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[IpencraBieHo omucaHue KIMHUYECKOTO —CIiydast
YCIEIIHO MPOOTNEPUPOBAHHON aHEBPU3MbI BOCXOJIIEH
aopThl Y OOJILHOM ¢ HeKIacCU(ULIMPYeMbIM HAC/IEICTBEH-
HBIM HapyleHueM coenuHuTenbHoi Tkanu (HHCT). [po-
JIEMOHCTPUPOBAHBI TPYIHOCTU (DEHOTUNMYECKOW AUArHO-
CTUKM HACIEACTBEHHBIX CUHIPOMOB M BaXKHOCTh CBOEBpE-
MEHHOTO BBISIBJIEHUSI CTUTM JAM33MOpUOTeHe3a ¢ LEeNblo
MpoBeJeHYs YIIyOJeHHOro 00cae0BaH s COCTOSIHUST Cep-
JIEYHO-COCYIUCTON CUCTEMBI.

M3BecTHO, 4TO pa3BUTHE aHEBPU3MbI A0PThI U €€ pac-
CJIOEHME OCOOCHHO XapaKTepHO TSI OOJBHBIX C CUHIPO-
MoM Mapdana u Jlyuca-Hurtia [1]. OnHako momoOHoe
OCJIOKHEHUE MOXKET UMETh MECTO TPU LIEJIOM PsIe ApY-
TMX HaCJeICTBEHHBIX HapylIeHWH COeAUHUTETbHOMI
TKaHU, CPEIM KOTOPBIX IOMUMO CUHAPOMOB ¢ MapdaHo-
MoJ0OHBIM (PEHOTUIIOM BCTPEYAIOTCS U TaKUe, KaK CUH-
apoMm Dinepca-anHio, cemeiliHash aHeBpU3Ma TPYIHOM
aopThl U psia Apyrux [2]. [IpuBoaum npumep, ULTIOCTPU-
pyloluii TpyaHocT auddepeHIMaibHON TUarHOCTUKT
Pa3IMYHBIX HACJIEACTBEHHbBIX CUHIPOMOB, OCJTOXHEHHbIX
pasBUTHEM aHEBPU3MBI IPYIHOTO OTIEJIa a0PThI.

[Mauuentka b. 65 jer HampaBiieHa B MOJUKIMHUKY
®DenepaabHOTO LIEHTPA Cepilla, KPOBU U SHIOKPUHOJO-
ruu uM. B.A. AnMazoBa B CBSI3U C BBISIBJICHHBIM MpPU
00CJIe0BaHUM pacCIIMPEeHMEeM BOCXOJSILETO OTaesa
aopThl. bosbHAs ¢ 4eTBEepPTOl NeKadbl KM3HU CTpaaaceT
apTepuaibHON TUMNEepTeH3uen. MakcumaibHble HUQPbI
Al — 220/120 mm pr.ct. IlpuBbiuHbie mudpsr A —
140/90 MM pT1.cT. B TeueHune mocieqHux 7 jeT oTMevyaeT
3MU30[bl TOTePU CO3HAHUSI 0€3 BUIUMBIX MPUYUH
C MEepUOIMYHOCTBIO OKOJIO 3 pa3 B Iof, peaKkue MapoK-
cusMbl udbpwguuu npencepauit. C 2009 r kinHuKa
creHokapauu Hamnpstbkenust | @K, Ipu obcnenoBaHun
MO MECTY XKMTEJIbCTBa BbISIBJieHa aHEeBpU3Ma BOCXOJSI-
1LIeTo OTHeJia aopThl (Makc. pa3mep 57 MM) 6e3 IpU3Ha-
KOB OTCJIOMKM MHTHUMBI, YTO OIPEAJWIO IOKa3zaHUe
K MIPOTE3MPOBAHUIO A0PThI C MIPeIBAPUTEIbHON KOPOHa-
porpadueii.
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Anamue3. HacnencTBeHHOCTh TIO CepAeUYHO-COCYIH-
CTOM TAaTOJOTUU He OTSrolleHa, MpodeccuoHaTbHBIX
BpPEIHOCTEN He ObLI0. Y MallMeHTKU ObUIO 3 GepeMeHHO-
CTU, OJIHA M3 KOTOPbIX 3aKOHUYMJIACh MEPTBOPOXKICHUEM
(pebeHOK ¢ MHOXECTBEHHBIMU IMOPOKAMM PA3BUTUSI).
N3 comytcTBytomieit maroigoruu: nuddy3HO-Y3T0BON
300, 2yTUpPe03; OpoHXUaTbHAs aCTMa CPEAHEN TSKECTH.

