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TMHEKONOLKO-aKyLEPCKe UHTepPBEHLMje KOA, KeHa
ca bepHap-CyamjeoBum cMHAPOMOM — NpUKa3 Ase
bonecHuue

Mnpjana Mutposuh', Mso Enesosuh'?, Mpegpar Musuh'?, lapko AHTUR'?

'KnuHuka 3a xematonorujy, KnuHnuku uentap Cpbuje, beorpag, Cpbuja;
“MepuumMHCcKI GakynTeT, YHuBep3uTeT y beorpapy, beorpag, Cpbuja

KPATAK CAZPXKAJ

YBop bepHap-Cynujeos (Bernard-Soulier) cuippom (BCC) je pepak HacnegHu nopemehaj TpomboumTta
Koju ce oanukyje nopemeheHom dyHKLMjoM TPOMOOLMTa, TPOMOOLIMTOMNEHMjOM C MEFaTPOMOOLINTIMA,
npoay»KeHVIM BPEMEHOM KpBapeHa 1 YeCTUM KpBaperMa ca 3HauajH1M mopbuautetom. MNogawm o Toky
TpyAHoNe 1 rMHeKoNOLWKUM MHTepBeHLujama y BCC cy peTkm 1 He MOCTOoje OnLLITe Tepanujcke MpenopykKe.
Mpuka3su 6onecHuKa Y paay cy npvkasaHe e 6onecHuue ca 6CC. MNpBa 6onecHnua, ctapa 29 roguHa,
jaBuna ce Ha npernen y ocMoj Heperbu TpyaHohe. [injarHosa BCC noctaB/beHa je Ha OCHOBY MPOAY»KeHoT
BpemMeHa KpBapea, TpoMboLUToneHje ca MeraTpomboLTMMa 1 M30CTaHKa arperayuje TpombouuTa
Ha puricToueTyH. Mopohaj je o6aBmbeH y 38. Heaerby TpyaHohe LapcKM pe3oM. 3a HTePBEHLM)Y, KOja
je npotekna 6e3 Komnnukayuja, 6onecHuua je npunpembeHa TpaHchy3ujom nynupaHx TpomboLuTa
1 aHTUdN6PUHONUTMKOM. MocTonepaLoHn Nepuog je 6o KOMNANKOBAH TPOHeAE/bHUM BarvHanHUM
KpBapereM pe3nCTEHTHIM Ha TpaHCchy3uje TpoMboLMTa, aHTUOUOPUHONIMTIKE 1 YTEPOTOHNKE. Bpoj
TpombouuTta HoBopoheHyeTa 610 je HopmanaH. [lpyra 6onecHuua, ctapa 28 roguHa, NpUMIbeHa je y
60nHMLY pagu onepauuje Tymopa jajHuka. Mpunpema 3a UHTEPBEHLM]Y je 13BPLIEHa MPUMEHOM TpaH-
cdysuje nynrpaHux TpomboLuTa 1 aHTUdUbpuHONUTIKa. Onepauuja je npoTekna 6e3 KomMnavKauwja.
[pyror faHa o onepauuje JOLWO je 4O 06UHOT KpBapekba, Koje HUje NPecTano Hyi HakoH TpaHcdy-
3nje TpomboLTa. KpBapetse je 3aycTaB/beHO NMPUMEHOM PEKOMOVHAHTHOT akTuBMpaHor dakTopa VII.
[1BaHaecT caTu KacHuje, TOKOM X/NepTeH3MBHE KPW3e, jaBMO Ce enuaenTUYHI Hanag Tuna rpaHa man
Y3POKOBaH CcybapaxHOMAanHUM KpBapereM. Jleuere je HacTaB/beHO TpaHcdy3mnjama TpomboLmuTa 1
aHTVe[eMaTO3HOM U aHTUXMMEPTEH3VBHOM TepanujoM. [aToX1CTONOLKM Nperne TKVBa jajHUKa OTKPMO
je xemoparvnyHe oBapujanHe yucre.

3aK/byyak [MHEKONOLLKO-aKyLllepcKe UHTEpBEHLMje Ko xeHa ca BCC mory 6uTy KOMNnKoBaHe Kp-
BaperMMa Koja yrpoXkaBajy XKMBOT M CTOra 3axXTeBajy MynTUAUCLIMNAMHAPHW NPUCTYN Y3 oAgroBapajyhy
npunpemy. 360r BP0 Maao noaaTtaka 0 OBOME Y IMTepaTypy, CBakoj 6onecHMum Tpeba npuctynmti

NoHaoco0.

