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HacnencrBennsie 3a0oneBanmsi coemuautensHoit Takam (H3CT) - arto
3a00J€BaHUs, pPa3BUBAIOIINAECS BCJICACTBHE MYTAlMM PA3JIHYHBIX TEHOB W
Mopakarollue MHOTHUE CUCTEMbI OpraHoB. OJIHAKO CHJIbHEE OCTAIbHBIX MOPaKaroTCs
CEPIICYHO-COCYIUCTasi U OIOPHO-JBUTaTEIbHAs CHCTEMBI, a TaKXKe TJla3a U Koxa [9,
11,16 ]. K maHHO# rpymnme 3a00JieBaHUN OTHOCATCS CHHAPOMBI Mapdana, Diepca-
Hannoca, Jloiica-/Iuta, Ctuknepa, Anbnopra, CHHIPOM CEMEUHOM pacCliauBarOIICH
AHEBPU3MBI IPYJTHOM a0PThI, CHHIPOM U3BUTHIX apTEPHil, CHHAPOM HECOBEPILIEHHOIO
OCTEOreHe3a, ABYCTBOPYATHIM a0pTaIbHbIN KIIAllaH U IPYTHE

[leapto  uccrnegoBaHWsl  SBISETCS  aHAIM3  JAHHBIX  3apyOekKHOW U
OTEUECTBEHHOW IUTEPATyphl U YTOYHEHHE WH(OOpPMAIMH O COBPEMEHHBIX METOJax
nuarHoctuku u JieueHust H3CT ¢ BoBiieueHHEM CEPAEUHO-COCYAUCTON CUCTEMBI.

B Hameilr pabotre Mbl moApoOHO paccMoTpuM cuHIpombl Mapdana, Jloiica-
Hutua u Dnepca-llannoca (Cocyaucteiii win 1V Tui), Tak Kak MMEHHO OHM 4Yalle
BCEr0 MPHUBOJAT K MATOJIOTHH CEPJCYHO-COCYAMCTON cucteMbl [2, 8]. 3a pa3ButHe

KaXI0T0 U3 3THX 3a00JIeBaHMI OTBEYAEeT MyTallHs ONpeeeHHOro rena (tadmn.l) [7,
18, 24]

Tab6n.1 ['eneTnueckass OCHOBA HACIICCTBEHHBIX CHHIPOMOB

HazBanue 60ne3Hu ['eH OTBETCTBEHHBIM 3a pa3BUTHUE
00J1€3HU
Cunnpom Mapdana FBN1
Cunnpowm Jloiica-/IuTtia TGFBR1/2
Cunapom Dnepca-Jlannoca COL3Al
(CocyaucTtslil Thn)

[TopaxeHust cepAeYHO-COCYJUCTON CHCTEMbI MOTYT BKJIOYaTh B CeOs:
aHeBPU3Mbl PA3UYHBIX apTEpHil, C pPaCCIOEHHEM HX CTEHKHM WM 0e3 Hero,
3HAYUTEJIBHYI0 W3BUTOCTb apTEPUM, MOBBILICHHYK) XPYIIKOCTH COCYIOB, IIpOJIAIIC
MUTPAJIBHOIO  KJallaHa, OTKPBITBIM apTEpPUaAlbHBIA IPOTOK, JBYCTBOPYATHIN
AOpTaJIbHBIN KJIAIlaH, CTEHO3bl A0PTAJIbHOIO KJIAllaHa U KJIallaHa JISTOYHOM apTepyuu U
apyroe. B Tabnuue 2 oneHeHa 4yacToTa BCTPEYAEMOCTH PA3NMYHBIX MAaTOJOTHM
CEepPACYHO-COCYAUCTON CHUCTEMBI U IIOPAXEHMsSI NPYIMX OpPraHOB U CHUCTEM IIpU
JaHHBIX 3a00JIEBaHUM.



Ta6n.2 YacTora BCTpE4aeMOCTH OPAKEHHS PA3IMIHBIX CHCTEM M OpraHoB [16]

HazBanue Cepaeuyno-cocyaucras Ckexner | I'maza | Koxka | Jluneson OTIeI
0ome3Hu cucrema yepena
Anespusma | M3But | [pyroe
OCTh
Cunnpom +++ - [IMK | +++ +++ + +
Mapdana
Cunnpom +++ ++ JAK, |++ ++ ++ ++
Jloiica-/lutna OAII,
JAMIIII
Cungpom ++8 - + - ++ ++
Dnepca-
Jlannoca
A — mnoBbllIeHHass XpynkocTe cocynoB, [IMK — mpomanc mutpansHOTO
kranana, JAK — paByxcrBopuarsld aoptanbHbil KiamaH, OAIl — OTKpwITBIN

apTrepuaibHblil mpoTok, JAMIIII — nedext MexmpeacepaHON neperopoaku

Cunapom Mapdana

Cunapom Mapdana — 53TO ayTOCOMHO-JOMHUHAHTHOE HACIEICTBEHHOE
3a00€BaHuE, BO3HUKAIOIIEE BCIEICTBUE MYTAallMd TI€HAa, KOAUPYIOLIErO0 CUHTE3
Oenka sKcTpanesuosipHoro MaTpukca — Gpuodpwumaa-1 (FBN1) [7]. Boepssie atot
CUHPOM omucall Mapmxckuii neauatp Aaronu bepuap Mapdan B 1896 rony.

YacToTa BCTpEUaeMOCTH IAaHHOTO CUHApOoMa cocTaBisieT 1-3 ciyyaeB Ha 10000
HaceneHus [25]. 3abosieBaHue BCTpeUaeTCsl ¢ OJMHAKOBOW YaCTOTOM Y MYXKYHMH U Y
KEHIIUH. BeposTHOCTh poXxAeHUs peOeHKa C JaHHOW MaTOJOTHEed, €Cu OJAWH U3
ponutenei crpagaet cuHiapomoM Mapdana, cocraBiser 50%. Cemeiinble ciydau
ATOr0 CHHApPOMA COCTABISIOT 75%, a criopaJndeckue, COOTBETCTBEHHO, 25% [2].

B maronorudeckuii mpoiecc BOBJICKAIOTCS MHOTHE CHCTEMBI U OpTaHbI, TaKHE
KaK  CepJIeYHO-COCYJIMCTAasl, OMOpPHO-ABUTATENIbHAs, JbIXaTeIbHas  CHUCTEMBHI,
3pUTEIBHBIM ammapar, Koxa. J[JI1 yCTaHOBKM KJIMHHYECKOTO JMarHo3a CHHIpPOMa
Mapdana ¢ 1991 roma ucnons3yroT Ho3onoruto ['enta. Ilocnmennuii mepecMoTp
naHHOM Hozosoruu cocrosuics B 2010 roxy Jloiicom ¢ coasr [19]. B Tabmume 3
MIPEICTABIICHBl OCHOBHBIC KPUTEPHHM IS YCTAaHOBKH KIIMHMYECKOTO JIHArHO3a
cunapoma Mapdana.