C 1eblo TpoBeIeHUs ONepaTUBHOTO JeueHUs 00Jb-
Has Oblia rocnuTtaiusupoBaHa. [Ipu npoBeneHUn Kopo-
HapoaHruorpaduu BbISIBIEH BbIPAXXEHHBINA KaJblLIMHO3
U CTEHO3 TepeiHel MeX KeTyI0uKoBoi apTepuu 10 60%
Y CTEHO3 MIPOKCUMAaJIbHOM TPETU IMArOHAJILHOW apTepuu
1o 50%.

Ha KT-anruorpaduu rpynHoil M OpIOIIHON aoOpThI
o OubypKalMu: TONepeYHblii pa3Mep BbIBOJAHOIO OTAeNa
JIXK cocrasnsiet 2,9x1,2 cM, aOpTaibHbIi KJaraH TPEXCTBOP-
YaTblif, OTMEYaeTcs] pACIIMPEHUE BOCXOMSIIE aOpPTHI
Ha ypoBHe OudypKaliu JIerouHoii aprepuu 1o 5,9 cm. [pu-
3HAKOB OTCJIOMKM MHTUMBI aOPThI HE BBISIBJIEHO. BhIsIBIEH
“3rud Ha YpOBHE IEpexojia HUCXOMASILEro OTAeNa aopThbl
B abnoMMHaIIbHBIH (puc. 1, 2).

ITo pesynbsratam obciienoBaHUSI, HECMOTPSI Ha TO, YTO
Bpauu 00paTUJIM BHUMaHKWE HAa HEKOTOpbIe (DEHOTUTTUYE-
CKHe 0COOEHHOCTH MalMEeHTKHU, B OTAEJEHUU CepaeyHO-
COCYIMCTOI XUPYPTrUU COWIM HauboJsiee BEPOSITHOM Mpu-
YUHOHN Pa3BUTHS aHEBPU3MbI A0PThI €€ aTepOCKIEPOTH-
yeckoe mnopaxeHue u Obul chOPMUPOBAH CJEAYIOLIUI
JIMarHO3:

Ocnosnoii: UBC. Atepockiiepo3 KOpOHapHBIX apTe-
puii. Crenokapaus Hanpskenus [ OK.

OcnoxHeHuss: ATepoCKJIEepOTUYECKUIT KapaMOCKIIe-
po3. AoptanbHas HemoctaTouyHOCTh Il c¢T. MurtpanbHast
HeaocTaTouHOCTh I cT. AHeBpHU3Ma BOCXOSIIErO OTAeaa
aoptel. [unepronnueckas 6ose3usb 111 cT. puck 4.

02.10.12 BbIMOIHEHO HAIKOPOHAPHOE MPOTE3UPOBaA-
HUE BOCXOMSIIEro OTaeja aopThl IMpoTe3oM Vascutek
28 MM, MaMMapo-KOPOHAapHOE IYHTUPOBAHUE MepeHel
MEOKETYTOYKOBON apTepuy B YCIOBUSIX 3KCTPAKOPIIO-
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Puc. 1. MaumnenTtka b., 65 net. 3a6onesaHne: AHeBpU3Ma BOCXOASLLEro OTaena
aopThl.

