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PEHOBACKY/TAPHA XUITEPTEH3UJA KO/JI JEITE CA
HEYPOOUBPOMATO30OM THUII 1

Amupa I[TEITO-AHTUR', 3opan KPCTU'R', )Kusko BOPU'R!, [lparan CATM'R?, Mupjana KOCTU'R!,
Onra JOBAHOBWR!, lusna KPYIITUMR', Bpaukuija CITACOJEBUR!, Oyuran [TAPUITOBU'R!

1. YHuBep3uTeTCKa fedja KIMHNKA, MeIuIMHCKN (I)aKyJITeT, beorpap;
2. VIncTutyT 3a KapauoBacKynapHe 6onectu ,[lenume”, beorpan

KPATAK CALIP’KAJ: Kon peue ca Heypodurbpomatozom Tvn 1 (HO 1) apTepujcka xmnepTeH3nja je 0buuHO nocneama CTeHo-
3e peHanHe apTepuje (RAS), yrnaBHOM Ha HeHOM MoYeTHOM Aeny. Jleuerse yMHOroMe 3aBWCK Of MHAMBMAYaNHWX NoTpeba v
moryhHOCTM 6GonecHuKa. Koa jako Tellke n/unv 06ocTpaHe RAS, aHTUXMNEPTEH3MBHM NEKOBU Cy UN HeedUKaCHWM, i Cy Mno-
TEHUWjaNHO PU3MUHM 33 HaCTaHaK akyTHe ByOpexHe MHCybrUmMjeHLpje, a NepKyTaHa TPaHCIYMUHaNHa aHruonnactvka (MTA)
MMa OrpaHmnyeH ycnex 360r ocTujanHe nouuuje RAS v 360r xunasor drubpo3HOT TK1BA Koje je OTMOPHO Ha aunatauujy. Ayto-
TpaHcnnaHTaumja byopera je NoTeHUWjaNHO KOPWCHa Y CyJyajeBrma Kafa nekosu u/unu MTA, 0OQHOCHO PeKOHCTPYKTUBHE
6ajnac (bypass) TexHuke HUCy ycnelHe. Osge je faT Npukas netorogumbe fesojumie ca HO® 1 v XMnoHaTpemmjcKUM xunep-
TEH3MBHVIM CUHAPOMOM, KOjW Ce pa3Buro 360r Tellke, 060CTpaHe peHoBacKynapHe 60NecTu, NOTMyHOr 3anyLierba NPOKCK-
ManHor Aena fjecHe peHanHe apTepuje 1 cTeHose (80%) Ha CaMOM MCXOAMLITY NleBe peHanHe apTepuje. Ha AMHaMCKOj CLUMH-
Turpadwjn (99 m Tc DTPA) npukasaH je camo neswu bybper, a iecHI Ce jeAVHO BUAEO Ha PEHANHO]j YNTPacoHOrpaduju 1y Ka-
CHOJj da3wv peHoBasorpadwje, 3axBasbyjyhn 4obpo pa3sujeHo;j kKonatepanHoj UMpKynaumjn. MHOrobpojHU aHTUXMNepTeH3nB-
HV NeKoBM (HUdeaMnH, NabeTonon, MUHOKCUAWN) Y MaKCUManHUM go3ama v [MTA nese peHanHe apTepuje HUCY HOPManm3o-
Ba/IN KPBHW MPWTUCAK, @ KPATKOTPajHa NprYMEHa MHXMOMTOpa aHrMoTeH3nH | koHsepTupajyher eHsuma (ACES), kantonpuna,
13a3Barna je NponasHy akyTHy OybpexHy nHcyduumjeHumnjy. AyToTpaHcnnaHTaumja gecHor 6ybpera cnacna je Heroy dyHK-
umjy v noborbluana KOHTPOY KpBHOT NpuTncka. Cyyaj Halle 6onecHuULe NoKasyje Kako je TeWKOo neyerbe peHoBacKynapHe
xunepTeHsuje Kog felle ca HO 1. OBo je NpBu v jeanHun Lo Cafa Clyydaj ayToTpaHcnnaHTaumje ybpera y Jyrocnaswju.

KrbyuHe peyu: HeypodrbpomaTtosa Tvn 1, peHoBaCcKynapHa xmunepTeHsmja Ko feue, CTeH03a peHanHe apTepuje, XunoHatpe-
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MUWJCKI XMMNEPTEH3UBHU CUHAPOM.