Ta6n.3 ITepecmoTpennsie kputepuu ['enra, 2010 rox [19]

JlnarHo3 cuuapoM MapdaHa MOKeT ObITh BHICTABIICH ;
[Ipu oTCyTCTBMU CEeMEWHOT0 aHaMHe3a:

o Pacmmpenue KopHS aOpThl WM PACCIOCHUE KOPHSI AOPTHI M MOJABBIBUX
XpycTaiuKa

o Pacmmpenue KOpHS aopThl WM PACCIOCHUE KOPHS aOpThl U MyTallus
rena FBN1

o Pacmipenue KopHS aopThl WIIM PACCIOECHWUE KOPHS aOpThl U 7 WIH
00J1bI1Ie OANIIIOB MO CUCTEMHOM IIKaje

o [ToaBeiBUX xpycTanuka u myTarus rea FBN1

[Ipy HamMuuM CeMEMHOrO aHaMHe3a:

. [ToaBeIBUX XpycTaiauka U CMHAPOM MapdaHa B CEeMEHHOM aHaMHE3€e

o 7 win Ooibllie 0a/IOB MO CUCTEMHOM MIKalle U CHMHIpoM Mapdana B
CEMEITHOM aHaMHe3e

o Pacumipenue KOpHsS aopThl MM PacCIOEHUE KOPHS aOpThl U CUHIPOM

MapdaHna B ceMeiiHOM aHaMHE3€e

Cucmemnasn wkana:

Ilpusnax bannv

CHUMIITOMBI 3aIACThs U OOJIBIIOTO ITaJIblia

CuMIITOM 3anACThsI HJIIM CUMIITOM OOJIBIIIOTO majabna

KuneBnaHas rpynHas kieTka

BoponkooOpazHast rpy/iHas KjieTka

JlebopMmariust 3a1HET0 OT/IeIa CTOTIBI

ItockocTonue

ITaeBMoTOpaKc

DKTa3usi TBEPJI0i MO3rOBON 000J0UKHU

[IpoTpy3usi BEpTIIY)KHOM BITaIMHBI

RPININNNIFPINEFPINEFPW

YMEHBIIIEHHOE OTHOIIIEHWE BEPXHUW CETMEHT Telia/HIKHUN

cermeHT Tena (<0,85) m yBemWYEeHHOE OTHOIIEHHE pa3Max PYK/POCT
(>1.05)

|

CKOJIM03 WK TPYIONOSCHUYHBIN Ku(o3

-

PasrubarenpHas KOHTpaKTypa JJOKTEBOIO CyCcTaBa

Jluuessie npusHaku (3 u Oojee mpu3HaKa: mojuxoredanus, 1
SHO(TANBM, YKJIOH IJa3HOM 1IEJIU BHU3, HEJOPA3BUTUE CKYJIOBOU KOCTH,
pETpOrHaTHS)

Koxnble ctpun 1

brmzopykocts (>3 nuonTpwii) 1

IIponanc MUTpanbHOTO KiIarnaHa 1

“ — mpM OTCYTCTBUM clenU(pHUYECKUX MPU3HAKOB CHHApoMoB Jloiica-/utiia,
Onepca-Jlannoca, HInpuntiena-I"onpaoepra.



Knunuueckass kaptuHa cunapoma Mapdana wmoxer BKIOYaTh B cels
MHOKECTBO  CUMNTOMOB. OCHOBHBIMU  TMOP&KEHUSMU  ONOPHO-JIBUraTENIbHOM
CUCTEMBI SIBISIOTCS BOPOHKOOOpa3Has WM KWJIEBUAHAs (Qopma TpyJHOU KIIETKH,
KOTOpasi MOSIBJSETCS BCJIEICTBUE UYPE3MEPHOIO pocTa pedep, CUMIITOM 3allsiCThs
(puc.1) — nucrtanbHble (amaHrd TEPBOTO M MATOTO TMAJbLEB  IOJHOCTHIO
NEPEKPHIBAIOTCA NPU MONBITKE OOXBAaTUTh 3alsSICThe IPOTUBOMOJIOKHOU PYKH,
CUMIITOM OoJbIIoro nanblia (puc.2) — auctanbHas ¢anaHra OOJIBIIOrO Malblia
MOJIHOCTBIO BBIXOJAUT 3a JIOKTEBOM Kpail JaJ0OHH NpU CTUOAHMM TOMEPEK Ja0HH.
Tsokenplid ckoMMO3 — OTKIOHEeHHe Oosbine 20°, yMEHbIICHUE Pa3ruOaHus JOKTS -
<170°, mIOCKOCTONHME M HPOTPY3Hs BEPTIYKHOM BHAAMHBL. MeHee YacThIMU
MPOSIBICHUSIMU SIBIISIIOTCSA TOTHYECKOE (apKOBUAHOE) HEOO, HEMPABWIBHBIN MPUKYC U
pa3iNyHbIe JHIIEBbIC MPU3HAKK (Tonuxonedanus, SHOPTAIbM, YKIOH TJIa3HOW IEIH
BHU3, HEJIOPA3BUTHE CKYJIOBOM KOCTH, pETPOTHATHSA).

Puc.1 Cumnrom 3amsictbs [26]

Puc.2 Cumnrom 6osbimioro nanbia [26]

A




Haubonee dYacThlM W MAaTOTHOMOHWYHBIM TPU3HAKOM CpEAM TOPaKeHUU
3pUTENIBHOTO ammapara SBJSETCS MOJBBIBUX XpycTajduka. Takke MOryT ObITh
aHOMAaJIbHO IUIOCKAasi POrOBMIA, YBEJIMYEHHUE JUIMHHOM OCH TIJa3HOro s0J0Ka u
TUNOIUIA3usl pafgykHoW o0onouku. I[IposBiIeHHSIMH €O CTOPOHBI ABIXATEIBHOU
CUCTEMBI SIBJISIIOTCS CHOHTAHHBIM NMHEBMOTOpPAKC U OyJUlbl B BEpXYIIKaX JIETKHUX.
Koxa npu 1aHHOM CHHApPOME MOpa)kaeTcs JOBOJIBHO PEAKO, OAHAKO, KOXKHBIE CTPUU
MOTYT CIYy’)KUTb OJHUM U3 JMAarHOCTUYECKUX KputepueB. Taxke XapaKTepHbI
PEUMANBUPYIOIIME W IOCJIEONEPALMOHHBIE TPBDKHA. OJKTa3us TBEPAOM MO3TOBOI
00O0JIOUKH SIBJIAETCS YaCTOM HAXOJIKOW IPU ATOM 3a00JIEBaHUU.