MCKTA, MIP pekoHCTPYKUMsi M306paxeHus rpymoHOro otaena aoptsl. AuameTp
a0pTbl HA YPOBHE CUHYCOB — 4,5 CM, IMaMeTP a0PThbl HA YPOBHE YCTbEB KOPOHAPHBIX
apTepwii — 4,7 cM, AameTp aopTbl Ha YPOBHe GUdypKaLmMW NeroyHoi apTepumn —
5,9 cM, gmameTp aopThl Ha ypoBHEe GpaxuouedansHoro cTeona — 5,4 cM, ayra
aopThl — 3,3 CM, HACXOASALLMIA TPYAHON OTAEN aopThl — 3 CM. B HUCXoAsLWweM oTaene
aopTa yAsMHeHa C YrnoBon gedopmaument Ha ypoBHe anadparmbl. Mpr3Hakos
[INCCEKLMM, NPUCTEHOYHOrO TPOMO03a He BbisiBNEHO. OObI3BECTBNEHHbIE aTepo-
CKNEpOTHNYECKINE BSILLKM HUCXOASLLErO FPYAHOIO OTAENA a0PThl.

Puc. 2. Maumnentka b., 65 net. 3abonesaHne: AHeBpU3Ma BOCXOASLLEro oTaena
aopTbl. MCKTA, VRT — pekoHCTPYKLMS a0PThI HA BCEM NPOTSKEHUN: BOCXOASLLNIA,
HUCXOASALLMIA IPYAHOM OTAENbl a0PThl, aBAOMUHANBHBIA OTAEN A0PThl, MOAB3AOLL-
Hble 1 6eapeHHble apTepun. AnddepeHumnpyeTcs aHeBpraMa BOCXOASLLErO OTae-
na aopThl. lnameTp aopThl, a TakKe ee BETBEN Ha APYruX YPOBHAX HE U3MEHEH.

PaJIBHOTO KPOBOOOPAIIECHUS, KPOBSHOM KapIUOILICTHH,
IUPKYJISITOPHOTO apecTa W aHTeTpamTHO MOHOTeMUche-
pajibHOM 1iepedpaibHoit nepdy3un. Bo Bpems omnepammn
MpU PEBU3UH KOJIbIIa A0PTAJTBHOTO KJ1almaHa ObLITO BHISB-
JIEHO ero pacllUpeHue M0 25 MM, CTBOPKU TMOJHOCTBHIO
HE CMBIKAJIKCh, OTMEUYEHBI HAAPBIBBI CTBOPOK ITO KOMIC-
cypaMm. BbBIIO TIpMHSTO perieHrue 00 OTHOMOMEHTHOM
npote3upoBaHu AK MexaHWYeCKUM IBYCTBOPYATHIM
poTe30M. B mocieonepalilnioHHOM TIEpHOIE UMEJT MECTO

napoKCcU3M GUOPWILISIIIAM TIPEACEPIniA, KYITMPOBAHHBIN
MEINKaMEHTO3HO.

JlaHHBIE TUCTOJIOTUYECKOTO UCCIEA0BAHUS ONepalv-
OHHOTO MaTepuaja: MaKpOCKOMUYECKU — CTBOPKU KJia-
MaHOB IJaaKue, oyecTsiye, yToalleHUue OAHONH U3 CTBO-
poK 3a cyeT (Hpubpo3a; B UHTUME CTEHKHU aOPThl JUITMUI-
Hble TISITHA; MUWKPOCKOMUYECKU MpU3HAKKA
COEIMHUTENIbHO-TKAHHONW MUCIUIa3UM W BTOPUYHOTO
¢ubpo3a CTBOPOK, KUCTO3HBII MEINAHEKPO3 a0PTHI.

