Bunaaokm 3 npakrnkm

YIAK 116 - 018.2 - 056.7
LIO.Oriiinuk, T.A.Pyouii
CHHAPOM MAP®AHA
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BykoBHHCBHKOI NEPXKABHOI MeqHYHOI akaqcMii

Pezrome. OmitcaHo J{Ba BUna KA cHHipoMy MapdaHa y Yororikig 18 1 26 pokir. J{iarsos
[OCTARTEHUH Ha OCHOBE OISIAAlY TPYIIB [HCIS PAIITOBO] CMEPTI, JAHUX CYTOBO-MCi(MYHHX POSTHHIB TA
HeKpoteil.
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Beryn. Cungposm Mapddana (abo Bpo/xeHa Me30AcpMAalTbHa JHUCILTA31A) — II¢
CIIAAKOBC CHCTCMHE 3aXBOPHOBAHHA CIONYYHO! TKAHWHM, B OCHOBI SKOLO JICKHTh
TIOPYILEHHS CHHTE3Y KOMAreHy Ta ASTIOHY BaHHS HOTO HeapLiux (PO3uuHHyX) ppakiiitk
CXHITBHHUX JI0 PO3MaRy Ha MeTafo Ty, 130 BMILYIOTE OKCHOpomH [4,5.7].

Ha resetmunmii xapaxrep 3aXBOPIOBaHHA BICPINE 3BCPHYB yeary Bese |11].
BraxkaroTs, n10 OCHOBHHAM Y j1aHiii nato:orii € aedexr Qiopumiay, axuii 38 13aHuiM 3
reroM FBN, mo koaye i (pidprind 1 3HaXOOUTECS B KOPOTKOMY TIICH! 13 xpoMocomH.
agoxye 21.1 [10].

J11 xBopux 13 cHERpoMoM Mapdada THIOBHMMHE € BUCOKHE 3PICT 1 JOBT1 TOHKI
KIHIIBKH (0coOmBO AucTanbHl ix BiaaLTH). YacTo BIAMIMAHOTHCS CKOMO3, Kido3,
niironoaibua abo KwienoiGHa TPYAHA KIITKA, JOMIXOE(anis, By3bKe IUNE, BUCOKS
JyromoaioHe T HeO1HHA, ITIOCKOCTOMICTE. 3MIHH 3 DOKY Ouel NPOSBIAIOTHCH Y
BurmaAl gedopMailli KPULITANHKA, MIOTII, BIAIIAPYBAHHS CITKIBKH, TETEPOXPOMIL
paiTy K. BUABTIIOTh pO3LUHPEHHS BHCX1THOI YaCTHHH a0PTH 3 PO3BUTKOM PO3IIa-
POBYIOHO] aHEBPH3MH 200 HEAOCTATHICTh CEPLICBHX KIATIAHLE.

3axBOPFOBAHHA TIPOSBIAETHCA YIKE B AUTAIOMY Billl, a/1¢ OLIbIIICTE TAIEHTIS —
Moozl oA, HacTo XBopoba MPH3BOAWTS A0 PAHHBOI IHBATIAKOCTI 1 CMEpPTI; BHAB-
JLTEOTH 1i 3 OZHAKOBOIO YACTOTOKO Y YOAOBIKIB 13KIHOK |7, 8], CMepTE XBOpHUX HacTae
B] I XPOHITHOI cepLIEBO-CYIMHHOI HEAOCTATHOCT1 60 BHACTIIOK POSPHBY CTIHKH A0PTH
[6,9].

JoMiHAHTHUMA XapaxTep yellalAKyBaHHS nependadae, Ak O/MH 13 MEXaHI3MIB
NPHAPOIHOro A000PY, HASBHICT CTEPTHX (OPM 3aXBOPKOBAHHS [3 ], MArHOCTHKA AKHAX
€ JOCHTE CKNHO0. binbiricTs GloXiMIMHHX KPHTEPHB, 4Ki POMOHYIOTE A/ JlarHOC-
THKH cHHApoMy Mapdana, Hecniema(iui, a BUSHAYCHEA OKCHIPOIIHY TPYLOMICTKS,
1 He MOe OyTH BHKOPHCTAaHO /I HPOKUX Jocaimxens [1,2,8]. bamssko 40%
XBOPHX MAIOTE ¢cTepty (JOpMy 3aXBOPIOBAHHS, 33 JKOI BIACYTHE BAPAsKeHI 3MiHH B
AKiH-HeOYAL cucTeMl opranis [3,7].