[TopaxkeHus cepAeUHO-COCYAUCTON CUCTEMBI pU CUHApoMe MapdaHa MOKHO
pa3fenuTh Ha TpU OOJbIIME TPYMIBI: MOPaXKEHHWE aopThl M JIETOYHOTO CTBOJA,
NopakeHue KJianaHoB, mopaxkeHue Mmuokapsa (Ta6:.4)

Tabn.4 Yactora mopakeHUs OTIECIOB CEPIACYHO-COCYIMCTON CHCTEMBI TPH
curapome Mapdana [12, 15, 21]

.HOKaJ'II/IBaI_[I/IH YacrtoTa BCTPCUACMOCTH

Kpymusie cocynsl | Kopenb aoptei/Bocxosmas aopra/Jlyra | 58%/19%/16%/15%/10%

aoptel/Hucxomsmass  aopra/Jlerounsiii

CTBOJI
Knanansl | MutpanbHbIil/ AOpTaTbHBIHI 80%/50%
Mmuoxkapn | JIeBbrit sxenynouek/IIpaBbiif sxemygouex 25%/10%

OCHOBHBIM  COCYAMCTBIM MpOsIBICHHWEM CcHUHApoMa Mapdana sBiseTcs
dbopMHUpOBaHNE AOPTAJIBHBIX AHEBPU3M C PUCKOM HMX PACCIOCHUS WA pPa3pbiBa.
BepositHo, mpuunHamMu (GOpMUPOBAHUS AaHEBPU3M SIBIIACTCS HapyIIEHWE CUHTE3a
¢bubpwIIMHA, YTO TPUBOJUT K HEJOCTATOYHOCTH MHUKPOPUOPUIUL, M HapyLICHUE
perynsiiun Tpanchopmupyroriero ¢aktopa pocra 6era (TGF-f), ctumynupyromero
CHHTE3 KOMIIOHCHTOB OJKCTpaneiumosspHoro marpukca [3]. Taxke Henms3s He
YUNTHIBAaTh  3HAUMTEIbHBIC TEpemajgpl  JaBJCHWs B  aopTe, W3MEHEHHas
COCMHUTENbHAS TKaHb KOTOPOW CKIIOHHA K PACTSHKECHUIO M MEHee YCTOWYMBa K
(bu3MYECKUM Harpy3kam, 4TO BElIET K MEXaHUYECKOMY MOBPEXKICHUIO CTEHKU a0PTHI.
Pa3peiB 1 paccioeHue aopTaibHOW aHEBPU3MBI SIBISIFOTCS BEAYIIUMHU MPUIMHAMU
cMepTH OO0JbHBIX cHHApOMOM Mapdana. Pa3pblB aHEeBpU3MBI, KpPOME OCTPOMU
KpPOBOIIOTEPH, MOXKET COIMPOBOXKAATHCA OCTPOM aOpTaIbHOW HEIOCTATOYHOCTHIO
W/WIM TaMIOHAIOM Cceplla BCIEJACTBUE 4YEro pa3BUBAETCS OCTpas cepacdHas
HEJ0CTaTOYHOCTh. PaccioeHue aopThl JEIUTCA Ha OCTPOE — MEHee JABYX Heleb OT
HayvaJia IposBICHUM, MOJIOCTPOE — OT IBYX JI0 IIECTH HeNleIb U XpOHUYeCcKoe — OoJiee
IIECTU HeJlelb. PacciioeHre MOXKEeT pacipOCTPaHATHCS Ha BETBH aOPThl U PUBOIUTD
K UX TEPEeKPBITHIO JIOKHBIM IPOCBETOM cocyla. TakuM oO0pa3oM, K OCHOBHBIM
CUMIITOMaM pPacciaOeHusi aHeBpU3MbI (00JIb) MOXKET MPUCOCTUHATHCS CUMIITOMATHKA
MO3IOBOM, IMOYEYHONM WM KOPOHAPHOW HEIOCTATOYHOCTH B 3aBUCUMOCTH OT
JIOKaJIU3allMyd paccioeHus. PacuimpeHue JIero4Horo CTBOJIA, HE CBSA3aHHOE C
neroyHoi runeprensueil Bcrpewaercss y 10% OGonbHbIX cunHApoMoM Mapdana u
TpeOyeT TOCTOSIHHOTO MOHUTOPMHIa B CBSI3U C Yrpo3od (opmupoBaHUs
HEJ0CTaTOYHOCTHU MPABOTO YKEITyA0YKa BCIIEJICTBUE €r0 MEePErpy3KH T1aBICHUEM.



[Tpu sTOM 3a007€BaHUM MOTYT OBITH OOHAPYKEHBI U3MEHEHHUS B MUTPAILHOM,
a0pTaJIbHOM M TPUKYCTIHIATLHOM KJanaHax. CaMbIM 4acTbIM MPOSIBJICHUEM SIBIISIETCSA
OpoJanc MUTPAIBHOIO KjamaHa, MpPU 3TOM CTBOPKM KJlallaHa HWCTOHYEHBI U
yanuHeHsl. [Iponanc MuTpansHOrO KiamaHa mpu cuHiapoMme Mapdana ¢ Bo3pactoM
CKJIIOHEH K TMepexojly B MUTPAIbHYIO HEIOCTaTOYHOCThb. [Ipu mosiBIeHUU
HEJOCTaTOYHOCTH KJIallaHa B pPAHHEM BO3PAcT€ €CTh BBICOKUW PHUCK Pa3BUTHUSA
3aCTOMHON  CepJIeYHOM HEIOCTATOYHOCTHM M JIETOYHOM TUIEPTEH3UH. ITO
OCIIO)KHEHHUE SIBISICTCSI OCHOBHOM TNMPUYMHON CMEpTH TpH cuHIpoMe MapdaHa B
JETCKOM Bo3pacte. TpUKyCHUAAIBHBIN KJIallaH OOBIYHO MOPAXKAETCS B COUETAHUU C
MUTPAJIbHBIM U HM3MEHEHUS B HUX CXO0XHU. AOpTajgbHas HEJOCTATOYHOCTh — 3TO
YacThld ¥ JIMarHOCTHYECKH 3HAYMMBIA AJIEMEHT CHHIPOMA U SIBJISIETCS CIIEICTBHEM
3HAYUTEILHOTO PACIIUPEHUSI KOPHS AOPTHI.

Ceituac omnucaHbl TPU BO3MOXHBIX TMPOSBICHUS MOPAXKEHUS MHUOKapaa Mpu
cunapoMe Mapdana: JIeBOXKETYI0UKOBasE HEAOCTATOYHOCTb, IPABOKETYI0YKOBAs
HEJIOCTaTOYHOCTh M AWIATallMOHHAsA KapauomuonaTtus. [Ipm OTCyTCTBUM TSHKENOro
MOPAKEHUS KJalmaHOB CHIDKeHHE ¢pakiuu BbiOpoca (PB) neBoro kemymodxa
HaOmomaetrcss y 25% OonbHbIX, a cHibkeHue OB mpasoro sxemymouka — y 10%
00NBHBIX. B muTEpaTypHBIX UCTOYHUKAX OMHCAHHUE MOPAKEHUS MPABOTO KEITYT0UKa
MMEETCA TOJIBKO B COYETAHUU C TIOPAKEHUEM JIEBOT'O JKEITyT0UYKA.

Taxke HE0OX0/IUMO TTOMHUTHh O BO3MOKHOM M3MEHEHHHU (PYHKIIUU Cep/ilia u3-
3a neopMaluu rpyIHON KIETKH.