YBOJ

PenoBackynapHa xunepTeHsja HacTaje Kao IOCIEquIIa
jeIHe MM BUIIIE JIe3Uja KOje peMeTe MPOTOK KPBU JIeNN-
MUYHO WIK Y LIe/IMHY, Y jeTHOM uin y oba 6ybpera. VIH-
LMJEeHIIVja PEHOBACKyIapHe XUIIEPTeH3Mje Y TepLujap-
HOM IIefMjaTpUjCKOM LIeHTPY U3HOCK JBa HOBa 6ore-
CHMKa roguuime [1], a mpeBanenuja 8-10% ox cBUX Xu-
[IepTEeH3UBHUX MeAMjaTpyjcKux GomecHuka [2], ogHo-
CHO 5-25% OHUX ca CeKyHIapHOM XUIIepTeH3ujoM [3].
Kog opmpacmux peHoBackynapHa xuiepTeHsuja je peba,
cBera 1-5% of cBUX XUIIEPTEH3UBHIUX, a IbeH Hajqemhm
y3pok (y oko 60% ciydajeBa) je apTepuockieposa [4].
Kop meue y Eponu Hajuemrhu yspok peHoBacKynapHe
xuneprensuje je pubpomyckymapaa aucmnasuja (70%)
(5], ay Asuju u Adpunu to je aoproaprepuc (50-70%)
[6]. PeHOBacKy/mapHa XUIIepTEeH3Mja Ce 4eCTO Halasu y
cacTaBy KIVHWYKMX CHHAPOMa, YKbydyjyhu Heypodu-
6pomarosy tun 1 (H® 1) [7], Bunumcos (Wilims) cun-
apom [8], ®ojepcraju-Mumcos (Feuerstein-Mims) [9],
Knnnep-Tpenonej-Bebepos (Klippel-Trenaunay-Weber)
[10] u Mapdanos (Marfan) cungpom [11].

Kop mene ca HO® 1 xuneprensuja ce Hamasu kox, 18%
KaJia ce KpBHU IIPUTICAK MEPU KJIACMIHOM MeTofioM [12],
a Kajia ce OH MepU ayTOMAaTCKY, KOHTMHYMPAHO y TOKY 24
cara (24 h ABPM), nopemehaju KpBHOT IIPUTICKA Ce Hasla-
3e kofi Tpehune 6omecuuka (33,3%) [12]. 3a pasnuky ox
¢dubpomyckynapHe mucIUIasuje, KOJ Koje ce CTeHO3a pe-
Ha/IHE apTepyje Hanmasy BehVHOM Y IeHOM CpeNbeM I
mucTanHOM fieny, Kof HD 1 creHosa ce Hajuenthe Hamasu y
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IIPOKCUMA/THOM JIeMy WM Ha CAMOM MCXOfIMIITY peHasl-
HUX apTepuja. YecTo je yapy>KeHa ca eKCTpapeHaTHOM Ba-
CKymapHOM Oosemhy Me3eHTEpUYHNUX, XeNaTUYHUX M1
CIUTAHXMYHUX CyflOBa ¥ CTEHO30M abJOMMHAjHe aopTe
(cunpmpoM ,,cpeftbe aopte”). Jledere peHOBACKy/IapHe XU-
niepreHsuje Kop fiette ca H® 1 je Bpro cmosxeHo jep je Haj-
verhe HeflOBO/bPHA MEIMKAMEHTO3HA aHTUXMIIEPTEH3MBHA
Tepanyja, Ma ce MPUMEmYjy ApyTe MeTofie, YKbydyjyhn
HepKyTaHy TPaHCTyMIHAHY aHIMOIUIACTUKY, PeBacKy/Ia-
pusaLujy 1 ayToTpaHCIUIaHTayjy 6ybpera. Vickycrsa ca
IIPMMEHOM IepKyTaHe TPaHCTyMUHAIHe aHTMOIIACTUKE,
a HapO4MTO ayTOTPaHCIVIaHTalyje Ko Marne fetie ca HP 1
Cy OCKYZHa, a y HaIllO] CPEIMHI O TOMeE [0 Cajia Huje 6110
M3BELITAja.