KmbyuHe peun: bepHap-CynunjeoB CHAPOM; KpBapekbe; TMHEKOSONja; akyLLepCcTBO

yBoa

Bepuap-Cynujeos (Bernard-Soulier) cunppom
(BCC) je peTKO ayTO30MHO PeLeCUBHO Ha-
CIIEFHO 000/berbe C MHIVEHIINjOM MAbOM Off
1:1.000.000 [1, 2]. BonecT je mocnepuiia KBa-
JINTATUBHOT WM KBAHTUTATUBHOT opemehaja
rmkonpoTtenHckor (Gp) xommnekca Ib-IX-V
Ha henujckoj Mem6panu TpombormTa. Haerne-
HJ KOMIUIEKC Ce CACTOjI Off Y€TUPY TPAHCMEM-
6paHcke nonumentunHe cydjepunnne — Gp
Iba, Gp Ibf, Gp IX n Gp V, xoje cy kopgupaHe
pasmuutuM reuuma. Kommnexe Gp Ib-1X-V
urpa BakHe yjore y GyHKIj1 TpoMOOLUTA.
Besusamwem 3a ®on Bunebpaupnos (von Wil-
lebrand) daxrop (vWF) omoryhasa apxesujy
TpoMOOINTA 32 31 KPBHOT Cy/ja HA MECTY
nospezie. Takobhe, Mema criocobHOCT TPOMOU-
Ha y Ma/IiM KOHIIEHTpamyjama Jja aKTUBIpa
tpombouur [1, 2]. locax je onmycaHo Bullle Of
30 myranuja koje yspoxyjy BCC [1].
Knmnanukom cninkom BCC gomununpajy ye-
CTe I0jaBe KpBaperbha PasInIuTOr HHTEH3ITe-
ta. Hajuemhe cy y nuramy 6ara kpBapema
TUIIA €NMCTAKCe, TVHIVBATHIX U Ky TAaHUX Kp-

Bapema, a/mi cy Moryha 1 kpBapema Koja yrpo-
’KaBajy KMBOT 0c00e, TI0CIIe TOBPe/a NN XU-
PYPLIKUX MHTepBeHIMja. Jlako MylKapuu u
JKeHe TIOfTjeTHaKO 4eCTo 000IeBajy, KIMHITIKa
C/IMKa KOJI YKeHa je TeXka yCIe]] [ojaBe MeHOMe-
TpOparuja 1 NOCTIapTalIHNUX KpBapema [1, 2].

OcHoBHa naboparopujcka ogmika bCC je
TPOMOOLVITONIEHNja C BeTIMKUM TPOMOOLITH-
Ma y pasMmasy KpBu (Merarpomboruutn). 5poj
TpoMbonuTa je y oncery of <30x10°/] o Hop-
MaiHor [1, 2]. Bpeme kpBapema je mpogyxe-
HO BUIIIe HETO LITO O Ce MOITIO OYEeKMBATY C
0631poM Ha cTereH TpoMbouuTonenuje. Vso-
CTaje arperaiyja TpoMOOLMTa Ha PUCTOLIETHH.
3a pasimuky on ®on Buebpanpose 6omecty, y
KO0jOj ce arperanuja Ha pUCTOLIETUH KOpUryje
ioflaBarbeM I/Ta3Me 3/[paBoT JaBaolla, Taj ede-
Kar nsocraje y bCC [1, 2]. VimynodeHOTHUIIN-
3anuja rpombonuTa Ha Gplb-IX-V jecre 6p3
Ha4JMH [I0CTaB/batba Aujarnose 6onecru [1, 2].

ITomrro je 60/mecT N3y3eTHO peTKa, Mpero-
PYKe 3a IpUIIpeMy 1 U3BODhere IMHeKOIOLIKIX
U aKYLIePCKVX MHTepBeHIja Cy 3aCHOBaHe Ha
HOjefMHaYHUM CaOIIITeHIMa. Y OBOME pajy
6uhe npuxasane nBe 6onecuuue ca bCC koje
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CYy TIOfIBPTHYT€ TMHEKOIOIKO-aKyIIePCKMM 3aXBaT/Ma.
Hu y jenHoM mpukasaHoM cly4ajy y HOpofinLiaMa Huje
6110 IMjarHOCTMKOBaHNUX YnaHoBa ca BCC.