Jleuenne u mnporHo3. llpemaparamu mnepBodl JMHUM NOpU (GOPMUPOBAHUU
aHeBpH3MbI ABJISIOTCS OcTa-Ookartopel [10]. OHM yMEHBIIAIOT MEXaHUYECKOE
MOBPEXJICHUE CTEHKU AOpThI, OJlaro/iapsi CHUKEHUIO apTEepPUaTIbHOTO NABJICHUS U
CUJIBI  CepACYHBbIX cokpamieHuil. [lpy HamuMuuMum OpPOTUBOINOKA3aHWUWA  WIU
HEJOCTATOYHOM 3P deKTe BO3MOXKHO HCHOJIB30BAHHE OJIOKATOPOB KaJIbIUEBBIX
KaHAJIOB W/WJIM MHTHOWTOPOB AHTMOTEH3WH mpeBpamiaromero ¢gpepmenta (MAIID).
Cuuraercss NEPCHEKTUBHBIM IPUMEHEHUE TIpenapata W3 TPyHIbl CapTaHOB -
J03apTaHa u3-3a ero antaronnsma ¢ TGF-f. B nposenennom Habashi J.P. ¢ coasr.
[13] ombiTe Ha MbIIIAax jg03apTaH MPEIOTBpaAIlal 00pa30BaHUE aHEBPU3MBI AOPTHI U
YaCTUYHO BOCCTAHABJIMBAJ MOBPEXKICHHBIE AJIbBEOJISIPHBIE Meperopoaku. OueHb
BOKHBIM SIBIISIETCS TPOQPIIAKTUIECKOE MPOTE3UPOBAHUE AOPTHI, JO €€ pa3phiBa.
JleTanpHOCTh MHpH IJIAHOBOM orepanuu cocrtaBisieT 1-2%, a mpu pacciioeHuu u
pa3peiBe aHeBpu3Mbl — Oosiee 20%. [lokazaHusi K XUPypruyecKkoMy BMELIATEIbCTBY
npeacTaBiieHbl B Ta0u. 5 [4, 14]



Tabn.5 Pexomenmanuu K MpOBEACHUIO XUPYPTUUYECKOTO BMEIIATENbCTBA MpU

cunapome Mapdana

AMepHKaHCKHE PeKOMEeHIauu
(ACCF/AHA/AATS 2010)

EBponeiickue pekoMeHAaA U
(ESC 2010)

JlnaMeTp aHeBpU3MBI > 5 CM

JlnaMeTp aHeBpU3MBI > 5 cM

Nnu < 5 cm, eciu:

N 4,6-5 cm, ecnu:

Poct 6picTpee 0,5 cMm/rox

Poct 6picTpee 0,2 cm/rox

B CEMbE cllyvyau paccioeHus
aHEBPU3MBI AUAMETPOM < 5 cM

Crnyyan pacciauBarollell aHEBPU3MBI B
CEMbE

O0epeMeHHOCTb — > 4 cM

3HauuTeNnbHas aopTajbHasi | 3HaUUTENbHas aopTajbHas WIH
HEJI0OCTaTOYHOCTh MUTpaJIbHasl HEIOCTATOYHOCTh
v KEHIUH UIaHUPYIOMUX | Y KEHIIVH, TUTAaHUPYIOIIUX

o6epemeHHOCTb — 4-4,5 cm

10-neTHSIST CMEPTHOCTH MAIIMEHTOB TOCIIE PACCIOCHHUSI aHEBPU3MBI COCTABIISIET
50-70% [6], uro oOyciaBiaWBaeT Ba)KHOCTh pPAaHHEH IHMATHOCTUKH, IMPABHIHLHOTO
MEIMKAMEHTO3HOTO JICYEHUS], a TAK)KE CBOEBPEMEHHO M KAUECTBEHHO MPOBEAEHHOTO
xupyprudeckoro JjedeHus. CpeaHsis NPOJOJDKUTEIBHOCTh JKU3HU  OOJIBHBIX
cuHapoMoM Mapdana coctasiseT okoio 70 ser [1].

Cunapom Jloiica-{utna

Cunnmpom Jloiica-/lutiia — 3TO ayTOCOMHO-IOMHUHAHTHOE 3a0o0JeBaHuE,
BrepBeie onrcaHHoe B 2005 romy, 3a BO3HMKHOBEHHE KOTOPOTO OTBETCTBEHHBI
MyTallUk B  TEHax, OTBEUAIOUIMX  3a  CHUHTE3  OEJIKOB-PELENTOpPOB
Tpancopmupyromero (akropa pocta 6era mepporo u Broporo tumnoB (TGFRI u
TGFR2), a Taxxke rera SMAD3 [18, 30]. Myranuu B renax TGFSRL/TGFSR2 Benyt
K VYBEIWYEHUIO akKTUBHOCTH |GF-f B KpOBEHOCHBIX COCyAax, 4YTO BEAET K
M30BITOYHOM TPOAYKUMU KOJUIareHa, IMOTEpe dBJacTUHA W HENpaBUILHOMY
pPACHOJIOKEHUIO ~ DJIACTUYECKUX  BOJIOKOH.  /[OCTOBEpHO  OUEHUTHh  YacTOTYy
BcTpeyaeMocTu cuHiapoma Jloica-/[uTiia Ha JaHHBIA MOMEHT HE MPEACTABIISIETCS
BO3MOYKHBIM B BUy OTCYTCTBHSI MAaCIITAOHBIX 3MHUIEMUOTIOTHYECKUX UCCIIEI0BAHUN.

3a0oneBaHue XapakTEpU3yeTCs TPUALAOW NPOSBICHUN: PACILEIJIEHHOE
HE0O/s3bIY0K, THUMEPTEIOpru3M (IIMPOKOE paCHoOJIOKEeHHE T1Ia3), (hopmupoBaHue
aopTaabHBIX aHeBpu3M [18]. B ocTanbHOM KIMHUYECKass KAPTHHA MOYKET BKJIIOYATh B
ceOsi KpaHHMOCHMHOCTO3 (paHHee CpallleHHEe IIBOB Yepemna), JKTa3uio TBEepIon
MO3roBO# 000J0ukH, Manbhopmarmio Kuapu (omyrieHue MUHIAIUH MO3XKCUKa B
OOJIbIIIOE  3aTHUIOYHOE OTBEPCTUE CO CHABIMBAHHEM MPOJOJITOBATOTO MO3Ta),
OTKPBITHIA apTepuanbHbiii MpoToK (OAII), H3BUTOCTH M JOMKOCTH apTepHid,
aHEBPU3MbI U X PACCIOCHUE [0 BCEMY apTepUaIbHOMY pycily. Boiaenstor Tpu tuma
cunapoma Jloiica-lutia: 1 Tun — 3aboieBaHue MPOSBISICTCS TUITUYHBIMU JIUIIEBBIMU
CUMIITOMaMH, 2 TUI — TUIHAYHBIE JIMIEBbIE CUMITOMBI OTCYTCTBYIOT, OJIHAKO €CTh
KOXKHBIE TIPOSIBJIEHUS — BEJIbBETOBAsA, XpYIKas, MOJYIpO3payHas KoXka, 3 THUI
XapaKTEepU3yeTCsl HATMYMEM OCTE0ApTPUTA. BaXKHO MOJYEPKHYTh, YTO BO BCEX TUIIAX
OPUCYTCTBYET  MOPAXKEHUE  CEPACYHO-COCYAUCTOM  cuctembl.  KnmHuueckue
nposiBrieHus: cuHapoma Jloiica-JluTa cxoxu ¢ mposiBIeHUAMU cuHApoma Mapdana,
onHako ansi cunapoma Jloiica-/lutma xapakTepHo (GOpPMHpPOBAHUE AHEBPU3M HE



TOJIbKO B aopTe, HO M B 0OOJee MEJIKUX apTepHusX, paHHee, MO CPaBHEHUIO C
cuHApoMoM Mapdana, pacclioeHue U pa3pbiB AHEBPHU3M, OTKPBITHIN aOpTaIbHBIN
IPOTOK U OTCYTCTBUE MOABBIBUXA XPYCTaIUKA.

