO.

Ilpoenos:

— JUIS KUTTSI — HECTIPUSITIIMBUIA,

— JJIS1 Ofy>XKaHHSI — HECHPUSITIUBUIA (0e3 Xipyp-
TiYHOTrO JIIKyBaHHS);

— JUIS TPYAOBOI HisTBHOCTI 3a Mpodeciero maiti-
€HTa — J03BOJICHUIA.

BucHoBku
CnexTp nopyiieHb CUCTEMHU CIIOJTYYHOI TKAHUHU
npu cuHapomi MapdaHa 3adinmae 6araTo OopratiB i

CUCTEM, MPU3BOAUTHL A0 PaHHbOI iHBaigM3allii Ta
cMmepTi. BaxkinBe sikoMora Oiblll paHHE BUSIBJICHHS
aHOMAJIil 3 BUSHAYCHHSIM PU3UKY MOXJIMBHX YCKJIaI -
HEHb, 110 J03BOJISIE PO3POOUTH TUIAH JIIKYBaJIbHUX i
Mpo(iIaKTUYHUX 3aX0[iB, CIIPSIMOBAHMX Ha 3aro0i-
raHHs 1i mporpecyBaHHIO, MpOMiJaKTUKy YCKJIa-
HEHb, 301JIbILIEHHS TPUBAJIOCTI Ta MOJIIIIEHHS SIKOC-
Ti XUTTS Malli€HTIB.

IManienTtam i3 cuHapomoM MapgaHa HeoOXiaHi:
peryJsipHe CrocTepexXeHHs KBajliikoBaHUX (haxiB-
1[iB 6araTornpodilibHOI KJIiHiKM; MOCTIHHUNI TIpUiioM
o-aApeHo0oKaTOPiB (32 BiICYTHOCTI aOCOTIOTHMUX
MPOTUITOKA3aHb); TIEPiOANYHE BUKOHAHHS eXOKap/Ii-
orpagii, MPT a6o KT nist koHTposto giameTpa aop-
TH i KIanlaHHUX Ball. PeKOMeHIyeThCsl YHUKATH MTifl-
BUILIEHOTO PiBHS (i3MYHOI aKTUBHOCTI, 3aHSITh KOH-
TaKTHUMM BUAAMU CITOPTY i MiBOIHUM TUIaBaHHSIM
yepe3 pU3UK PO3BUTKY CEPLIEBO-CYAMHHUX YCKIal-
HeHb, MHEBMOTOpPAKCY ¥ MOXJIWBOI AMCIOKaLii
KPUIITAIUKiB. MojloguM MalieHTaM i3 ciMeldHuM
aHaMHe30M cuHApoMy MapdaHa, y SIKUX BiACYTHi
MEePEeKOHJIUBI KJIiHIYHI O3HAaKM, a TaKOX MOJIOAUM
naiieHTaM i3 MaphaHONOAIOHUMU O3HaKaMu, ajie
0e3 ciMeifHOro aHaMHe3y, ITOTpiOHe TMOCTiliHe croc-
TepexXeHHs 10 18 pokiB KJIiHIYHUM T€HETUKOM, Kap-
JioJloroM, O(MTaJbMOJOTOM i JIikapeM IpOMeHeBOi
JiarHOCTUKMU.

be3 nikyBaHHSI cepelHsI TPUBAJICTh XKUTTS CTa-
HOBUTH (32 % 16) poKiB, ITpY TTOBHOLIIHHOMY JIiKyBaH-
Hi — 60 pokiB i 6utee (C. Dieckmann, Y. Von Kodo-
litsch, M. Rybczynski, G. Adam, 2003).
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H.H. Illampasa, T.A. Illamosa,
A.II. Kamencxasa, H.U. HAoaywancxuii, U.I. Kpaiiz, H. A. Kapnayxoea

KnunHuyecknin cnyyain cuHgpoma MapdaHa ¢ TaxenbiM nopaXXeHneM aopThbl

B cTrathe npeacTaBieH KIMHUYECKUI ciiydali cuHapoMa MapdaHa ¢ TSKeJIbIM ITopaXkeHUeM CepaeuHO-CO-
CYOUCTOM CHUCTEMBI Y OIIOPHO-IBUTATEILHOIO arrnapara, OCJA0XKHEHHBIM pacCclanuBaloIIeii aHEBPU3MOUN a0OPThI
¥ CUMIITOMaTUYECKON apTepuaibHOU rurepTeH3ueit. O0cyXaaloTcs KIMHUKA, TMarHOCTUKA, BO3MOXHBIE Me-
TOJBI MEAUKAMEHTO3HOM TEpAIMU U MTPOTHO3.

I.M. Shatrava, T.0. Shamova,
E.P. Kamenska, M.I. Yabluchanskiy, I.G. Kraiz, N.O. Karnaukhova

Clinical case of Marfan syndrome with severe aortic lesion

The article presents a clinical case of Marfan syndrome with severe cardiovascular and musculoskeletal sys-
tem, complicated dissecting aortic aneurysm and symptomatic arterial hypertension. The authors discuss the
clinical features, diagnosis, possible methods of medical treatment and prognosis.
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