MPUKAS3 MNMPBE BOJIECHULIE

TpombormToneHnja 6aror cTemeHa je youeHa y y3pacTy
Off, IBe TOfIMHe TIPY PEJOBHOM KOHTPOTHOM Iipersieny. bes
JOIYHCKUX MCIIATUBAbA IIOCTAB/bEHA j€ JJjarH03a IMYHO-
nouike rpombonyronenuje (MTII). Y Hekomiko HaBpara
6orecHNIIA je TedeHa KOPTUKOCTEPOUAMMA, ATy 3HaYajHOT
Tepanujckor eekra Huje 6uno. TokoM afornecueHIyje ja-
BIJIE CY ce MeHoMeTpoparuje. Y 26. rogyay, 360r aHeMije
U TpOMOOLITOIIeHNje, IIPBY IIYT je yiryheHa Ha 6OTHIUYKO
nedeme y KnuHuky 3a xemaronorujy Knuamakor nenrpa
Cp6uje. VInunmjamHa KpBHa CIMKa IT0Ka3aa je MUKpPO-
LUTHY aHeMujy (xemornobun — Hb 70 g/, MCV 60, pe-
TUKYIOLMTY 11%) ¥ TPOMOOLMTOIIEH )Y 6/1aror cTeneHa
(50x10°/1) y3 mojaBy pMHOBCKUX TpoMbonmTa (2-6 pm).
Bpeme xpBapemwa npema [ljyky (Duke) 6110 je Heo6MIHO
IPOZIy’KeHO Y OIHOCY Ha CTelleH TpoMbonuTonenuje (Iy-
e off 20 MIHYTa), Te je pefy3eTo AeTa/bHO VICIUTUBAbE
xemocTase. CBU TeCTOBM Koary/auyje — ¢puépuHoreH 3,3
¢/, nporpom6buHCcKO BpeMe (PT) 75%, akTMBMpaHO Iap-
nyjanHo Tpomboractuacko Bpeme (aPTT) 29,3 s, vYWF
82%, FVIII 82%, FII 91%, FV 78% wn FVII 75% — 6umu cy
HopMmanuu. C apyre cTpaHe, afxesuja TpoMborura (TecT
CTaKJIeHVIM IlepriaMa) OuIa je CHybKeHa Ha 13% (HopmarHe
BpenHocTy 60-100%), fOK je arperanyja TpomMbonyTa Ha
pucroneTnH nsocrana. HaBemeHn arperanmonu nopemehaj
Hje ce KOPUTOBAO IIPH [IOflaBalby I/Ia3Me 37paBor JaBa-
oma. Arperanuja TpoMbOINTa Ha afpeHaNH, KOJIareH I
apeHosuHAudocdar 611a je HOpMaHa. VcnutyBame Beka
TpOMOOIINTA ITOKA3aJIo je HOpMasIaH >KMBOTHU BEK TPOM-
601UTa, y3 MEIIOBUTY CEKBECTPALIU]Y Y jeTPM U CTe3VHU
y3 cMameHy IpousBoany (30% ontumante). Ha ocHOBY
HaBeJIeHMX pe3y/ITaTa IoCTaB/beHa je nujarnosa bCC.
JIBe ropuHe KacHuje 60IecHNIIA Ce jaB/ba Ha KOHTPOJI-
Hu nperieq y 8. Hemerbu TpynHohe. ToxoM TpypHOhe 6poj
TpoMbonuTa je 6uo y omncery 5-34x10°/I. 3HakoBa xeMo-
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parujckor CMHApoMa Hyje 6110, Te Hije IpYMeb/BaHa
XeMaTojIolKa Tepanuja. ¥ 38. Heme/py TpypHOohe omry-
YeHO je fja ce 60jIeCHNMIA OPOAY €IEeKTVBHUM LIapCKUM
pesom. Ha an nuHTepBenumje 6poj rpombonuTa je 6110
4x10°/l, nruBO Xemorno6uHa 83 g/l, nox je BpeMe KpBape-
Ba 6110 gy>xe off 20 MyHyTa. bomecHuna je HerocpenHo
Ipey MHTepBeHLMjy IPUIIpeM/beHa TPaHCY3IjOM YeTH -
P ITy/Ia TpOMOOLMTA Y jeTHOM LO30M JeIlIa3MaTUCaHIX
epurponyra (Cnuka 1). HaBegenoM cynctutyimjom 6poj
TpomboruTa je mosehan Ha 65x10°/], a BpeMe KpBapeme
je ckpaheno Ha et MyHyTa. llapcku pes je usBplueH 6e3
KOMIUIUKaIMja ¥ pobeHa je geBojuniua Anrap ckopa 8.

Y npBuM caTuMa IocyIe Topobaja jaBuiio ce BaruHaaHO
KpBapemwe. HapenHe Tpu Hefie/be, yIIPKOC CBaKOJHEBHO]
IIpUMeHM TpaHCdysyja TPOMOOLNTA, yTePOTOHVKA 1 aH-
TUOPUHOMUTIKA (LVIKIOKAIIPOH i.v. 4X500 mg [HEeBHO),
6poj TpombonuTa je 610 Mamu o, 50x10°/1, a kpBapeme ce
oppkasayo (Cnuka 1). [IBageceT eTor gaHa o nopobaja
6poj TpombonuTa ce nosehao, a KpBaperwe 3aycTaBUIIO.
Bpoj TpomboruTa HOBOpoheHYeTa TOKOM IIe/IOKYITHOT IIe-
puofa XxocnuTaausanuje 610 je HopMasaH.