Tak kak Ha JaHHBIM MOMEHT €Nl HE YTBEPKACHO TUATHOCTUYECKUX KPUTEPHUEB
cunapoma Jloiica-/IuTia, To Npu yCTaHOBKE JHMarHo3a Bpay JOJHKEH MOoJiaraThCsl Ha
KJIMHUYECKYI0O  KApTUHY U MOJICKYJIIPHO-TEHETUYECKoe  oOclefoBaHUe ¢
oOHapyKeHHEM CelU(PUIECKUX MYyTAIIUM.

MenukaMeHTO3HOE JIEYEHUE JTAHHOTO CHHJIPOMA CXOXKE C JICUEHUEM CUHApPOMA
Mapdana. Kak u npu cuanpome Mapdana cunraercss mepcreKTUBHBIM IPUMEHEHHE
O5oKaTOopa pEIenTOpOB AaHTUOTEH3WHA — JI03apTaHa, KOTOPBIM TakKe SBISAETCA
antaronnuctom [GF-f. Taxke BO3MOXKHO KOHCEpBATHBHOE JieueHHEe OeTa-
osokaropamu B couetaHun ¢ MAII®, capranamu winm OJOKaTOpamMu KajJbLUEBBIX
KAaHAJIOB

Opnako npu cunapome Jloica-/[uTia omiMyaeTcs TaKTUKAa XUPYPrUUECKOro
nedenus. [Ipore3supoBanue aopThl PEKOMEHIOBAHO MPHU IUaMETpe aHEBPU3MBI OoJiee
4 cM wn3-3a CKJIOHHOCTM aHeBpu3M npu cunapome Jloiica-/lutna k paHHEMY
PACCIIOCHUIO U Pa3pbIBy AHEBPU3M, JOBOJIBHO HU3KOW JIETAIBHOCTU NPU IUIAHOBBIX
omnepauuax W Jy4dlleMy 3a)KUBJICHUIO IIOCJIEONEPALMOHHON paHbl B CPAaBHEHUU C
curapomamu Mapdana u Dnepca-Jlannoca [29].

3a0oJieBaHNE XapaKTEpPU3yeTCs HEOIaronpusATHBIM MPOTHO30M CO CpEeaHEen
MPOJOJDKHTEILHOCTRIO kU3HU 26-37 net [18]. CmepTh HacTymaeT BCIICACTBHE
PAaCCIIOEHHUS WIH pa3pbiBa aHEBPU3MbI A0PThI, APYTHX aAPTEPHUIl CPETHETO U KPYITHOTO
KaJinOpa U BHYTPUUYEPETTHBIX KPOBOUBIHUSIHUM.

Cunapom Jaepca-/[aninoca cOCyIUCTbIN THIT

Cunapom Dnepca-/lanimoca — 3To Trpynmna HaCIEACTBEHHBIX 3a00JeBaHUMN
COCIMHUTENIbHOM TKaHW, XapaKTEepPU3YIOLIUXCS HApPYIICHUSIMU B CTPYKTYype
KOJUIar€Ha W TOJMOPraHHBIMU HapylIeHUsIMU. VI3BeCTHO OOJBIIOE KOJIUYECTBO
BapUAHTOB JIAHHOTO 3a00JieBaHUsI, 0JIHAaKO, B 1997 romy ObUTO MPUHSTA YIPOIIEHHAS
KJaccupuKalus, BKIIOYAIOMasi B ce0sl IeCTh OCHOBHBIX THIIOB — KJIACCHYECKUH,
TUNIEPMOOMITBHBIN, apTpoxalasus, COCYIUCTBIN, KHU(POCKOJIMOTUIECKHUH,
nepMarocnapakcuc. OcTalibHble BapUaHThl ObUIM UCKIIFOUEHBI BCIEACTBUE X PEAKON
BCTPEUAEMOCTH W/WJIM HEMOJHOTO KJIMHUYECKOTO M TeHETHMYECKOTO OIMUCAHMUSL.
CocymucTtelii TUOL — 3TO ayTOCOMHO-JIOMUHAHTHOE 3a00JieBaHHE, KOTOPOE
pa3BuBaetcs npu mytanuu B rene COL3AI, 0TBETCTBEHHOM 3a CHHTE3 KOJulareHa 3,
YTO BEJET K €ro HEeJIOCTaTKy B TAKUX OpPraHax Kak apTepuH, KUILIECYHUK, JIETKHE U
maTka [24]. KinuHuyeckoe TeUeHHE W TMPOTHO3 COCYAMCTOrO THIIA CUUTAKOTCS
HanOoJiee HeOIArONPUSITHBIMUA CPEAM BCEX TUIIOB CUHApOoMa Diepca-Llanioca.

Yacrora BCTPEYAEMOCTH COCYAMCTOTO THMA MO Pa3IUYHBIM HCTOYHHUKAM
coctasisieT oT 1:5000 no 1:25000 1 He 3aBUCHUT OT MOJIa U pacoOBOM MPUHAIIEKHOCTU
[5]. MoXHO TpeAnonokKUTh, YTO TaKas BapuaOEIbHOCTh YaCTOThl BCTPEUACMOCTU B
pa3IMYHBIX  HCTOYHUKAX  OOBSCHSAETCS  HE  HCTUHHOM  pa3HMIEed B
pacnpoCTpaHEHHOCTH 3a00JIEBaHMS, & OCBEJOMIICHHOCTBIO U HALIEJIEHHOCTBIO Bpadeil
Ha JaHHbIA AuarHo3. COOTHOIIEHHE CIOPAJIUYECKHX W CEMENHBIX CIy4aeB IpH
JAHHOM TuIie coctasisieT 1:1.



KnnHnueckass xkaptuHa Obuia BrepBble onucaHa B 1892 rogy poccuiickum
tepaneBToM b.A. UepHory0oBbIM, a mo3ike onucana aepmaronoramu E. Ehlers (1901
ron) u H.A. Danlos (1908 roxa). Hanboiiee xapakTepHble POSBICHUS - 3TO TOHKas,
MOJIyIIpO3payHasi KOKa, CKJIOHHOCTh K KpPOBOTEUEHUSIM, CIIOHTAHHBIE pPa3pbIBbI
apTepuid, KHUIIEYHHUKA, OEpPEeMEHHOW MaTKH, JIETKUX, ITHEBMO- MU TE€MOTOPAaKC,
HapylieHHOe 3axuBiicHHe paH [28]. JlpyruMu COCYAHMCTBIMH HapyIICHUSIMH
ABJISIIOTCS ~ BApUKO3HOE  pPACIIUPEHUE BEH, MHOXKECTBEHHbIE apTepUajbHBIC
aQHEBPU3MbI TPEUMYILECTBEHHO B apTepusix cpeaHero kaiuOpa (celie3eHOYHas,
MIOYEYHbIE, MEYEHOYHbIE, APTEPUN KOHEYHOCTEH), TPOMOOIMOOINYECKUA CHUHIPOM
(TpoMOOAMOOHST JIETOYHOW apTepuu, WHPApPKT MHOKapaa u apyroe). CepaedHo-
COCy/AMCTas CHCTeMa IMpH JaHHOM 3a0ojieBaHMU mMopaxkaercs B 77% cilydaes.
Kpurepun  nMarHOCTMKM  COCYAMCTOTO  THNA CHUHApoOMa  Oiepca-/lanioca
npecTaBieHbl B Tabwmie 6 [23].

