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OPWUTIHANTbHI AOCNIAXEHHA

ABOCTYJIKOBUN AOPTAJIbHUA
KJ1AMNAH: OCOBJIUBOCTI
YTBOPEHH4 KAJIbLUUHATIB

| TATOMOP®OJIOIN4YHI SMIHU
CTPYKTYPU KJ1ANAHA

Y ny6nikauii onncaHo npobaemy kanabLUmHO3y aopTasibHOro knarnaHa (AK)
y nauieHTiB i3 ABOCTYJIKOBUM aopTasibHuM kiaanaHoMm (JAK). HaBeaeHo
OCHOBHI NMaTtoreHeTu4YHi MexaHiamu kasnabUnmHo3y AK, natomMop@osioriyHy
kapTuHy xBopux i3 JAK. BCcTaHOBJIEHO, LLO riaaiHo3, MyKOiAHi 3MiHY OCHOB-
HOI pe4oBUHY CroJTyYHOI TKAHWHU, MOHOHYKJ1eapHa iHpIbTpaLlis Ta ckie-
P03 € OCHOBHUMWM NAaTOriCTONA0rYHUMY 3MiHamu 'y nauieHTiB i3 JAK. Kanb-

umHo3 AK moxxe 6yTu BiacyTHIiM y xBopux i3 JAK, a naToreHe3 rioro BUHUK-
HeHHS1 MOTPeBbye roAasibLLIOrO BUBYEHHS.

BCTYN

CborofHi nikapi 4acto MatoTb Cnpasy 3 NPO61EMOLO
kanbumnodikauji aoptansHoro knanaHa (AK). Ctatuc-
TWYHI JaHi cBig4aTh NPO Te, Lo Y JII0AEN BiKOM cTapLue
55 pokiB nerkuii cTyniHb KanbumHo3y AK giarHocTtoBa-
HO Yy 40%, TaXknii —y 13%, KpUTUYHUIA —y 2,2% ocCib.
3 NpakTU4HOI TOYKM 30PY BMHWUKAE NOriYHE 3anuTaH-
HA — K cnig po3rnaaaTtu ui 3miHn AK? Y sk NnposiB iH-
LLUMX NATONOMYHMX MPOLECIB, YX 9K CAMOCTINHY popmMy
ypaxeHHs knanaHis cepusa? MNpuumHoto kanbumdikalii
HalyacTiLle MoXyTb 6yTI KasibLIMHYt04Ya XBOpoba knana-
HiB cepusl, peBMaTnyHa XxBopoba cepLsi, BpOOXKEeHi Baau
AK, 3okpema gsocTtynkosuin AK (IBaHos B.l.Ta cniBasrT.,
2008; Siu S.C., Silversides C.K., 2010).

[OeocTtynkosui aopTtanbHui knanaH (OAK) — ue
BPOKEHA cepLieBa aHoMarnis, NOLUVPEHICTb AKOi cTa-
HoBUTb 0,9-1,37% y 3aranbHin nonynsauii, 3 nepesax-
HUM ypaXXeHHSAM 4050BikiB. BussneHHs OJAK mae Bax-
NIMBE KJliHIYHE 3HAYEeHHS, OCKiNIbKN BiH MOB’sA3aHUN
i3 PO3BUTKOM a0pTasibHOro CTEHO3Y 4M perypritawii,
aHeBPU3MU 41 PO3LLIAPYBAHHA a0PTU, iIHDEKLIMHOIO eH-
nokapauTy. Binblictb nauienTis i3 JAK noTpebytoTh Xi-
pypriYyHOro BTpyYaHHs. Y 6aratbox AOCHiOKEHHSAX BBA-
XakTb, WO Yy naujienTis i3 JAK wBmnako i paHo popmy-
I0TbCSH KasibLMHATK CTYNOK KnanaHa. lNMpoTe natoreHes
BUHNKHEHHSs1 kanbumdikaTis npy JAK HegocTaTHbO BY-
BYEHMN. B OCTaHHIn Yac BCTAHOBNEHO POJib OKCMAaa-
TMBHOrO CTPECY B paHHin kanbumndikauii JAK. OgHak €
HOBI PEe3yNbTaTh AOCNIMXEHDb, SKi CBiAYaTb MPO TE, L0
npouec kanbuudikauii AK Moxe maTu noaibHicTb i3 na-
TO®I3I0N0riYHNMM 3MiHaMWK, K Npy atepockneposi (bi-
naeka |.B. Ta cnigaBT., 2009; Yuan S.M., Jing H., 2010;
Rajamannan N.M., 2011).