LIVJb PATTA

LInm oBor paja je fa y3 mpukas Haute 6oecuuie ca HO
1, xoja je 360r Telike GumaTeparHe CTEHO3e pPeHaTHUX
apTepuja ieueHa NepKyTaHOM TPaHCTyMJHATHOM aHI1-
OIUTACTUMKOM ¥ ayTOTPaHCIUTaHTaljoM OyOpera, u3He-
ceMo locafialliiba CIMYHA MCKYCTBA KOja Cy CAoIlIITeHa Y
CBETCKOj TUTEPATYpPH.

IMTPMKA3 BOJIECHUKA

JleBojunita crapa ImeT rofuHa u JeceT MeCely IPuMbe-
Ha je Ha YHMBEPSUTETCKY MIe4jy KIMHUKY y beorpamy
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360r rmaBobospe, moBpahara, 60moBa y TpbOyxy, momu-
ypuje, IONMUAUIICH]je, MaTTaKCATIOCTU 1 TYOUTKA Ha Terle-
cuoj texxunn. Illect Heperpa mmpe mpujema Kop, 60ecHN-
Ile ce jaByIa Mapanusa Qalyjamuca ca JecHe CTpaHe, a
TPU Hefie/be MOCTIe TOra jaka el u 06mmHO MOKpeme y
KOJIMYVMHY Off TPU IO IIET IUTapa TeYHOCTV JHEBHO. Y
JIOKTHOj GOMHNIIM IPUMAaIa je MHTPABEHCKY pexmppa-
Talyjy, Koja je JoBena 40 MpVBPEMEHOT N0O0/blIIalba.

IIpBy enusopy rmaBo6obe n nospahama 6omecHnLa
je MMana y gpyroj roamuy, a of tpehe ropuse mepuo-
IOUYHO jy je KOHTPONMUCAO KAapAMOJIOr 300T CyMmbe Aa
MMa IPUMAapHY KapANOMUOIATH]Y.

Buine yraHoBa MajunHe ¢paMunje, Majka u maaba ce-
crpa 6omyjy og HO 1.

Knuanyku Hanas Ha ipujemy: Bucoka 106 cm (Ha Tpu
HepLEeHTUTY 3a BUCUHY), TelecHe Mace 14,5 kg (-2,5 kgy
OTHOCY Ha BUCMHY), yMepeHo mexuppupaHa. Ha koxu
HpYICyTHe MHOro6pojHe Mp/be 6oje bene Kade (,café au
lait”) u petxn Heypodubpomu. Y npekopanjymy, y emm-
racTpujymy 1 060CTpaHO mapaBepTeOpanHo y mymban-
HOM fieny dyjaH cucronuu myMm. CpyaHa pajma puT-
MU4Ha 1 yop3aHa ca ppekBeHLNjoM of 124/min. KpsHu
IPUTHCAK U3MePeH Ha pyuu 6uo je 230/200 mmHg. He-
YPOJIOIIKMM HperyIefioM ce Halas3y MepydepHa mapanm-
3a ¢anujanuca ca fiecHe CTpaHe, 103uTUBaH PoMbepros
TECT Ca 3aHOIIeHEM YAECHO, II0jayaH MOIUTTEeANTHN pe-
¢rexc mecHo u BabuHCckM c1abo MO3UTUBAH Ha [ECHO]
CTpaHM.

Broxemujckn mabopaTopujcku Hamasyu Cy IOKasaan
XUIIOHATPEMMjY, XUIIOKaIMjeMItjy, HOPMAIHy II0GanHy
6yopexxHy GyHKUUjy, HaTpuypesy u npotennypujy (Ta-
6ena 1). [lepndepHa mrasmapeHnHCKa akTUBHOCT (PRA)
je 6wna jacHo mosuieHa (22,7 ng/ml/h, HopmanHa je mo
2,8 ng/ml/h), xao n angocrepon y mwiasmu (61 ng/dl, Hop-
ManaH fio 16 ng/dl). Hamasu ocranux ucrnmrusama cy 6u-
i cnenehm:

ITpernen ounor ¢pyHAyCa je MOKazao 060CTPaHO IPH-
CyCTBO XeMoparuje 1 efieM mnammia. Enexrpokappuo-
rpa¢cKu 1 exoKapANorpadCKi Iperiefu Cy HOTBPAINA
HOCTOjambe TelIKe XUNepTpoduje MUOKap/a IeBe KOMO-
pe. Kpaunjanua pagmorpacduja u KoMIIjyTepusoBaHa To-
Morpaduja Mo3ra Cy 6MIy HOpMalHNUX Hanmasa. YITpa-
3By4HU mperyef, 6ybpera je mokasao fa je mecHu 6yoper
CMameHMX fuMeHsuja (68x27 mm), a fa je nesu yBehan
(90x46 mm) ca xunepexoreHnM ob6onom nupamuza. [Jo-
IIep yATpacoHOrpad)CKu Iperyies Huje OTKPUO IIpoMe-

TABENA 1. KnuHWYKM 1 nabopaTopujcKm Hanasu.