MPUKA3 APYTE BOJIECHULIE

TpomboLuTOIIeHN]ja je YOUeHa Y y3pacTy Of ABe TOAMHE
IIpY PeSOBHOM JIEKapCKOM IIperyefy, alu Hiije Jabe Uc-
nuTuBaHa. TokoM afjonecueHnInje 6oIeCHNIIA je MMaa
001IHEe MEHOMeTpOparuje Koje Cy y jefHOM LUKIIYCY HO-
BeJle [0 pa3Boja xemoparujckor moka (Hb 15 g/l), 36or
4era je IpUM/beHa Ha 60MHMYKO Jederbe y Knmuuny sa
xematonoryjy Knunmdkor nentpa Cpoéuje. ITpenysera cy
UCIIUTVBaka ONJCaHA y IPeTXOHHOM ciydajy: Hb 75 g/l
MCV 68, Tr 27x10°/1, npeunnk 3-8 ym; BpeMe KpBapemwa
10 MuHyTa; arperanuja TpoMOOIMTa Ha PUCTOLETVH je
usocTana 6e3 Kopekiyje Ipy foflaBarby ITa3Me 3paBor
IaBaolia; Bek TpoMbonyTa je 610 HopMainaH (7,5 faHa), ca
CEKBECTPALIMjOM Y jeTPU U C/I€3VHU ¥ CMarbeHOM IIPOM3-
BOIIOM (20% Of OITHMAaJIHe), Ha OCHOBY KOjUX je IIOCTa-
B/beHa gujarHosa bCC. bonecHuna je neyeHa mpuMeHOM
TpaHcdysuja TPOMOOIINTA.
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Cnuka 1. Mprinpema 3a LAPCKM pe3 v NocTnapTanHy ToK Kog 6onecHuue ca bepHap-CynujeoBum cMHAPOMOM
Figure 1. Preparation for Caesarean section and postoperative period in our patient with Bernard-Soulier syndrome

Tr - TpombounTy; VK — Bpeme KpBapetba; SC — Lapcku pes; d — fax; Trans Tr - TpaHcdy3mnja TpombouuTa; Trans krvi — TpaHcdy3uja gennasmaTticaHe Kpsu

Tr - platelet; VK - bleeding time; SC — Caesarean section; d — day; Trans Tr — platelet transfusion; Trans krvi - red blood cells transfusion
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Cnuka 2. [punpema 3a rMHEKOJIOLLIKY ornepaLujy 1 NocTonepaLmoHm ToK Koa 6onecHuue ca bepHap-CyniijeoBrM CMHAPOMOM ¥ TYMOPOM jajHuKa
Figure 2. Preparation for gynecologycal intervention and postoperatum period in our patient with Bernard-Soulier syndrome and ovarian tumor

Tr - TpomboLmTy; VK — Bpeme KpBapetsa; d — AaH; Trans Tr — TpaHcdy3mja TpombouuTa; Trans krvi — TpaHcdysmja AennasmaTncaHe Kpew; HTA — apTepujcka xunepTeHsmja;
rFVila - pekombrHaHTHY akTMBKpPaHu dpakTop VII; Antihiperten Th — aHTuxvinepTeH3uBHa Tepanuja; Antiedem Th — aHTUeAeMaTO3Ha Tepanuja

Tr - platelets; VK - bleeding time; SC - Cesarean section; Trans Tr — platelet transfusion; Trans krvi - red blood cells transfusion; HTA - arterial hypertension; rFVIIA
- recombinant activated factor VII; Antihiperten Th - antihypertensive therapy; Antiedem Th - antiedema therapy

Tpu rofuHe 0 TOCTAB/bAY [AVjalHO3€, HA OCHOBY
ynrpassyuyHor u CT npernega abnoMena, yrephene cy
LUICTMYHe Mace Ha 00a jajHuKa, 300T KOjuX je OV/Ia Heoll-
XOJIHA TMHEKOJIOIIKA MHTepBeHIyja. Ha faH miaHupase
omepanuje 6poj rpombonyTa 6uo je 39x10°/1, Hb 86 g/l, a
BpeMe KpBapema 15 myuHyTa. BorecHnia je HermocpegHo
IIpe oIlepalyje IpuIpem/beHa Tpancdysujom gBa myma
TPOMOOLITA I jeJHOM JJO30M JIeIUIa3MATICAHUX €PUTPO-
LUTa Y3 IpUMeHY aHTUPUOpUHOMUTHKA (LIMKIOKAIIPOH
i.v. 4x500 mg THEBHO), a Tepalyuja je HaCTaB/beHa 1 y
[OCTONEepanoHoM Ieprony. HaBegenom cyncrnryim-
jOM IIOCTUTHYT je 6poj TpomboImTa of 67x10°/1, a Bpeme
KpBapema ckpaheHo Ha YeTHpY MUHY T4, Te je U3BpIIeHa
nucrexTomuja. Oneparyja v pBYU HOCTOIEPALIOHN IaH
npoTexu cy 6e3 komiumkanuja (Cnuka 2).