PesynbTaty BUBY4EHHA TKAHMHU KanbLWHOBAHOIO
AK cBigyaTb, WO iCHYE Aekinbka LWisxiB y GopMyBaH-
Hi KanbUMHO3Y, a came andepeHuialis miodpibpobnac-
TiB B OCTE001aCTONOAIOHI KNITUHM, anonTo3 Me3eHXiMun
AK Ta iHdinbTpaLisa 3ananbHUMK KniTuHamn, BctaHos-
neHo, wo myTtaujiB NOTCH1y xBopux i3 JAK nos’a3aHi
3 paHHbOIO | TKKO0 Kanbumdikauieto AK 3i 100% neHe-
TpaHTHicTio. NOTCH1 — npepctasHk NOTCH-poanHm

30BHILLHbO-KJTITUHHOI MOBEPXHi PELENTOpPiB — BEJIUKI
6inkn 3 kinbkoma enigepmanbHUMN pakTopamMm PocTy,
LLLO MOBTOPIOKOTHLCS; BHYTPILLHBOKNITUHHNI AOMEH, LLO
CKJ124a€EThCS 3 aHKIPUMHOBKIX MOBTOPIB | TPAHCAKTVBOBA-
Hun nomeH. NOTCH1 6epe y4acTb y NPOLLECi PO3BUTKY
CEepLEBO-CYAMHHOI CUCTEMMU, KICTOK i KITiITUH KPOBI. Lle
BKpaw BaxMBO O/ eHOoTeNiabHO-Me3eHXiMabHOT
TpaHcdopmalLji, WO € y cepLeBux kJlanaHax i 0cobnmBeo
BMpPaXeHa B Me3eHXiMi kKianaHiB 1 eHA0KapAi. SHUXEH-
HA NOTCH 1-acouinoBaHOro CUrHasy i Moro npurHivyeH-
HS MPM3BOANTL A0 36iNbLUeHHs kKanbupudikaLii knanaHis
aoptn. NOTCH1 3a3Bu4ai NpUrHivye reH, Skuii Koaye
KiCTKOBMIA MOP@OreHeTn4Hmin npoteid 2 (BMP2), wo
€ MOTY>XKHMM NPOOCTEOrEHHVM YMHHUKOM, acouiioBa-
H1M i3 kanbumodikauieto AK (Vishal N., Deepak S., 2009).

IcHye rinoTesa, wo TGF-B, — uMTOKIH, KNI BUKNN-
Kae kanbuudikauiio rnagkom’a30BUX KIiTUH, iHILIOE
anonTo3 iHTepcTuuiansHux KnituH AK i cnpusie noro
kanbumndikauii (Jian B. et al., 2003).

Y cy4yacHUX OOCNIOKEHHAX BCTAHOBEHO, WO EKC-
npecia Toll-like receptors 2 (TLR2) i TLR4, npo3anarnb-
Ha i npoocTeoreHHa BignoBiab A0 TLR2 i TLR4 y iHTep-
cTuujanbHux kniTuHax AK noB’a3aHi 3 OCTEOreHHMU
deHoTMNiYHUMM 3MiHamu. Lli peuenTopm BPOOXXEHOIrO
IMYHITETY MOXYTb BiflirpaBaTi BaXJIMBY POJib Y KaslbLy-
dikauii AK Ta noro creHo3sy y xsopux i3 JAK (Yang X.,
etal. 2009).

Tomy aKkTyasibHUM € BUBYEHHSI MEXaHI3MIB YTBOPEH-
HS KanbUMHATIB i NaTOMOPdONOoriYHMX 0COBMBOCTEN
ctpykTypu AK npn JAK.

MeTa pob0oTn — BUBYMTI NATOMOPGOOriYHI 0COBIN-
BOCTi cTpykTypn AK y xBopmx i3 JAK.