JlaHn xocnutanusauumje 2 5 12
TenecHa maca, kg 14,5 14,7 15,5
KpBHW nputmncak, mm Hg 230/200 200/140 150/100
Cepym Na, mmol/I 131 136 148
Cepym K. mmol/I 2,24 46 45
Cepym ypea, mmol/| 30 2,6 2
CepyM KpeaTnHuiH, umol/! 57 59 54
[nypesa, ml/24 h 2305 1400 1010
Ypun Na, mmol/I HMje MepeH 66,1 24,7
Ypur K, mmol/I HMje MepeH 14,9 24,5
MpoTeunHr, mg/24 h HUMje MepeH 430 199
AnbymeH ypuHa +++ ++ +/-
CelMMeHT ypuHa 5-6 £r,8-10 Le 2-31le

He Ha KPBHUM CyfioBuMa 6ybpera. Ha quHaMcKoj cLyH-
turpadpuju 6ybpera (99 m Tc DTPA) necuu 6ybper Huje
upeHTidUKOBaH, TOK ce NeBU jaCHO IMPHUKa3ao ca Ipo-
Ly>KeHMM IIPOACKOM M eIMMMHALMjOM paguodapMaka
(Cnuka 1a).

e i

AVERAGE

¢
! COUNT RATE VS TIME 56

[ 10}
cmpa

COMNAND: 25 nzu_b

CIIVKA Ta. CumHTUrpaduja bydpera y peHoBacKynapHOj X1nepTeH3wjn
npe neyema.

Jlujaraosa 6oecTu je mocTaB/beHa peHOBasorpadu-
joM, Koja je IToKasara Jja je lecHa peHamHa apTepuja MoT-
IIYHO HEIPO/IA3HOT IyMeHa Y IPOKCUMATHOM Jie/Ty, TOK
Ce HeH [UCTATHN [le0 U CETMEHTHe IpaHe IPUKa3yjy y
KacHOj apTep1jcKoj (hasy MpeKo n3pakeHe KomaTepaaHe
nupkynanuje. Ha odeTHOM fiey /ieBe peHalHe apTe-
puje je HabeHo cyxeme of oko 80% (Cruxka 2).

Tox doneciniu

VuTpaBeHcka pexuipaTalija je MpyMerbeHa y TOKY Ip-
BUX IIeT fjaHa. Ha npuMerbeHy aHTHXUIIepTeH3UBHY Tepa-
1jy y MaKCUMAanHUM fo3aMma (Hudenar, 1abeTonon u