Ha cenbMble cyTKM 1ociie orepauyy naludeHTKa oblia
nepeBefeHa B Kapaudosoruyeckoe otaesneHue. [lpu nep-
BUYHOM OCMOTpe oOpaliiajia Ha cebs1 BHUMaHUe HU3KOPO-
caocth (poct — 155 cM), OpaxumakTWINs, TOJTyOOBATHINM
OTTEHOK CKJIEp, 3yObl CO CTEPTON KOPOHKOBOM YacThlO,
«KpyIJiasi» CIIMHA U CKOJIMOTHYeCKas aedopMalius o3Bo-
HouHMKa. [lepeuncieHHble OCOOEHHOCTH KOHCTUTYLIMU
MO3BOJISUIM  MCKJTIOYUTh HACJAEACTBEHHbIE CUHIAPOMBI
¢ MaphaHONoJO0OHBIM (PEHOTUTIOM, OHAKO AABAJIM OCHO-
BaHUE JUIS1 TIpoBeAeHUsT auddepeHInaTbHOrO ArarHos3a
MeXy OMTHUM M3 TUIIOB cUHApoMa Djepca-/lanio (Hau-
0oJiee BepOsITEH COCYIMCTLIA TUIT), CeMEeHHOI aHeBpU3-
MOW TPYJIHOTrO OT/esia a0pThl, OAHWUM M3 TUIOB HECOBEP-
IIEHHOTO ocTeoreHes3a. M3-3a OTCyTCTBUSI BO3MOXHOCTU
ITPOBEICHUS MOJICKY/ISIPHO-TEHETUECKOTO UCCIIEIOBAHNS
OBLIO PEIIeHO OTPAaHUYUTHCSI UMMYHOTMCTOXUMUYECKUM
aHaJlM30M MaTepuaja, MoJy4eHHOTo BO BpeMsl orepaTuB-
HOTO BMEIIaTeJIbCTRA.

Nmmynorucroxumusa. BbisiBieHa MakcuMmasbHas
aKcnpeccus KoJuareHa 3 tuna. Kpome toro, BbisiBieHa
BbIpaXkeHHasl dKCIpeccusi KojuareHoB 1, 4 u 5 tumnosn
U YMepeHHasl 3KCIpeccyst KoyiareHoB 2 u 6 Tumos. Ciie-
JIyeT OTMETUTh, YTO caM (hakT HaJW4yus U IKCIpeccuu
KoJulareHa 2 TUIa He XapakTepeH [Jisi HOPMaJbHOTO
CTPOCHHUA CTCHKU IPYIHOTIO OTAEC/IA A0OPThI.

Takum 0oO6pa3zom, B OTCYTCTBUE JaHHBIX MOJIEKYJISIPHO-
TeHEeTUYECKOTO ucciaenoBaHusl auddepeHuaibHblit
JIMATHO3 MEXY TaAKMMU HAClAeICTBEHHbIMU CUHAPOMaMU
KaK CEeMEeMHBbI CUMHAPOM aHEeBPU3MbI TPYIHOTO OTAeja
aopThl (peub MOXET MIATH O CIIOpaIMyecKoi MyTalluu),
cuHApoM Diepca-/laHno (COCymMCTBII THI), HECOBEP-
LIEHHbIII OCTEOTreHEe3 C 3JIEPCONOAOOHBIM (PEHOTHUIIOM,
HeBO3MOXeH. B To xxe Bpems1 naHHble aHaMHe3a (MEepTBO-
POXICHHBIN peOEHOK), HaauuKue (PeHOTUITUYSCKUX IIPU-
3HAKOB (HU3KOPOCIOCTh, OpaxuIakTUIns, roJyooBaThii
OTTEHOK CKJIEp, 3yObl CO CTEPTOIi KOPOHKOBOI YaCThIO)
U pe3yJIbTaThl UMMYHOTHCTOXUMUYECKOTO UCCIIENOBAHUS
MO3BOJISIIOT IyMaTh O HACAEACTBEHHOM HapyIlIeHUU COe-
JUHUTEJIbHOM TKaHU ¢ HeKJacCuDUUUpyeMbiM (heHOTH-
noM. OTHOCUTEJIbHO 1OOpOKaYeCTBEHHOE TeueHue 3a00-
JIeBaHMSI TIO3BOJIMJIO MAlMEHTKE AOXWUTh 10 BO3pacra
65 JIeT ¥ pa3BUTHSI BTOPOro 3abo0JieBaHUs — MILEMUYe-
CKOI1 00JIe3HM cepla U TeMOAUHAMUYECKU 3HAYMMOTO
CTEeHO3a KOPOHAPHBIX apTepuii. BrosHe BO3MOXHO, 4YTO
aTepOCKIIEPOTUYECKOE TTOpaXkKeHWe a0PThl U KOPOHAPHBIX
apTepuii BHECIO HETaTUBHbIN BKJIA[ B Pa3BUTHE U TPO-
rpeccupylolee Te4eH1ue aHeBpU3Mbl a0pThl. TakuM oOpa-
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30M, IMarHo3 Hallleil MalueHTKU cleayeT opMyInpo-
BaTh CJIEAYIOIIUM 00pa3oM:

OcHoBHOIi:

1) Hexnaccuduunpyemoe HaciaenCTBEHHOE Hapylle-
HUe COeMHUTENIbHOM TKaHU. KMCTO3HBIN MearnaHeKpo3.
AHeBpU3Ma TPYJAHOI0 OTAesa a0pThl. AopTajibHasl HeI0-
craroyHocTs 11 cT.