OB’EKT | METOAU A OCNIAXKEHHSA

O6cTexeHo 5 nauieHTiB (4 4onoBiky, 1 xiHka) i3 JAK
BikoM Bifi, 34 00 68 pokiB (cepenHin Bik — 46+13,1 poky),
AKi 6ynn npooneposaHi B 2010 p. y kapajioXipypri4Ho-
My BigAineHHi JIbBiBCbkOi 0BMIACHOI KNiHIYHOT NikapHi
3 NPMBOAY KPUTUYHOIO a0PTasibHOrO CTEHO3Y, 3yMOB-
neHoro kanbumHo3om AK. Ycim xBopum 6yno npose-
[EeHO 3arajibHOKJIiHIYHI 0OCTEeXeHHa [0 i nicnga one-
pauiji. AiarHo3 JAK BcTaHOBAOBaNM 3a Bidyanisauieto
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OPUTIHANBHI AOCHIAXEHHA

Ha exokapgiorpadii nvie ABOX CTYNOK SK 'y CUCTONY,
Tak i B A4jacTony Ha 306pakeHHi Mo KOPOTKiK Oci 3 napa-
CTepHanbHOro aoctyny (exokapaiorpad GE Healthcare,
Vivid 3 Expert, 2005).

Knananwn, BuganeHi nig yac onepadii, dikcysanm
y 10% po34uHi HenTpanbHOro popmaniny. Ficronoriy-
Hi NnpenapaTt BUroTOBAAIN LUASXOM CTaHO4APTHOI ric-
TONOri4YHOi 0OPOOKM i3 3aNMBKOIO LUMATOYKIB TKAHUHU
y napadiH i 3abapBneHHsIM 3pi3iB €03MHOM i remaTto-
KcuniHoM (MeToam crieujanbHux papbyBaHb: Nikpodyc-
LMH 3a Beireptom, kom0OiHOBaHWUI meTon, 3a Belirep-
TOM — BaH lNi3oHOM). CBITNOBY MiKPOCKOMitO MPOBOAVAN
Ha mikpockoni «Leika». MikpodoTorpadyBaHHS BUKOHY-
BasM 3a 4ONOMOroto LndpoBoi doTokamepu «Leika».

PE3YJIbTATU AOCNIAXEHHSA
TATX OBrOBOPEHH4

Y BCix XBOpUX Nig, vac exokapaiorpadiyHoro oobcre-
XeHHs BusisneHo JAK, o3Hakum kanbuyHo3y AK i kpu-
TUYHNI aOpTaNbHUI CTEHO3, ki NOTPebyBanu ypreHT-
HOro XipypriyHoOro BTpy4aHHs. lMig yac xipypriyHoro
BTPYYaHHS BCTaHOBNEHO Taki amiHn: JAK y BCix 5 xBO-
puX, NOTOBLLEHHS CTYNOK i kanbuyHo3 AK — y 4, He-
PYXOMICTb CTYNIOK — y 4, cepeHin OTBIp MiX knana-
Hamn ctaHoBuB 1,34+0,21cm?. Ycim naujeHtam npo-
BELEHO AeKalnblUMHALi0 Ta BUCIHEHHSA XBOPUX CTYJIOK
AK, HA OOMHOYHMX LIBAX iMMNNAHTOBAHO MeEXaHi4HWUI
nportes AK.

Mig yac npoBegeHHs NaToricCTOAOriYHOro AOChni-
LDKEHHS1 BUSIBNIEHO Taki MOP@OSIOriyHi 3MiHW: MyKOigHe
HabyxaHHS OCHOBHOT PEYOBUHW CMOYYHOT TKAHUHN —
Yy BCIX XBOPUX, BUPAXKXEHWUI TianiHO3 Ta O3HaKW CKre-
pPO3y — Yy BCiX 5 XBOPWUX, MOHOHYKJI€apn — TiCTiounTN
i nimpounTn, aKi po3ciaHi AndysHo Y1 dopmytoTb ApPi6-
Hi CKyNMYeHHA — Yy BCiX XBOPUX, ANDY3HUI 3ananbHUN
3MILLAHOKNITUHHNI IHDINbTPAT (HEeNTPOMINbHI NENKO-
unTU, eosuHodinu, nimpountu, rictioumtn) y 1 naui-
€HTa, MiIKCOMaTO3Hi 3MiHM — Yy 1 XBOPOro, BUPaXeHnin
KanbLUMHO3 — Y 2 XBOPUX.