[Ipyror gaHa o onepanuje, npu 6pojy Tpomborra
ox 48x10°/1, pasBuio ce OOMIHO BarMHa/IHO KpBapekbe,
ca cHmkemweM HuBoa Hb 3a 20 g/l. IlpumMemena je Tpan-
cdysuja gBa myra KOHIEHTPOBAHMX TPOMOOLUTA, AN
3HaYajHOT KIMHMYKOT epekTa Huje 6uno. KpBapeme je
3ayCTaB/beHO IPYMEHOM [J03€ PEKOMOMHAHTHOT aKTVUBH-
paHor dakropa VIla (rFVIIa, NovoSeven®, 90 ug/kg). lecet
caTy KacHUje pa3BiIa ce XUIlepTeHsuBHa Kpu3a (200/110
mm Hg) npaheHa enmrenTHYHNM HalaZoM THUIIA TPAHT
MaJL. [TudepeHnnjaTHOAMjarHOCTNYKY OCYMEbAJIO Ce Ha
MHTpaKpaHUjaTHO KpBaperbe WK TpoMbo3y 360r IpeT-
XORHMX TpaHcysuja TpoMOOLNTa, aHTI(UOPUHOMNTIIIKE
Tepamyje u gaBama rFVIIa. O6ycraB/beHa je IpyMeHa aH-
tudubprHOmMTIKA U ypabeH je xutaH CT eHIOKpaHMjyMa,
KOj¥I je TI0Ka3a0 Mambyu CybapaxHOugamiHy xeMaToM. ITo-

IITO HEYPOXMPYPIIKA MHTEPBeHLMja Huje OyIa MHAMKO-
BaHa, Jieyelbe je HaCTaB/beHO TpaHcysujaMa MyIupaHnx
TpoMOOI[MTA M AHTHUEIEMATO3HOM ¥ AHTUXUIIEPTEH3NB-
HoM TepamjoM (Cryka 2). HactaBak 60HIYKOT Tedersa
IIPOTEKAO je 6e3 KOMIUIMKALMja 1 Y3 IOTIIYHY OLIOpaBaK
6onecuurie 30. faHa HaKoH onepanyje. [TaToxycronomxm
IIpervief; TKYBa JOOMjeHOT MHTEePBEHLIMjOM IT0Ka3ao je Xe-
MOparuyHe IJUCTe, Te je 60IecHNIa NyTeHa Kyhu ¢ npe-
MIOPYKOM Jla IIpMMa XOPMOHCKY KOHTpalleniujy.

ANCKYCUIA

Hacnenne Tpom6onuTonaTyje cy peTka, XeTeporeHa rpy-
1a 060J/berba unja ce AMjarHo3a MOXKe IIOCTaBUTHU Y BU-
COKOCIIelIVja/II30BaHMM XeMaTONOLIKIM IIeHTpMMa Ha
OCHOBY ¥cIUTMBamwa PpyHKunje TpoMbouuTa (amxesuje,
arperanuje u cekpenyje), UMyHO(peHOTUIIM3aLje, Beka
TpOMOOLVITA U FeHeTCKUX aHanmu3a. MebyTum, cymmy Ha
ypobeny TpombonuTonaTnjy Hajyemhe nocraspa Hefu-
jatap Beh y paHoj medjoj nobu [3, 4]. HecTo ce, kao n 'y
NIPUKAa3aHNUM CIy4ajeBMMa, MHUIjAIHO JMjarHOCTHKYje
WTII [3, 4, 5]. Ha ypobeny Tpom6onnronenujy rpebano
611 mocyMmbaTI Kaja ce TPOMOOLMTONIEHNja AMjarHOCTH -
Kyje y HajpaHujeM JeTUCTBY, aKO II0CTOjI ITO3UTUBHA
HOpOAMYHA aHAMHe3a O TPOMOOLIMTONICHNj U, HEeCK/Ia[, 13-
meby 6poja TpomMboLMTa ¥ MHTEH3UTeTa XeMOParyjcKor
CHHJIpOMa U pe3UCTeHLuja Ha Tepanujy [3, 4, 5]. Takobe,
Ha nocrojare bCC ykasyjy Behe BpegHoCcTU apamerpa
BemmuyHe TpoMmbounra. Cryamja Hopuca (Noris) u ca-