26

CIIMKA 2. PeHoBackynapHa xunepTeHsuja Ko Aele ca Heypodrbpoma-
To30M TN 1 (2a - paHa da3a bonecTty; 26 - KacHa daza bonectn).
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MMHOKCHAIWT), KPBHM IPUTHCAK Ce 3HAYajHO CMAFbIO, an
je 1 fabe 6O Y PaHTy Telllke apTepujcKe XUIepTeHsje.
Huypesa u HaTpuypesa Cy ce HOpManU30Bae, Kao 11 KOH-
LieHTpaLyje eIEKTPOINTA Y CEpyMy. Y TEXIbY Jja € KPBHU
MIPUTHMCAK HOPMaJu3yje yBeJieH je KalTOIPWI, Ha KOji je
6omecHNIfa OfipearoBajla HOPMAIN3ALMjOM KPBHOT IIPH-
THCKA ¥ aHypujoM 300T Koje je fujannsupaHa jefaH faH.
ITocne Mckbydera KalTONPHIIa, BPIO 6p30 ce HOpManu-
3yje auypesa u 6yOpexxHa QyHKIMja, a KPBHM IPUTHCAK Ce
noBehaBa Ha HVIBO TellIKe apTepujcKe XunepTeHsuje. [Ipu-
MEIbEHA je 3aTUM IIepKyTaHa TPAHCTyMIHA/THA aHTYOIIIA-
CTMKa JIeBe peHalIHe apTeplje, Koja Huje CMarbyIa XUIep-
TEH3Ujy, Ha je ypaheHa ayToTpaHCIUIaHTaIMja lecHOT Oy-
Opera y TOKy Koje Cy HalpaB/beHe aHACTOMO3e JieCHe pe-
HaJIHe apTepuje U BEHE Ca JIEBOM YHYTPAIIbOoM M/TMjayHOM
aprepujoM u BeHoM. Hemocpemum edexar ayroTpaH-
CIUTaHTanyje 6110 je 3Ha4YajHO NOOO/bIIIabe KPBHOT IPUTH-
cxa. Ha konTponnoj DTPA, mecel faHa ITOC/Ie ayTOTPaH-
CIUTaHTauuje, fecHn 6yOper, Koju ce paHuje Huje BIEO,
jacHO ce TpMKa3ao MCIOX JeBOr Oybpera, y ogHOCY Ha
Kojer je mokasao 6oy ¢yukumjy (Cnuka 1b). Ha xoH-
TPOJIHOj peHOBasorpaduji je KOHCTATOBAaHO CyXere
neBe peHanHe aprepuje of 40 1o 50% ca MocTCTeHOTNY-
HOM JIM/IaTallMjoOM, a aHACTOMO3a JIeCHE pEHa/IHe apTe-
puje ca MIMjauHNM KPBHMM CyOBUMa OW/Ia je HopMal-
Hor 1yMeHa. [locrie meT Mecenu IOHOB/bEHA je PEHOBa-
sorpaduja, Koja je cafja mokasasa Cy>keme JieBe peHaTHe
aprepuje of; 75% ca IICOTEHOTUYHOM JVIaTalijoM, Kao
U CYCIIEKTHY CT€HO3Y [leCHE PEHa/IHe apTepuje ca YHy-
TPallibOM V/IMjadYHOM apTEPUjOM.

TOT CT=254818 CELL CTIMAX=L3EB NIN=8 A¥=62

LT=q,5
WEIRGE /_/-\/"\Aa-/""ur-m,s

L COUNT EME VS TINE 3B

L da ]

CONNAND: 25 MIN

CINKA 16. CunHtHrpadwja Oybpera y peHOBaCKynapHOj X1nepTeH3ujmn
nocne aytoTpaHcnnaHTauuje.

Y roky npahema of Be rofguHe, AeBOjIMLA Ce TOOPO
ocehara, Huje uMana kpusa raBobosmbe, HUTH noBpaha-
Ia, HOPMAJIHO Ce pasBuja U pefoBHO moxaba mkormy.
Jlaboparopujcke aHanu3e U3 KpBU ¥ ypyHa Cy HOpMal-
He, a cpefilby 24-4aCOBHM KPBHU IPUTUCAK U3HOCU
137/76 mmHg.

IVCKYCUJA

Bonecuuiia kojy cMo onmcanyu uMarna je MaIurHy XuIep-
TeH3Mjy 300r Telllke, OuIaTepaiHe peHOBACKyIapHe 60-
nectn y cacrtaBy H® 1. Ilpumbena je Ha KIMHUYKO JIe-
qeme ¥ pasy XUIOHATPEMIjCKOT XUIePTEeH3UBHOT CUH-
ApoMa, KOjI ce peTKO Hajasy Kop jene [13], a kapaxTe-
pullle ce MOAUYPUjOM, XUIIOHATPEMUjOM, XUIIOKasuje-
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MUjOM, JIeXMUAPATALMjOM Y XUIIePPEHVHCKUM XUIIepaI-
HOCTEPOHM3MOM.

Heypodnbpomarosy tun 1 npsu je onncao ®on Pe-
knuHrxayseH (Von Recklinghausen) 1882. ronnue, ma ce
JecTo 0Ba GojecT HasuBa 10 wemy. Hacnebyje ce ayro-
30MHO JoMMHaHTO. 'en 3a H® 1 ce Hanasu y nepuijen-
TPUYHO]j peruju xpomosoma 17. Y 50% ciydajeBa 6omect
je mocCTenMIa CHOHTaHUX MyTauuja. [IpeBanenumja 60-
nectu je 1:3000, a meHa I10jaBa He ITOKa3yje pasnuke y
OJHOCY Ha II0JI ¥ €THUYKY IPUIIAHOCT.