Mera pocaiamenHs, Y3aranbHHTH JaH] JITEPATYPH 1 PE3yNBTATH BIaCHAX
crocrepeskeHb cuBAPoMy Mapdara 3 METOFO BHBYEHHA MOKIIMBOCTEH paHHBOI Alar-
HOCTHKHM CcTpTO! (POPMH CHEAPOMY, IPH AKIH OCHOBHOIO O3HAKOK € HecneH(iuHi
3MIHH B CCPLIEBO-CYAMHHIH cHCTEMI.

Marepia:1 @ MeToan. MaTepianoMm Jiid JocHikeHEsS OyIa cyZoBO-MelHMHA EKCTIepTH3a
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JIBOX BUOAJKIB panToBol cMepTi y HOJIOBIKIR 3 BUKOPUCTAHHS HCKPOMCit T IiCTOnaTonorivuolo
JOCHITKEHHS.
PesyabTaru mocmikenns Ta iX o6ropopenns. Hauli crioCTepeKeHHs CTOCY-

H0ThCS JBOX BUMAJIKIB panToBol cMepTi yosnoBiki 18 i 26 pokis, Tina sikux OyaH
HAMpaB/CHi /118 CyI10BO-MEAHYHOT €KCIIEPTH3H | BCTAHORJICHHA ITPUYMH CMEPTI Ta
JiarHosy.

1.Cyooeo-meduune docaioscenua miita zpomadanuna JI., 1972 poxy Ha-
pooxcerns (aKT CyIOBO-MeIUYHOTO Aochipkenns Ne 50 gig 21.01.1998 p.).

Ha posmuni ecmanosieno nacmynne: IpyJlHa KJITKa HENPaBUIbHOL 1JIOCKOT
thopmu 3 nifikorroaibHNM 3anadiHHAM ¥ HHKHIA TpeTuHi. KicTKy BepXHIX Ta HHKHIX
KinyiBox 0e3 ocobsmBocTeil. M’si3n 06ox kucTel pyk aTpogiuni, a 06uaBi cTonu
nedopMoBaHi y BUITTAI 3aMafaHHs CCPE/THIX X YACTHH.

VY nopoxuuHi nepHxapa 600 mi piakoi Kpogi Ta TEMHO-YEPBOHMX 3I'YCTKIB.
Jlncrku cepueBol cymKkn mazieHbki, Omickyui. Cepue poamipamu 19 x 12 x10 o,
macor 620 . Ha potux utineHe. CepueBuit M'13 Ha po3pisi NOBHOKPOBHMM, HEOd-
HOpiHNH, HepIBHOMIPHOro KpoBOHATIOBHEHHS. TOBLIMHA MIOKap/ @ J1BOrO LUTYHOUKA
1,8 cm, npaBoro ~ (0,6 cm. CocoukoBi Ta TpabeKysipHi M™ s34 [TOTOBLLEHI, KJIATIaHK
ceplls MOTOHWEHI, MancHbki, 6nauckyui (puc.1). [TopoxuuHa niBOro WAYHOYKA
30inblena B po3mipi. [HTuMa aoptu 61McKy4a, CBIT/IO-KOBTA, MICTUTh ITOOJHHOKI
OBaALHI Ta JOBracTi 6iyBaTo-skopTi OAsLIKA po3mipamu 1o 0,5 x 0,5 cMm. ¥V Haakha-
NaHHIA 9aCTHHI A0pTH, B 3aAHLO-Tpasiif I YacTuHI, CTIHKA po31iIapOBaHa Ta 1POCOHEHA
KpoB'10. BusiBNeHo 1winnHonoaidHri HUPKYASPHEA pO3PUB 20PTH 10 3a.1HiH NOBEpXHi
B MicLi po3mapyBanHs goexnHoi0 40 0,8 cM. Kpal po3pusy iH(UIbTPOBaHI KPOB'HO.
Po3pHB BUXOAUTH ¥ mepukapAiatsHy cvMky. Koca poamipamu 19 x12 x 6 cm,
MOBHOKPOBHA, JIa€ HE3HAYHWIT 3CKPIOOK NY.1bITH.