Tab6m.6 {uarHoctnueckue kpurepuud COCyAHCTOr0o THIIA CHHApOMa Jepca-
Jlannoca [23]

boapmme kputepun (2 miam 0ojee COOTBETCTBYIOT BBICOKOH BEPOSTHOCTH
JMarHo3a):

Pa3pbIB apTepny, KMIIEYHUKA WIIA MAaTKH
OO1mpHbIE KPOBOIOITEKU

Tonkast, mosynpo3padHas Koxka
XapakTepHbI€ JINLIEBbIE IPU3HAKU

Mainsie kpuTepuu:

Akporepus

['MnepMoOMIBHOCTD MAJIBIX CYCTaBOB (MEX(aTaHrOBbIE CYCTaBblI)
Pa3pbIBBI CBA30K WIJIM MBIIII]

Kocomnamnocts

Pannee nmposiBeHne BapuKO3HO PACIIMPEHHBIX BEH
ApTeproBeHO3HbIE MaJb(hopMaIuu

KapoTuaHo-kaBepHO3HOE COYCThE

[THEBMOTOpAKC MM F€MOTOPAKC

CemeliHbIM aHaMHE3 BHE3AITHOW CMEPTH

JInsi OKOHUATeNbHOM BepUPUKAIIMK JHarHo3a HEOOXOIUMO TEeHETHYECKOE
uccnenoBanue. [Ipu xapakrepHoit kinHu4eckor kaptuHe myTanus B rene COL3AL
obHapyxuBaetcs B 98-99% ciyuaes.

Jleyenue cocyaucToro THIIa CHUHApoMma Oiepca-Jlanioca 3akiroyaeTcs B
noctuxeHnu koHTpoiupyemoit runoteHzuu (CAJ=100-110 MM pT. CT.), u3dberanuu
TpaBM, M B 4acTHOCTH omnepauuii. HegaBuue wuccnenoBanus Ong K.T. ¢ coasr.
MOKa3aJii, 4YTO TPUMEHEHHE OeTa-aapeHo0I0KaTopa MEIUNpOosoia JOCTOBEPHO
CHWKAET PHCK apTepUANbHBIX OCJIOKHEHWHA Yy TaKuX OOJIBHBIX, YTO AaBTOPHI
CBSI3BIBAIOT CO CTUMYJISIIIUEH IEIHUIPOIOIOM TpaHCHOpMHUPYIOMIETO daKkTopa pocTa



Oera [22]. Takxke M3BECTHO, YTO NMPUMEHEHUE JAECMOINPECCHHA alleTaTa YMEHbBIIACT
BpEeMsI KPOBOTEUCHHS y MALMEHTOB ¢ cuHApoMoM Jepca-/laninoca [27]. Hecmotps
Ha €IMHUYHBIE COOOIIEHUsI 00 YCIEIIHOM JHJIOBACKYJSIPHOM JICYCHUH aHEBPU3M Y
ATOM KAaTEropuu TMalMEHTOB, XUPYPTUUECKOE JICUCHHE AaHEBPU3M M TPOBEJICHHE
JIPYTUX IUIAHOBBIX ONEpalfii MpOTUBOIOKA3aHO M3-32 BHICOKOW MEpPUONEepalMOHHON
netanbHOCTU. HeoTnoxubie omnepanuu, u30exkaTh KOTOPbIE HE MPEACTABISECTCS
BO3MOXHBIM (pa3pblB  aOpThl WJIM MO3TOBBIX apTEpHil, KaJlOBBIA MMEPUTOHUT
BCIICZICTBME  pa3phiBa  KHIEYHWKA) HEOOXOAUMO  BBIIOJHATH C  OCOOOM
OCTOPOXKHOCTHIO [31].

[Iporno3 3aboneBanus. CpenHuid BO3pacT MPU MEPBOM apPTEPUATBLHOM WM
KHUIIEYHOM OCJIOKHEHUM cocTaBiisieT 23 roga. Y 25% OOJILHBIX TaKUE OCIIOKHEHHUS
npoucxonar B Bo3pacte 10 20 ner, a k Bo3pacty 40 sner onu npoucxomir y 80%
O0oipHBIX [5]. CpenmHss NPOJOIDKUTEIBHOCTh JKM3HH TAIlMCHTOB C JIAHHBIM
JMarHo3oM coctasiseT 48 et [23].

BuiBoabI

CepaedHo-cocyaucTasi cuUCTeMa SBJISETCS OJHOW u3 Hauboliee YacTo
MOpPa’kaeMbIX CUCTEM OpPraHOB MPH HACJIEJICTBEHHBIX 3a00JIEBAHUIX COCIUHUTEIHHON
TKaHu. M1 uMeHHO cTeneHb MOP(OJOTUYECKUX HAPYLIEHUH B COCyIax U CEp/le B
HauOOJIbIIIEH CTEMEHU OMpPEeIeIsieT TAKTUKY BEJCHUS OOJIbHBIX M UX MPOTHO3. 3HAHUE
Y HalleJICHHOCTh Ha JUArHOCTUKY — OIICHKA HAJMYMS KPUTEPUEB JUATHOCTUKH Y BCEX
MAIMCHTOB C KJIAMTAHHBIMU TOPAKCHUSMHU CEep/Illa M apTepUaTbHBIMU aHEBPU3MAMH
HESCHON ATHOJIOTUM — OTHOCHUTENHHO PACHpOCTPaHEHHBIX CHHAPOMOB, TaKHUX Kak
cuHgapom Mapdana, Jloiica-/lutia, Onepca-/lannoca, BpayamMu KapAHOJOTaMH,
pEBMAaTOJIOTaMH, TEPATIEBTAMHU U CEMEHHBIMHU Bpa4aMH ITO3BOJIUT MTOBBICHTH KAYECTBO
Y TIPOJIOJDKUTEBLHOCTD KU3HH Y JaHHOUW KaTErOpUH MAIlMEHTOB.

[lepcrneKTUBHOCTh AAIbHEHIITUX UCCIEAOBAHUM B JaHHOM 00J1aCTH 000CHOBaHA
HEOOXOJMMOCTBIO OTpEETICHUs] JUArHOCTUYECKUX KpUTEepUeB cuHapoma Jloiica-
HuTia, pa3paboTKK U YCOBEPIICHCTBOBAHMS TATOTEHETUYECKOMN TEpAIMK OMMCAHHBIX
CUHAPOMOB (JI03apTaH, ILETUIPOTON U Jp.) W YBEIUYCHHUS I0Ka3aTEIbHOW Oa3bl
MEJIUKAMEHTO3HOU TEPAIUHU.

Pesrome

YpakeHHs1 cepueBO-CYAUHHOI CMCTEMH IPH CHAJAKOBUX 3aXBOPHBAaHHAX
CIOJIYYHOI TKAHUHU

Kypasnwosa JI.B., Pomanenko O.P.