MaTtomopdonoriyHi 3miHn nauieHTis i3 JAK HaBe-
[eHo Ha puc. 1-6.

MigcymoBytouu pedynbTat AOCAIMKEHHS, CNifa Bif-
3HAYUTU, WO OCHOBHMMM NATOMOPDONOTIYHUMU 3Mi-
Hamu AK Bynun: MyKOiAHI 3MiHK, rianiHO3 OCHOBHOT pe-
YOBMHM CMOJTY4HOI TKaHWHW, & TaKOX CKJIEPO3 Ta CKyn-
YEHHHA MOHOHYKeapiB (ricTiouuTiB i nimpounTiB).
OTpuMmaHi gaHi ceigyaTb NPO TiICHWMIA NATOreHETUYHUIA
B3aEMO3B’ 130K Mi>XK PO3BUTKOM i MPOrpeCcyBaHHAM Kaslb-
LUMHO3y AK Ta CTyneHem Ae30praHisadii CnosyyHoi Tka-
HVIHU KNanaHa (BUPaXeHICTIO MyKOIOHWX 3MiH, rianiHo3y,
cknepogdy) i 3ananeHHsaMm. KanbumHaT NaToriCTonoriy-
HO BUABAEHO ivie y 2 i3 5 xsopux i3 JAK, xoua KniHiy-
HO BCTaHOBJ/EHO Y BCiX XBOpwuX. Lle ceig4ynTb npo Te,
O KPUTUYHMI aopTasibHUM cTeHO3 AK MOXe BUHKKA-
TV y pas3i BiACYTHOCTI KaNbLMHATIB y CTyNKax KianaHi.,
3a HasgBHOCTI 3anasieHHs i Cknepoay.

[lna petanbHilworo aHaniay uiei npobnemm Heobxia-
HO MPOBECTU iIMyHOMOP)OSIOriYHEe AOCNIOKEHHSA CTPYK-
Typu knanaHa npu JAK, o 6yae MeToto Halmx noganb-
LINX OOCNIOXKEHb.

paxeHa 6a30¢inia 0CHOBHOI PEYOBUHU CMONYYHOI TKAHUHM; 3 —
rictiountu; 4 — dibpobnacTu. 3abapeneHHs reMaToKCUiH-€03UHOM.
36.: ok. 10, 06. 40
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Puc. 2. Xsopwmii, 45 pokis, JAK: 1 — kanbLMHO3, MIKDOCTPYKTYpa KalbLjlo; 2 —
BUPAXEHWIA rianiHo3. 3abapBneHHs rematokcunii-eo3nHom. 36.: ok. 10, 06. 10

Koo = L
Puc. 3. Toii xe xsopuit, JAK: 1 — kanbLynHO3, MiKpOCTPYKTYpa KasbLjto; 2 —
BUPAXEHWA rianiHo3; 3 — BupaxeHa 6a30¢inis 0CHOBHOI PEYOBMHM CMOAYYHOT
TKaHWHK. 3a6apBNeHHs remaTokcuniH-eo3uHoM. 36.: ok. 10, 06. 40

BUCHOBKMUA

Y nauieHTiB i3 JAK exokapaiorpadidyHe 06CTeXeHHS
€ METOZI0M BMOOPY ANS AjarHOCTUKK, a NPOTE3YBaHHS
AK — onsa Kopekuji CTEHOTUYHUX 3MiH.

MyKOigHi 3MiHM OCHOBHOI PEYOBUHMU, riafiHO3 Cro-
JIYYHOI TKaHMHW, CKIepO3 i MOHOHYKJIeapHa iHDinb-
Tpawisa € OCHOBHUMM NAaTOMOP@ONOriYHUMM 3MiHAMK
y xBopwux i3 JAK.