www.srp-arh.rs ‘

353



MuTtposuh M. n cap. MHeKONOLWKOo-aKyllepcke MHTePBeHLMje Kof XeHa ca bepHap-CynmjeoBnm CMHAPOMOM — NpriKa3 ABe bonecHuLe

papHuKa [5] mokasasa je fa cpefu IpeYHNK TPoM6Oo-
myra (MPD) Behu o 3,3 um pudepenuypa bCC op MUTII
ca censutuBHouhy o 89% u crenudnyunomhy ox 88%,
IOK cpenbyu BolmyMeH TpoMbouyra (MPV) Behn op 12,4
fL uMa ceH3UTUBHOCT Off 83% u crenuduaHOCT of 89%.
Komb6unanuja MPD nu MPV noBehaBa CeH3UTUBHOCT U
creruduaHOCT Ha 97%, OMHOCHO 89%.

Tpynuoha n nopobaj xox xena ca BCC mMory 61ty KoM-
IUIVIKOBaHY OOVIHUM KpBapemweM KOje BOIM XUCTEPEKTO-
MUju, IIa M CMPTHOM UCXORY [6, 7]. ocan je y mureparypu
omcaHo 30 nopobaja xox 18 >xena ca BCC [6]. AHTenata-
He XeMoparyje KOMIUIVKOBaJjle ¢y TOK TpygHohe kox 17%
JKeHa, IOK Cy ce ITOCTIapTaHe XeMOoparuje jaBuie Koz, 73%
TPYAHULIA, ¥ TO Kao: IpUMapHe (IIepUIIapTalTHO ¥ TOKOM
IpBa 24 nocTnapTanHa cata) Kof 33%, cekyHpapHe (TOKOM
IPBMX LIECT IOCTHAPTATHYX Heflerba) Kof, 40% 1 KoMOMHO-
BaHe IIpMMapHe 1 ceKyHapHe Kof, 13% xena [6]. [Tutame
HauyHa Iopobaja 1 iajbe je IpeMeT pacipasa y CTPy4HUM
kpyrosuma. Kako Hije rokasana Beha curypHoOCT Ljapckor
pesa 3a MajKy U IUIOf], HauuH nopobhaja Tpeba yckmannTu
VICK/BYYMBO C aKyLIepCKMM MHAMKanujama [1, 6, 7]. Vnak,
BehmHa nopobaja ce 3aBpIIM JAPCKMM pe30M, IIpe cBera
360r MoryhHOCTM IUTaHUpaa, 60/be IpUIIpeMe OPOAMbe
U M30CTaHKa IOTpebe 3a eBEeHTYa/THUM arpeCcHBHUM UH-
CTpyMeHTanHUM nopobajem BakyymoM u ¢opriericom [6,
7]. Ilpumena enupypanHe aHecTe3Uje KOHTPaMHAMKOBaHa
je y CBMM KOHTeHUTaHUM TpoMbonuTonaryjama [1, 6, 7].

[Tpumnpema 3a BarmHanHy nopobhaj Moxxe ce 06aBuUTH
npuMeHoM TpaHcdysuja TpombormTa (4-6 [03a KOHIIeH-
TPOBaHMX TPOMOOLMTA, OFHOCHO 1-2 myna TpoMbonnTa
npe nopobaja, a IOTOM Y 3aBUCHOCTM Off MHTEH3UTETa Kp-
Bapema) y3 puMeHy aHTUGUOpUHOMUTIKA. XeMOCTATCKI
CUTYpPHMM ce cMaTpa 6poj Tpombounta Behu op 50x10°/1
[1,6,7]. Y nuTeparypu Cy OIIMICaHU C/Ty4YajeBU IpeBeHLyje
KpBapera TOKOM IT0pobaja, Kao 1 3aycTaB/baba KpBapemba
IIOCTIe HeyCIIelllHe Tepalyje Tpancdysujama TpoMbonuTa
npumeroM rVIla (90 ug/kg, Ha nBa cata, Hajuenthe 3-4 no-
3e) [6, 7]. MebyTum, nckycrBa cy jou orpaHndeHa, a Jiek
HIIje peTUCTPOBaH 3a OBY MHAMKAILM]jy. AKO je apCKM pe3
nsabpaHy Ha4MH 1Topobhaja, Ipenopyuyjy ce Tpancdysuje
TpombonnTa (4-6 1032 KOHIIEHTPOBAHUX TPOMOOLINTA,
OIHOCHO 1-2 myna TpoMbonyTa Ipe nopobhaja) ys npu-
MeHy aHTUGUOpUHONMUTHKA [1, 6, 7]. VI y cny4ajy map-
CKOT pe3a CUI'YpHUM ce cMaTpa 6poj TpomboruTa Behn
on 50x10°%/1[1, 6, 7].