CnankoBi 3axBoptoBaHHs croiaydHoi TkaHuau (C3CT) — 1e 3axBoproBaHHS, 1110
PO3BUBAIOTHCA YEpe3 MyTallii pI3HUX I'EHIB Ta 3alydaloTh Y MATOJIOTTYHHUNA MPOILIEC
0arato cUCTEM OpraHiB, a HacaMIepe] CepLEeBO-CYyIUHHY, OTIOPHO-PYXOBY CUCTEMH,
oui Ta mKipy. Jlo cmaakoBux XBOpoO, SKi HAWYACTIIIE MOIIKOKYIOTh CEPIIEBO-
CYIUHHY CHCTEMY BIIHOCAThCSA cuHIpoMu Mapdana, Enepca-/lannoca ta Jloiica-
Hitua. COinbHUM JJIs1 UX CHHIPOMIB € (OpMYyBaHHS aHEBPHU3M AOPTH Ta IHIIMX
CYIUH 3 PU3UKOM IX pO3IIapyBaHHSA. Y CTaTTl MPEACTaBICHI Cy4acHI MOTJISIAN IOA0
€TIONOrii Ta MAaTOT€HE3y AAaHMX CHHIPOMIB, AaKTyaJlbHI JIarHOCTHYHI KpUTEpii,



HOBITHI IOCSITHEHHSI y KOHCEPBATUBHOMY JIIKyBaHHI Ta peKOMEHAaLlli 10 X1pypriyHux
BTPY4YaHb Y II€1 TPYIH TMAIlI€HTIB.

Kao4oBi cjioBa: cnaakoBi 3aXBOpPIOBaHHSA, CHUHApPOM Mapdana, cynuHHI
aHEeBPU3MHU

Summary

Involvement of cardiovascular system in hereditary disorders of
connective tissue

Zhuravlyova L., Romanenko O.

Hereditary disorders of connective tissue are diseases caused by different gene
mutation and involve into pathologic process many organ systems, especially,
cardiovascular, skeletomotor systems, eyes and skin. Marfan syndrome, Ehlers-
Danlos syndrome, Loeys-Dietz syndrome are hereditary disorders which frequently
damage cardiovascular system. These syndromes have common feature — formation
of aneurysms of aorta or other vessels and risk of their dissection. The article presents
modern view on the etiology and pathogenesis of mentioned syndromes, current
diagnostic criteria, novel achievements in therapeutic management and guidelines for
surgical interventions in this group of patients.

Key words: hereditary disorders, Marfan syndrome, vascular aneurysms

IIuTaHHs NI CAMOKOHTPOJIIO BXiTHOI'0 PIBHS 3HAHb

1. o sikoi rpynu reHeTUYHUX 3aXBOPIOBAaHb HayacTillle HajleXkaTh CIAJKOBI
3aXBOPIOBAHHS CIIOJYYHOI TKAHUHU:

A) XpoMOCOMH1 XBOpOOH

b) MonorenH1 xBopoou

B) MitoxoHnapianbHi XBopoOu

') MynbrudakropianbHi XBopoOu

2. IHCTpyMEHTAIbHUM JOCIIDKCHHSM BHOOpY ISl JTIarHOCTHKW KIJIAMTaHHUX
ypaxxeHb ceplus €:

A) EKT

b) Pentrenorpama oprasiB rpyIHOi KJIITKH

B) Komn'torepna Tomorpadis

I') Exokapaiorpadis

3. IHCTpyMEHTanbHUM JOCIIJKEHHSM BHOOPY JUIsl 1arHOCTUKUA aHEBPU3MU
YEepEeBHOTO BIAJALTY A0PTH €

A) Pentrenorpama opratiB 4epeBHOI MOPOKHUHU

b) YabTpasBykoBe 10CTIIKEHHS

B) ©oI'IC

I') Komn'torepna Tomorpadist

4. [HCTpyMEHTaIbHUM JOCHIKEHHSIM BHOOpPY HJsi J1arHOCTUKH aHEBPU3MU
TPYAHOTO BIJJILTY a0PTH €:

A) Komm’rotepHa anriorpadis

b) YapTpa3BykoBe q0CITiIHKEHHS



B) Pentrenorpama opraiB rpyaiHO1 KJIITKH

I') EKT’

5. [HCTpyMEHTaNbHUM JTOCIIJIKEHHSIM BUOOPY ISl 1IarHOCTUKU PO3IIapyBaHHS
aHEBPU3MH A0PTH €:

A) InBazuBHa aoptorpadis

b) Komm’rorepHa anriorpadis

B) YnbTpasBykoBe 10CIIIKEHHS

I') EKT’

6. OCHOBHUM KJTIHIYHAM CUMIITOMOM PO3IIIapyBaHHS aHEBPU3MHU a0PTH €

A) 3agunika

b) [linBuieHHs TeMIepaTypu Tijia

B) Pi3kuii 61716 B MDKIIONIATOYHIM AIISHIT

I') Bce Buie HaBeacHe

7. Sxi xmiHIYHI OCOONMBOCTI TMallieHTa IMOBUHHI HABECTH HA JIYMKY PO
HAasSBHICTh Y HbOT'O CIIaJIKOBOT'O 3aXBOPIOBAHHS CIIOJYYHOI TKAHUHH

A) I'inepMoO1IBHICTD CYTI001B

b) lllymu B cepiri

B) IN'inepenactu4HiCTh MIKIpU

') Bce Buiie HaBeiexe

8. Ske 13 HWXKYe HaABEJECHUX 3aXBOPIOBAaHb HAJICKUTH JO CHAJKOBUX
3aXBOPIOBAHb CIIOJYyYHOI TKAaHUHU.

A) XBopoba bexrtepena

b) Cunnpom Mapdana

B) Cunapom I'yanacuepa

I') Cucremna ckiepoaepmist

9. flky martomoriro MO)kHa 3amifo3putu y mamienta 3 AT 150/35, UCC 85
VA/XBWI, MIaCTOJIYHUM IIYMOM 3 €MIIEHTPOM Ha aopTalbHOMY KJamaHi, SKUN
MPOBOJIUTHC B TOUKY boTkiHa-Ep6a, 1 po3mupeHHsM J11BOi MEX1 CepIls 10 CepeTHbOT
M AIaxBaBoi JIH1i?

A) AopranbHa HEJJOCTATHICTh

b) Mitpanbauii cTeHO3

B) Aopranbhuii cTeHO3

') Miokapaut

10. OCHOBHMM KJIIHIYHHUM CUMIITOMOM aHEBPU3MH YEPEBHOTO BTy AOPTH €:

A) binb B emiractpii

b) [lopymieHHs1 ce4OBUITYyCKaHHS

B) I'onoBHi 6051

I') BiguyTTs mynbcauii B emiractpii

11. KoHcynpTalisi SIKMX CHEIagicTiB HEoOX1/IHA MallieHTaM 13 CHaJKOBHUMU
3aXBOPIOBAHHSIMU CIIOJIYYHOI TKAHUHU:

A) Kapnionora

b) Odransmornora

B) PeBmarouiora

') Beix nepemniueHux

12. le nepeBipsieTbCs PO3TSHKHICTD HIKIPH:



A) Ha noBepxHi JIKThOBHUX CYTJI001B, 10 PO3THHAETHCS

b) B HaBKoJIONIYIOYHIN JT1ISHII

B) Hanx Benukumu rpyJHUMH M’ sI3aMU

I') Ha nepenHniit moBepxHi cTerHa

13. Sxuii aycKyJIbTaTUBHUN CUMIITOM BHU3HAYAETHCS y MALIEHTIB 3 MPOJIATICOM

MiTpaJII)HOI‘O KJ1altaHa.