KanbunHo3d AK moxe 6yTu BiACYTHIM y XBOPUX
i3 JAK, a natoreHes Moro BUHUKHEHHS noTpebye no-
[anbLUOro BUBYEHHS.
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Puc. 4. Xsopuii, 34 pokn, JAK: 1 — 3MilIAHOKNITUHHWIA 3ananbHuWii
iHpinbTpaT cybeHaoKapaianbHuX BiAAINIB; 2 — BUPAXEHWIA rianiHos; 3 —
BUpaxeHa 6a300inis 0CHOBHOI PEYOBMHU CMOYYHOI TKaHUHM. 3abaps-
NEHHs rematokcunin-eo3uHom. 36.: ok. 10, 06. 40

Puc. 5. XBopwii, 68 pokis, IAK: 1 — kanbLmHO3 y TKaHWHi knanawa; 2 — B1pa-
XEHWIA rianiHo3; 3 — KanbLMHO3; 4 — BupaxeHa 6a300inisi OCHOBHOT PEYOBMHM
CNoAy4HOi TKaHUHK. 3a6apBneHHs reMaTokcuniH-eo3uHom. 36.: ok. 10, 06. 10
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Puc. 6. Xsopuit, 44 pokn, IAK: 1 — Habpsk cTynkn; 2 — MiKCOMATO3Hi
3MiHK; 3 — BMpaxeHa 6a300inis OCHOBHOT PEYOBMHY CIOAYYHOT TKAHUHMK;
4 — eHpoteniii. 3abapBneHHs remaTokcuniH-eo3uHoM. 36.: ok. 10, 06. 40
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ABYCTBOPYATbIV AOPTAJIbHbIN
KJIAMAH: OCOBEHHOCTHU
OBPA30BAHUA KAJIbLULMHATOB

N NMATOMOP®OJIOTMYECKUE
U3MEHEHUA CTPYKTYPbI KJIAMTAHA

P.K. Xypaes, I1.B. Ky3bik,
A.B. Asepuyk, J1.B. NMoBansiuko

Pestome. B nybnvikaLmm onicaHo npobaemy Kasb-
umHo3a aoprtasbHoro knanaHa (AK) y naumeHToB
C AByCcTBOpYaTbiM aopTasibHbIM knanaHoM (HAK).
lNprBEeAeHbI OCHOBHbIE NaTOreHETUYECKNE MEXaHN3-
MbI KasibLyHO3a AK, naToMopgo10rnieckyro KapTu-
Hy 60s1bHbIX ¢ JAK. YCTaHOBIEHO, 4TO rnasivHO3, My-
KOUHbIE N3MEHEHMSI OCHOBHOIO BELLIECTBa COeau-
HUTEJILHO TKaHW, MOHOHYK/1IeapHasi MHGUIbTpaLms
M CKNIepOo3 SIBISIIOTCS] OCHOBHbLIMY MaTorcTo0MM-
YeCKUMU n3MeHeHusiMun y naumeHTos ¢ JAK. Kasb-
umHo3 AK moxet otcyTcTBoBaTth y 60/bHbIX ¢ [AK,
a rnaToreHe3 ero BO3HMKHOBEHWISI TPDEBYET AaslbHeli-
Lero N3y4eHusl.

KnioueBble cnoBa: ABYyCTBOPYATHIN 2a0PTasbHbIN
KnanaH, NaTorncToNorM4eckne N3MeHeHus,
KanbLMHO3, NaToreHes.

BICUSPID AORTIC VALVE:

THE PECULIARITIES

OF CALCINOSIS DEVELOPMENT

AND PATHOMORPHOLOGICAL CHANGES

R.K. Zhuraev, P.V. Kuzyk,
D.V. Averchuk, L.V. Povalyashko

Summary. The problem of aortic valve calcinosis
in patients with bicuspid aortic valve is discussed.
The main pathogenic mechanisms of aortic valve
calcinosis as well as its pathomorphological pattern
are presented. Hyalinosis, mucoidal changes of ba-
sic substance of connective tissue are proved to be
main pathohistological changes in bicuspid aortic
valve. Calcinosis of aortic valve develops in some
patients and therefore pathogenesis of its devel-
opment require further research.

Key words: bicuspid aortic valve,
pathomorphological changes, calcification,
pathogenesis.
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