[TpuMeHa Tpancdysuje TpoMOOLMTA K0 HajepUKaCHN-
jer HauMHa JleYerba KpBapera Kop skeHa ca BCC ympyskena
je ca moryhnouhy nojaBe anturena na HLA wi Gp anTu-
reHe TpOMOOLYITa KOja MEXaHM3MOM aJIOCeH3MOMI3anuje
CMamyjy AejcTBO HapenHuX TpaHcdysuja [1, 6-9]. Kpsa-
pema Koja yrpoKaBajy >KMBOT KEHe I YCI0B/baBajy XUTHY
XUCTEPEKTOMMU]Y jaB/bajy Ce, 110 IIPaBUIY, KOJI )KeHa C aH-
TUTpOMOOLMTHNM aHTUTenuMa. CTora ce y cny4ajy Ipu-
cyctBa aHTU-HLA unu antu-Gp aHTUTeNa Ipenopydyje
npunpeMa nopobaja ncroBpeMenom npumenom rFVIila
u tpaHcdysuja TpombonmTa [6].

C ppyre cTpaHe, TOKOM Tpy#gHOhe aHTUTPOMOOLTHA
IgG aHTHUTENA IIPOIACKOM KPO3 IUIALIEHTY MOTY Y3POKO-
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BaTJ HEOHATAJIHY TPOMOOLIMTOIIEH)Y, KpBapeme U CMPT
wioga [1, 6, 7]. ¥V crymuju Ilnnupuca (Peitsidis) u capap-
HUKa [6] Koja je ob6yxBaTmna 30 HoBopohendamu 20% je
61710 TpOMOOLIUTOIIEHNYHO, @ 30% Jelie je yMp/Io. Y3poK
CBMX TPOMOOLIMTOIIeHN]ja O1Ia je almoceH3uOIu3aryja.
Pamy cMamema cTelleHa aoceH3ubmm3anuje, pernopy-
4yje ce orpaHMdeHa IpyMeHa TpaHcdysuja TpoMOOL -
Ta TOKOM >XMBOTA, ¥ TO CaMO IIPY II0jaBU XeMOPAaryjCcKor
cunpgpoma unu npumene rFVIla, kako y npeBeHIUju, Ta-
KO U 3a 30pumaBame KpBapemwa. Y CKIaJy ¢ HaBeleH!M,
MaKo je TOKOM TpyiHohe Hallle IIpBe O0JIeCHMIe JO/Iasu-
JI0 10 cMambema 6poja TpoMbonuTa Ha Mame of, 10x10°%/1,
HYje OU/I0 XeMOParujcKor CUHPOMa, Te 60/leCHNIa Htje
nozBpruyTa TpaHcdysuju. 3a nopobaj je npunpempeHa
TpaHcdy3njoM ABe Ho3e mympanux TpomboruTa. Kao n
Koz Beh1He IpyKasaHUX CIy4dajeBa y IUTepaTypu, IOpo-
baj je 6uo KOMIIIMKOBaH AYrOTPajHOM IOCTIAPTATHOM
xemoparujoM. bpoj TpombounTta HoBopoheHUeTa TOKOM
Le/IOT IIOCTIIApTa/IHOT Ieprofa 6110 je HopMaaH.

Vmajyhm y Buny mamu 6poj 6onecanka ca CC, He
IIOCTOje MpelU3HY IIPOTOKOMM IIPUIIpeMe 33 pas3indi-
Te XUpypLIKe 3axBare [1, 6-9]. VMaxo ce mpumena rFVIla
IOKasasa BeoMa e(pMKaCHOM U CUTYPHOM Kof ocoba ca
InanumanosuM (Glanzmann) cMHEPOMOM, UCKYCTBA KOJ
6onecunka ca BCC cy Beoma orpanudena [1, 10, 11, 12].
Crora je npenopyka ga 6onecuuke ca bCC tpeba mpn-
IpeMUTH TPaHCHY3UjoM TPOMOOLUTA HETIOCPETHO TIpe
omnepanyje (4—6 Ko3a KOHIIEHTPOBAHNUX TPOMOOLUTA, Of-
HOCHO 1-2 myra, axo je Moryhe HLA-nogynapHuX TpoM-
6o11MTa) M HACTAaBUTY IOCTOIEPALIMOHO II0 ToTpebu [1,
6-9]. XeMoCTaTCKM CUTYpPHUM ce cMaTpa 6poj TpoMboLu-
ta 50-80x10°/1 [1]. AHTUPMOpUHOMUTUKE TPeba IpyMe-
HUTMU HaKOH omnepanyje [1, 6-9].