[Tosehamwe kpBHOT nputncka y H® 1 mosxe 6utu mo-
cnepuna GpeoxpoMOLUTOMa, KOApKTaIjuje aopTe WM
cTeHO3e peHanHe apTepuje. Kop mere je peHanHa creHo-
3a cefiam IyTa veuthy y3pok xurnepTensuje of peoxpo-
MOIINTOMa, Koju je demhm Kop ofpacnmx 6GomecHMKa
[14]. 3a oTkpuBame aprepujcke xumeprensuje y HO 1
HajCeH3UTVBHNja je METO/a ayTOMATCKOT aMOy/IaTOpHOT
MOHMTOPVHTAa KPBHOT IIPUTHUCKA y TOKY 24 waca (24 h
ABPM), a ce oBa MeTofia IIperopyuyje 3a mpaheme ge-
e ca HO 1. Kop mete ca H® 1 penoBackynapHa 6osect
je wenrha ofy xunepreHsuje 1 OTKpuBa ce y 61,5% cryda-
jeBa [12]. PenoBackynapHa 6omect ce o ['puny (Greene)
u capapuunuma [15] genu Ha gBa Tumna. I[IpBu tnn oby-
XBaTa BeIMKe KpBHE CyfoBe (a0pTy, KapoTU/He KpBHE
CyfoBe M TPOKCHMAnTHe peHalHe apTepuje) Koju cy
OKpY>XXeHU HeypudpuOpoMaTOSHUM MU TaHITIMOHEYPO-
MAaTO3HUM TKuBOM. IIponmudepannja nHTUMe, UCTatbe-
e Meayje u pparMeHTalja eacTUYHOT TKIBA U3a3U-
Bajy cTeHo3y miu QopMmupame aHeypusme. Ipyru Tum
IpeJiCTaB/ba NMCIIA3Njy ManuxX KPBHUX Cy/loBa U HUje
Be3aH 3a HeypaaHy MaadopMalyjy.

Yapyxenoct HO 1 ca peHOBacKy/lTapHOM XMIIEPTEH-
31jOM OIIMCAaHA je Y eHIJIECKO] MUTepaTypu Koj 93 fere
[16]. YrmaBHOM ce pajiu O ONNCY IIOjeAMHAYHMX 6ojte-
cumka. Kop penle, HapoumMTo ako Cy Maja, jeyere je
TEIIKO C 063MPOM Ha IPOKCUMAHY MO3UILN)Y CTEHO3e
Ha peHalHNMM apTepyjaMa, GUOPO3HO HMPOMEHEH 3MJ
06071e7I0T KPBHOT CyJa, YeCTy I0jaBy pecTeHo3e, Kao U
JecTy YAPY’KEHOCT ca CTeHO30M eKCTpapeHaTHMX KpB-
HUX CyfoBa. MefMKaMeHTO3Ha Tepamnuja je 00MYHO BU-
HIECTPYKa, jep ce KOHTPOJa KPBHOT NPUTUCKA TEIIKO
IIOCTIDKE jeJHUM JIEKOM, OCUM aKo TO HUje JIeK U3 pefia
MHXMOUTOpA aHrMoTeH3uH I KoHBepTupajyher eHsuma
(ACEI). Mebyrum, ACEI tpeba usberaBatu jep MOry
M3a3BaTy aKyTHY OyOpexxHy MHCy(DMIMjeHunjy Koja je
omucana y 38% ciydajeBa Kaj je cTeHO3a Outa Ha COnu-
TapaHoM 6y6pery, kox 17-23% 6omecHuka Kafa je 6una
[IpUCyTHA GMIaTepaIHa PeHaTHA CTeHO3a U KOf 6% 60-
TIeCHUKA KOjy Cy MMaJIi YHUIATePaIHy CTeHO3Y PeHa/lHe
aprepuje [17]. Kop naute 6onecuurie ACEI je Hopmanu-
30Ba0 KPBHM NPUTUCAK, a/IY je U3a3Ba0 aKyTHY OybOpe-
XKHY MHCybuImjeHunjy ca anypujom. Cpehom, oBa 6y-
6pexxHa gucyHKIMjA je peBep3nOMIHA aKO Ce OfMax
npekuHe nedere ca ACEL