Puc.l. 3aransHui BAMSE MITDANLHOTO KNGNAHG rpomaasHuHa .
(axT cya-men. gocn. Neb0). 36.x54

Haui mixpockormiusoro gocinizxeHus (akt Ne 74 Bin 03.02.1998 p.): y newinui
— LIOKOBI 3MIHH, PO3IMIMPEH] CHHYCOIAM Ta 3€PHUCTA AuCTpodia renatountis, ¥
Nerengx — MOBHOKPOB’ s, KPOBOBRNUBH, Habpsak. B aopti — kpal po3puBy npocoyeHi
KpPOB’10, BiAMIY€HO eacToni3 Ta GparMeHTanilo RikonyacTux meMOpan. Ha inurux
HISTHKAX A0PTH PO3NABIIEHHS eJaCTHIRNX BOJIOKOH, YEPryBaHHs BOFHUIL aTpodii i
rineprpodii M’S30BUX BOIOKOH 1 IX PO3PHBH, TOTOBLIEHHA IHTHMHU.
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Miokapn — auctpodiyHi 3MiHM M SI30BUX BOJIOKOH, HAOPSK CTPOMHU, PO3LUK-
peHHs cyauH. Hupka — (10KkOBa, MOBHOKPOB S KAMINAPIR IOKCTAMENYAAPHOT 30HH,
JMCTPOQIYHI 3MiHK ENiTeNII0 KaHANBIB.

2. Apyeuii gunadox cmocyemuves mina spomadanuna b., 1981 poxy napo-
Ooicerna (KT CynoBO-MENUUYHOTO focikenns No 515 gin 04.09.1999p.).

Bcmanosaeno, O rpyaHa KHTKA IIOCKO-IIHIIHAPUHHOT (POPMH, TIPYIKHA TTPU
CTHCKaHH1. BepxHi 1| HwkHiI KIBIIBKA PO3BHHEH] [IPABHITEHO.

HaBxonocepuiea cymka 11i71a, B i1 moposkHMHI MicTuThCs Oist 1000 M7 KpoBi.
BHyTpiuras nosepxHs i rnafenbka, 6nucKyda. Ceple KoHI9HOT (hopMU, po3Mipamy
11x9x6 cM , macorw 280 r. ToBUIMHA CTIHKM JiBOTO IityHoUKa 1,8 cM, mpaBoro —
0,4 cm. Kiananu cepud tnajenski, 6muckydi, morontueHi. [1posip siHueBux aprepiit
Bi:tbHuif. CTiHKa 20PTH Y BHCXiZHOMY BIAALM Avry MillkonogiGHO po3luMpeHa 110
3aqHbO-J1IBIH [IOBEPXHI, 3 YTBOPEHHAM 3arTHOMHM B CTIHLI po3Mipom 4,5x5x3,5 cm.
Ha 2 ¢m BuLLE BIA MIBMICAUEBYX KJ1allaniB a0PTH PO3PHUB CTIHKU a0pPTH OpIEHTOBAHUH
napanenbHO 10 il KNaraxis, HENPaBUiILAO- NiHIHHOT GopMU AOBKHHOKW 5 ¢M; Kpai
PO3PHBY IHTEHCHBHO ITPOCOYEHI TEMHO-UEPBOHOIO KPOB 10, PO3IIapOBaHi.

Mikpockoniuno (akt Ne 824 Bix
04.10.1999 p.): cTiHKa aHeBPU3IMATHY-
HOPO MINIKA A0PTH NPEACTaBleHa OC-
JU37010 TKAHHHOIO, eNacTHKa Mafixke
BlACYTHA (pyc.2). Jlo IHTHMU pusirae
wap nponidepysanbHux Miodidpo-
Gnactis. Bel TKaHHUHU NTPOCSKHEHT KPO-
8’to. Miokapa - 6e3 ocobinBOCTEI.
HanuupHuk — 6e3 3MiH. Koca, nevinka,
HUPKH — IHOKOBI 3MiHH. Y MO3KY —
HaOpsIK HOro TKAaHKUHH.

B ofox sunaakax Ge3znocepen-
HBOKO NPUYKUHOIO CMEPTL CTAB PO3PHE
CTIHKH PO3UIAPORYIOUOT AHEBPU3MU BH-
CXIAHOTO BIAAINY a0PTH 3 HACTYHHOIO
TaMIOHA00 CEPLIA.
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MARPHAN’S SYNDROME
I Y Oliinyk, T A Rudyi
Abstract. Two cases of Marphan’s syndreme of men at the age of 18 and 26 are described in this
research. The diagnosis was made on the basis of the results after a corpses’examination just atter
their sudden death the findings of-medicolegal dissections and neeropsy.
Key words: Marphan’s syndrome; aneurysm of the ascending sorta, rupture of the aorta.
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