IIpema Hamiem casHamwYy, TpuKasaHa TpygHuna ca bCC
je IpBM 06jaB/beHM CITy4aj KOT, Kojer je ypabeHa omepanuja
jajauukay bCC. Ilpunpema 3a MHTepBEHLIM)Y U3BPIIIEHa je
TpaHcdysujom TpombouuTa. VM nopep npumeHe Tpomo60o-
1uTa M aHTUGUOPUHONUTIKA, jaBUJIO Ce 0OVMIHO KpBa-
peme. [lepauctupame kpBapemwa ypKoc Tpancdysujama
TpoMboryta omcaHo je y BCC, moce6HO KO ONMMUTpaH-
cyHoBaHMX 60/IECHMKA C Pa3BUjeHUM aHTUTPOMOOLINT-
HYM aHTuTe/MMa [6, 11]. Ilpukasana 60/ecHuIIa je TOKOM
XVBOTA y HEKOJIMKO HaBpara MOABPTHyTa TpaHcysuju
Kako 61 ce 3aycTaBIa MeHoparuja. Haxkanmocr, aHanmsa
auTu-HLA v antu-Gp aHTHUTeNIa HMje HaM OVIa JOCTYII-
Ha. V y npukasuMa y nurepaTypu, Kao U y OBOM C/Iy4ajy,
KOHTpPOJa KpBapema je ocTBapeHa npumenoM rFVIa.

[Tpuxasanu cmy4dajeBU OKasyjy la TMHEKOMTOUIKO-aKy-
IIepcke MHTepBeHIje Kof xeHa ca BCC mory 6utn yapy-
JKeHe C KpBapemeM OIaCHMUM I10 >k1BOT. Crora cy paHa
AVjarHO3a, MYITUAVICHUIUIMHAPHIY IIPUCTYII 1 OfirOBapa-
jyha nmpumpema cBake MHTepBeHIIMje M3y3eTHO 3HAYAjHIL.
360r orpaHMYEHNX MCKYCTaBa U HEIIOCTOjamba YBPCTUX
Ipernopyka o 36pumapamy TpysHohe, mopobaja, mocr-
MapTaJTHMX KOMIUIMKAIV]ja U IPUIIpeMe 33 IMHEeKOIOIIKe
MHTEepPBEHIINje, HEOIXOJaH je MHAVBUIYaTHN IIPUCTYII
CBaKOj 60JIeCHUIIN Y LIEHTPYIMA C ICKYCTBOM Yy IUjarHO-
CTUKOBabY U 30pymbaBamy TPOMOOLMTONATH]A.
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SUMMARY

Introduction Bernard-Soulier syndrome (BSS) is a rare inher-
ited bleeding disorder characterized by giant platelets throm-
bocytopenia, prolonged bleeding time, frequent hemorrhages
with considerable morbidity. Data on the outcome of pregnan-
cy and gynecological intervention in BSS are rare and there are
no general therapeutic recommendations.

Cases Outline We report two cases of BSS. In the first case
a 29-year-old patient with BSS was admitted in 8 weeks of
gestation. The diagnosis of BSS was made on the basis of pro-
longed bleeding time, giant-platelets thrombocytopenia, and
absent ristocetin-induced platelet aggregation. In 38 week of
gestation Cesarean section, with platelets transfusion prepa-
ration, was performed. Obstetric intervention passed without
complication. Postoperative course was complicated with a
three-week vaginal bleeding resistant to platelet transfusion.
Neonate platelet count was normal. Our second case was a
28-year-old patient with BSS, hospitalized for ovarial tumor sur-
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gery. The patient was prepared for the intervention with plate-
lets transfusion. The surgery was uncomplicated, but on the
second postoperative day a massive vaginal bleeding, resistant
to the platelet transfusion, developed. Bleeding control was
achieved with activated recombinant factor VII. Twelve hours
the patient developed later hypertensive crisis with epileptic
seizure due to subarachnoid hemorrhage. Therapy was contin-
ued with platelet transfusion, antihypertensive and antiedema
drugs. PH examination of tumor tissue showed hemorrhagic
ovarial cyst.

Conclusion Obstretic and gynecological intervention in wom-
en with BSS may be associated with a life-threatening bleed-
ing thus requiring a multidisciplinary approach with adequate
preparation. Because of the limited data in the literature, it is
not possible to provide firm management recommendations
and each case should be managed individually.

Keywords: Bernard-Soulier syndrome; hemorrhage; gynecol-
ogy; obstetrics
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