Kop 6omecunka mnahux o ABe rofiHe KOH3epBATUBHO
Tederbe je MeTofa u3bopa jep ce APYTY BUIOBU Jieuera,
YK/BYUyjyhu Xupypuiky u TpaHCIyMUHAIHY aHIMOIIACTH-
KY, TEIIKO TEXHWYK! M3BOJie 300T MaliX KPBHMX CyH0Ba
[1]. Kaga je y mmTamy TpaHCTyMMHA/IHA aHTMOIUIACTHKA,
oHa Hyje Tako ycnemrsa kog H® 1 kao kox ¢pubpomycky-
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JlapHe [IUCIUIasuje, TIPBEHCTBEHO 3060T IPOKCUMAaIHE T10-
sunmje crerose kox HO 1 [17]. IIpema moparima 13 mure-
patype [18], mepkyTaHa TpaHCTyMMHa/IHa aHTMOIUTACTHMKA
je 6uma ycreirna Kop, et of, 16 6omecuuka ca HO 1 koju
CY Y Y3pacTy of, TP JI0 IABafieceT FOAMHA OW/IM HOABPIHY-
TY OBOj IIPOLElypy pajiut Jieder-a CTeHO3a peHa/lHe apTe-
puje. AKO ce TIpMMEHM IIpe OIlepPaTVBHOL Jiedera, y 33,3%
Cny4ajeBa ce IOCTIDKe MOTIYHM, a y 33,3% menmmMuaHu
ycrex. Mehytnm, Kafa ce IpuMeHY MOC/Ie XUPYPIIKE KO-
pexije, uma Behu ycrex. Kop Hame 6o7ecHu1ie nepkyra-
Ha aHIMOIUIACTMKA IIPUMeH-eHa Ha JIeBOj PeHA/IHOj apTe-
Puju HUje YTUIAa/Ia Ha CMaberbe KPBHOT IPUTICKA.

Xupypuko nedere peHOBACKYTapHe 6ONecTH KOR
H® 1 obyxsata HedpexToMujy adyHKumoHaaHOr OY-
Opera, peBacKy/napusalyjy IIyTeM ayTOMOTOTr WM CUH-
TeTU4KOr rpadTa 1 ayrorpaHcIUIaHTanujy 6yopera. Ca
HedpekToMuUjoM He Tpeba Xyputu, jep 6yoper Koju ce
He IIpUKasyje Ha cUMHTUTpadMju WK Tojerorpaduju
He MOpa OUTM ITOTHYHO ayHKIVIOHATAH ¢ 0631pOM Ha
MoryhHoCT BberoBe BacKy/napusalyje IyTeM KojmaTepa-
He LUPKy/Ialnyje, UITo je 61o Caydaj Ko Halle 60/1ecHN-
ne. Crora ce mpenopyuyje 6uorncuja 6ybpera mpe Hero
HITO ce ypapu HeppexToMuja. Backymapusaiuja y3 mo-
Moh cuHTeTHuKOr rpadTa pehe ce npumemyje Kop gerie
U3 TeXHUYKUX pasjora u 360T TOra IITO y TOKY pacTa
rpadr mocraje MHCypULIMjeHTaH.

AyroTpaHciiaHTanuja 6yOpera je MeTofa Koja ce
IpuMemYje Kof gelie Miabe off iBe rofuHe KOJ KOjuX je
peBacKynapusanmja in sity TEIKO M3BOAJBMBA, Kaf, IO-
CTOju ,OCTHja/IHa” CTEHO3a PEeHATHNX apTePUja U BeHUX
XMTApHUX TpaHa, Kajl IIOCTOje MyATUIIIHE CTeHO3e pe-
HaJIHMX apTepHja, Kajla ce Ha PeHa/IHOj apTepUju UCTO-
BpeMEHO Ha/la3y CTeHO3a M aHeypu3Ma, KOJ| CHHpoMa
»Cpelibe aopTe” ca 0UyBaHUM MINjauHUM KPBHUM CY/0-
BUMa, KaJf TIOCTOj) TeIlIKa CTeHO3a PeHa/THe apTepuje y
conmurapHoM OyOpery 1 KOJ IporpecHBHOT omTehema
Oybpera u mopep IPMMeHbEHNX OCTAINX Mepa JIeuerha.
Kog Hamre 60o/mecHuIe ce pafuIo 0 OCTUjaTHO]j aTpe3uju
peHanHe aprepuje cumHTHrpadCcKu ,Hemor OybOpera,
KOjJ Ce caMO Ha 0Baj Ha4MH MOTA0 €BEeHTYaTHO CIaCTH.
[Tomany 3 muTepaType 0 IpUMEHN OBe METOfe HUCY
MHOTOOpOjHY, a Pe3y/ITaT! HUCY CACBMM yjefHaueHn. Y
LenuHn, oHu cy oxpabpyjyhn. Kop 19 6onecuuxa yspa-
cra 0,9-16 roguHa M3BpIIEHA je ayTOTPAHCIUIaHTalyja
29 6y6pera. ITocre mpahemwa y Toky 37411 mecenn KpB-
HJM IPUTHCAK je 6MO HOpManaH WM IOOO/BLIAH KOF
89 % 6onmecHuka [17].