A) Cuctono-a1acToIMYHUN IIyM

b) Putm ranomy

B) Cucroniude kiamanas

') lym Ha COHHMX apTepisix

14. JlikyBanpHa TaKTUKA MPU aHEBPU3MI aOPTH, sIKA PO3IIAPOBYETHCS:
A) OuikyBanbpHa TaKTHKa

b) KonTtponboBaHa rinorensist Ta/abo xipypriuae BTpydJaHHsI

B) AHTUKOAryJIsiHTHA Teparis

I') Ypreurna inBazuBHa aopTorpadis

15. OCHOBHMM KJIIHIYHHM CUMIITOMOM aHEBPHU3MH IIepeOpaIbHUX apTepii €:
A) BorauiieBa HEBpOJIOTiYHA CUMIITOMATHKA

b) Cynomu

B) Cumnromaruka BiJICyTHS

') HaGpsik Mo3Ky

[IpaBwiibHI BIIMOBIAL 10 TECTIB BX1THOTO KOHTPOJISI 3HAHB!
1-b; 2-T'; 3-b; 4-A; 5-b; 6-B; 7-1'; 8-b; 9-A; 10-I'; 11-I"; 12-A; 13-B; 14-b; 15-
B

IIuTaHHs 114 3aKJII0YHOT0 CAMOKOHTPOJII0 PiBHS 3HAHb
1. TlaToreHeTHYyHO OOTPYHTOBAaHUM MpeMapaToM Jis JIIKYBaHHS CHUHIPOMIB

Mapdana 1 Jlotica-/lutna €:

OlJIKa:

A) Marsesii cynbdar

b) dporaBepun

B) Jlozapran

I') Acmipun

2. [TaTOrHOMOHIYHUM CUMIITOMOM cHHIpoMYy Mapdana €:
A) IligBUBUX KpHILITATUKA

b) BukpuBneHHs HOCOBOI IEPETUHKH

B) 3nmxenns ¢pakuii BAKUY JIIBOTO HITYHOUYKA

') [Iponarc MiTpanbHOTO KiIamaHa

3. Tun cnaakyBaHHs cuHapoMy Mapdana:

A) 3uennenuit 3 X-XpoMOCOMOIO

b) AyrocoMHO-penucuBHUM

B) AyToCcOMHO-TOMIHAHTHHMA

I') He 3’sicoBanuit

4. T'en, BIAMOBIAAJIBHHUNA 32 BUHUKHEHHS CHHIApoMYy MapdaHa, KOaye CHUHTE3

A) Konareny-3



b) Enactuny

B) I'emorno0iny

') ®i6puniny-1

5. Skuii niamMeTp aHEBPU3MH AOpPTH € AaOCOJMIOTHUM IOKa3aHHSM JI0
X1pypriuyHOTO JIKYBaHHSA MpU cUuHApoMi Mapdana:

A) >4 cm

b) >5 cm

B) >3 cm

') >6 cm

6. OcHOBHA Tpiaga nmposBiB cuHaApomy Jloiica-JluTia:

A) CrioHTaHHU THEBMOTOPAKC, a0pTajbHa aHEBPU3MA, IIABUBUX KPUIITAINKA

b) JlamkicTh CyauH, CHOHTAaHHUN PO3PHUB KUILIEYHUKA, TOTAHE 3arO€HHS paH

B) AoprasibHa aHeBpU3Ma, TIEPTEIOPU3M, POLIETUICHHS MM1AHEOIHHSI/I3UUKa

I') Kamiens 3 kpoB'to, HEPPITUUHUIA CUHIPOM, MITpajibHa HEAOCTATHICTh

7. lllo Take rimepTenopu3M:

A) llupoxe po3TairyBaHHs OYeit

b) By3bke po3TanryBaHHs ouei

B) Panne 3pornieHHs 1miBiB yeperna

') Bucoke nigHeOiHHS

8. T'en, sxuii BigmoBiZa€e 3a BUHMKHEHHs cuHapomy Jloiica-/{uTia, komye
CUHTE3 PELENTOPIB:

A) ®akTopy HEKpO3y MyXIUHU-AIb(a

b) EnnioTenianbHOro CyaquHHOr0 akTopy pocTta

B) Tpom6orutapHoro ¢haktopy pocra

I') Tpaucdopmyrodoro dakTopy pocra-0era

9. Bigminnicts cunaapomy Jloiica-/lutma Bix cuaapomy Mapdana:

A) AHeBpU3MH HE TUIBKH B a0PTI1, aJI€ 1 B CEPEHIX Ta IPIOHUX apTepisix

b) PanHe po3mapyBaHHS aHEBPU3M

B) BincyTHicTh MiABUBUXY KPUIITAIUKA

') Bce Buiie HaBenene

10. Sxuii niamMeTp aHEBpH3MH aoOpTH € aOCOJIOTHUM TOKa3aHHSM JI0
XIpypriuHOTO JiKyBaHHs rnpu cuHapoMi Jloiica-/IuTna:

A) Onepariist mpoTUIIOKa3aHa

b) >4 cm

B)>3 cMm

[')>6 cm

11. T'en, sxuii BiAMOBiTa€ 3a BUHUKHEHHS cuHapomy Enepca-/lannoca
CYIMHHOTO THITy, KOJy€ CHHTE3 OlIKa:

A) ©16pununy-1

b) Konareny-3

B) Enactuny

I') 'ama-rnoOyniny

12. Opranamu-mimensmu cuaapomy Enepca-Jlanmnoca e:

A) Oui, ceplie, HUPKH

b) Sleunuku, TecTUKYNIH, IEPEIMIXYPOBA 3a7103a



B) Aprepii, KulieyHuK, JereHi, MaTka

') Ileuinka, )KOBUHUN MIXYp, CEIEC31HKA

13. TlatoreHeTH4HO OOTPYHTOBAHUM IIpENapaToM MpU JIKYBaHHI CHHIPOMY
Enepca-/lannoca e:

A) Heninpoon

b) AkToBeriH

B) Hatpito HiTpornipycu

I') Enananpun

14. Tlpu reMopariyHOMy CHHAPOMI Ta B IMEpHUOINEpAIiiHUI mepioa mpu
cunapomi Enepca-Jlannoca pekoMeHAy€eThCS 3aCTOCYBAHHS:

A) Bikacoiy

b) Ledrpuakcony

B) ecmomnpecuny aierara

[') Meronposony

15. Sxuii niamMeTp aHeBpU3MH aOpTH € aOCOJIIOTHUM IOKa3aHHSM JI0
IJIAHOBOTO XIPYpPriyHOro JIIKYBaHHS Tpu cuHapomi Enepca-/lannoca cyauHHOTO
THUITY:

A)>3 cm

b) >4 cm

B)>5 cMm

I') Onepanuisa npoTunoka3ana

[IpaBwibHI BiIMOBIAL 10 TECTIB 3aKJIOUYHOIO KOHTPOJIIO 3HAHD!
1-B; 2-A; 3-B; 4-1"; 5-b; 6-B; 7-A; 8-I'; 9-I"; 10-b; 11-b; 12-B;13-A; 14-B; 15-
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