2) WDBC. ATepocKIepoTUUYEeCKU KapauocKiepo3
Crenokapaust Hanpspbkenust | OK. [unepronndeckas
oonesns 111 ct. puck 4.

ITpore3upoBaHue aoprajibHoro kKijiamaHa. Hankopo-
HapHOE€ MPOTE3WPOBAHUE BOCXOISIIErO OTAENa aopThl
npore3oMm Vascutek 28. MKII ITM2KA B ycimoBusix DKK
n KKIT.

Ocnoxnenus: [TapokcusmanbHast (opma hUOPUILIS-
muu npeacepaunii, mapokcusm 05.10.12 (MenukaMeHTO3-
Hasl KapAuOBeEPCHs).

[pencraBreHHOE KIMHWYECKOE HAOTIOMCHUE 3aciTy-
JKMBAET CIELMAIbHOTO OOCYKIEHUSI B CBA3U C TE€M, UTO
caM (haKT BBISIBJIEHUS aHEBPU3MBbI I'PYJIHOTO OT/Iej1a AOPThI
TpeOyeT BHUMATEJIbHOTO (hEHOTUITMUYECKOTo 00c/ea0Ba-
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HUS 7 TIOMCKA TEHETUYECKU NETEPMUHUPOBAHHOW TaTo-
soruu. Pesynbrarel (EHOTUIIMYECKOTO 00CIeA0BaHUS
MOATBEPXKIAIOT HACJIEJACTBEHHYIO TMPUPOIY BBISIBICHHOM
narosoruu. K coxaneHuto, MOJeKyISIpHO-TeHETUIecKast
JIMAarHOCTUKA OIHOTO W3 HACJEeICTBEHHBIX CHUHAPOMOB,
4acTo JIeXallX B OCHOBE Pa3BUTUSI aHEBPU3MbI TPYTHOU
aopThl, Obl1a HEBO3MOXHOU. OTCyTCTBUE yKazaHUiA
Ha CeMEeWHBbI XapakTep 3a0ojieBaHUsI JaeT OCHOBaHHE
iyMaTb O CIOPAJIUYECKOW MyTallMhd OIHOTO M3 TEHOB,
OTBETCTBEHHBIX 3a MPOLYKLIMIO KoJutareHoB. OHaKo 13-3a
OTCYTCTBUS TEHETUYECKOTO MOATBEPXKIECHUS MbI ITOJ1araeM
BO3MOXHBIM TOBOPUTh O HEKJIACCUGDUIIMPYEMOM Hace/-
CTBEHHOM 3a00JIEBAaHUY COENUHUTEIBHOMN TKAHU, IPUBE/I-
LIEM K Pa3BUTUIO AHEBPU3MbI IPYAHON a0OPTHI.

IIpencraBieHHOe HaOMIOACHUE TEMOHCTPUPYET BO3-
MOXHOCTb pPa3BUTUS AaHEBPU3MBI TPYAHOW aAOPTHI
He toabko y i ¢ HHCT ¢ mapgaHonono6HbIM (heHO-
TUTIOM, HO W TMPU LEJIOM DPSIe IPYTrUX HACIEICTBEHHbIX
CUHJIPOMOB, [IMAarHOCTUKA KOTOPbIX TpeOyeT 3HaHUS
XapakKTepHbIX [JIs1 HUX (DEHOTUNTMUYECKUX MPU3HAKOB
¥ TIPOBEJIEHNUS CMeLMaTIbHBIX UCCIIETOBAHUNA.

[VHUTENBHO TKaHu B kapavonoruu. JlnarHoctuka u nevenune. Poccuiickuii kapamonoru-
yeckuii xypHan 2013; 1(99), npunoxetne 1).
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