Y Hamoj cpeivHM OBO je IPBY ONNUC ayTOTPaHCIIIaH-
ranuje 6ybpera Kof JeTeTa ca peHOBACKY/IapHOM XM-
IIEPTEH3UjOM. Y OBOM C/Iy4ajy ayTOTpaHCIIaHTaLuja je
crmacna QyHKUujy 6ybpera. [IpuMena oBe MeToze, Kao 1
MeIVMKaMeHTO3He aHTUXUIIepTeH3VBHE Tepalllije Cy IIo-
Oospllazie KpBHM IpUTHCAK ¥ oMoryhmie HopManaH
pact u pasBoj 6omecHu1Ie.

3AK/bYYAK

PeHoBacKky/mapHa XniepTeH3uja je 0301/bHa KOMIUIVKA-
nuja HO 1. Haj6ome ce otkpua neprognasuM mpahe-
eM KPBHOT IpUTHCKa. IbeHo medeme obyxBaTa Menu-
KaMEHTO3HY aHTUXUIIEPTEH3VUBHY TepaIljy, IIepKyTaHy
TPAaHCTYyMUHANHY aHTMOIUIACTUKY, peBacKyaapusanujy
U HeppeKTOMMjy. AYTOTpaHCIUIaHTALMja je MHIMKOBA-
Ha KOJi HajTeXXVX CTydajeBa peHOBacKylIapHe bomecTn y
HO 1.
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RENOVASCULAR HYPERTENSION IN CHILDREN WITH NEUROFIBROMATOSIS TYPE 1

Amira PECO-ANTIC', Zoran KRSTIC', Zivko BORIC', Dragan SAGIC?, Mirjana KOSTIC', Olga JOVANOVIC',
Divna KRUSCIC', Brankica SPASOJEVIC', Dusan PARIPOVIC'

1. University Children's Hospital, Belgrade; 2. Institute for Cardiosurgery “Dedinje”, Belgrade

Arterial hypertension in pediatric patients with neurofibromatosis
type 1 (NF 1) is usually due to renal artery stenosis (RAS) mainly
involving the proximal part of the vessel. The treatment modalities
are highly individualized. In severe and/or bilateral RAS, antihyper-
tensive drugs are either ineffective or have the potential risk for
acute renal failure, while percutaneous transluminal angioplasty
(PTA) has limited success due to the ostial localization of RAS and
the tough fibrotic tissue involved that is refractory to dilatation
Renal autotransplantation has potential advantages when medical
control and PTA/or bypass techniques failed. Here we report 5
year-old girl with NF 1 and hyponatremic hypertensive syndrome
due to severe bilateral disease, occluded proximal part of the right
artery and ostial stenosis (80%) of the left one. Only left kidney was
identified on 99 m Tc DTPA, but the right one was visualized on the
renal ultrasonography and in the late phase of arterial renography
due to well developed collateral circulation. Multiple antihyper-
tensive drugs (nifedipine, labetolol and minoxidil) in maximal doses
and PTA failed to normalize BP while short term therapy with
ACElwith NF1 and hyponatremic hypertensive syndrome due to
severe bilateral renovascular disease; occluded proximal part of the
right renal artery and ostial stenosis (80%) of the left one. Only left

kidney was identified on 99m Tc DTPA, but the right one was visual-
ized on the renal ultrasonography and in the late phase of arterial
renography due to well developed collateral circulation.

Multiple antyphypertensive drugs (nifedipine, labetolol and mino-
xidil) in maximal doses and PTA failed to normalize BP while. short
term therapy with ACEI, captopril induced transient acute renal fail-
ure. Autotransplantation of right kidney saved its function and
improved BP control. Our current case Autotransplantation of right
kidney saved its function and improved BP control.

Our current case is illustrative for a difficult management of renovas-
cular hypertension in children with NF1. This is the first and up to now
the only case of autotransplantation performed in Yugoslavia.

Key words: Neurofibromatosis type 1, pediatric renovascular hyperten-
sion, renal artery stenosis, hyponatremic hypertensive syndrome.
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