B nNoOoMOWb NPAKTUKYWOIWEMY BPA4YY

Y[IK 616.16-007.64

XBopob6a Panpio—Bebepa—Ocnepa
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?KuiBchKa MichbKa KJiHiuyHa JikapHs Ne 8

¥ crarri HaBeieHi jaHi JiTepaTypy CTOCOBHO PiJIKiCHOTO po3Ja-
1y — ciajIkoBoi remopariunoi reseanriexrasii (CI'T, hereditary
hemorrhagic telangiectasia, HHT), Tako:x Biziomoi sik XBopoGa
Panmo—BeGepa—Ocinepa a6o xBopo6Ga Panmio—Ociepa—Be-
Oepa. JliarHo3 «CIaKoBa reMopariyHa TeJeanrieKrasisa»> BeTa-
HOBJIIOIOTh Ha MiJICTaBi MPHCYTHOCTI TPhOX i3 YOTUPHOX CUMII-
TOMIB: CIIOHTaHHHUH emicTakcuc (HOCOBi KPOBOTEYi), IKIipHi Te-
JleaHrieKkTasii, aprepioBeHO3Hi MaibdopMalii y BHYTPIlIHIX op-
raHax Ta POAMHHUII Xapakrep 3aXBOPIOBaHHS (ABTOCOMHO-
JMOMiHAHTHHI TUN HaciixyBanHs). HaBeneHo omuc BiacHOro
KJiHiYHOrO cnocrepesxkenns. [0 0coOaMBOCTEH HaBeIEHOTO
onucy xBoporo K. Haje:kaTh: Ha0UYHA TUNOBICTh CTaHy, IMUPOKA
PO3rOPHYTICTh KJIIHIYHUX NPOSBIB Ta HEOOXiAHICTH cHCTeMa-
TUYHOI peaidallii mporpamMu KJIiHiYHOTO BeJIeHHsI, [0 MU 3aCTO-
CyBaJIM ISl TIPOBEJIEHHSI MPAKTHYHUX 3aHATH JEP:KaBHOIO Ta
anriiiicbkolo moamu. Ili yac npakTHYHUX 3aHATH BUKOPUCTO-
ByBaJM iH(OPMALiiHO-KOMYHIKATHBHI 3acO0M TeJeMeTUIHHI
3i 3BEpPHEHHSIM /IO BiJIMOBiTHUX AHIJIOMOBHUX iH(pOpMamitHux
pecypciB. 3a3HauyeHi MaTepialu 3aCTOCOBYIOTH IIiJl yac Ipak-
TUYHUX 3aHATH /IEPKABHOIO Ta AHIJIiHICbKOI0 MOBAMHU NIPH Ti/TO-
TOBIIi JiKapiB 3arajJbHOi MPaKTUKH—CiMeItHOI MeUIIHHA Ha /10-
JMIUIOMHOMY eTalli, BOHH CJIYIyIOTb 0a3010 pPo3pOoOGJeHHs
KJIiHIYHOTO 3aBJaHHS ISl PO3IJISIAY.

Knrouosi cnosa: cnadkosa zemopaziuna meieanziekmasis, x60-
poba Pandio—Bebepa—Ocaepa, nepsurna meouxo-canimapa 0o-
noMO2a, HAYKOBO-NEOAZ0ZIUHA QiSLHICTD.

nagakoBa remopariuna teseanriekrasis (CI'T, hereditary

hemorrhagic teleangiectasia, HHT), Takox Bijtoma sk XBO-
poba Panmgio—Bebepa—Ociepa abo xBopoba Panmo—Ocie-
pa—Bebepa [14, 23, 24], € cyauHHUM PO3JIALOM, IKUN YCIALKO-
BYETbCA K aBTOCOMHO-JOMiHAHTHWH poszuaza. Illupoxi
enizieMiosioriuni gocizkenns koncraryBasu, mo CI'T posris-
JIAI0TD SIK YPOJKEHY PiikicHy cyaunuy xBopoby [6, 26].

JliarHo3 «cmajikoBa reMopariyta TejeaHriekTasis» BCTaHOB-
JIIOTOTH Ha MiZICTaBi MPUCYTHOCTI TPHOX i3 YOTUPHOX CUMIITOMIB!
CHOHTAHHMIA ertictakcuc (HOCOBI KpoBoTeui ), NIKipHi Tesieanriek-
Tasii, aprepioBeHO3HI MasbdopMmariii y BHyTpilIHIX opraHax ta
poanHHUI XapakTep 3axBopioBanua [13, 19, 20, 22]. Ilomu-
penictb CI'T B MoJiofiiii notyJisiitii 3HaX0AUTHCS B Jliana3oHi Bij
1:50 000 o 1:100 000 [16]. CT'T cnpuunHIOIOTH MyTaIlil y Py
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reiB, siki koayioTh Kackaja TpancmitepiB TGF-f/BMP (trans-
forming growth factor, Tparcdopmisuuii hakrop pocry, TOP-B),
To6t1o renn ENG, ACVRL1 (ALK1) (Endoglin, Activin Receptor-
Like Kinase 1), SMAD4, a Takos JiBa iHIIUX reHa, Ie He ijeH-
tudikoBanux. CIT cTaHOBUTH CHAJAKOBUH aBTOCOMHO-
noMinanTHUH posnag. Mytarii renisB ENG, ACVRL1 ctaHOBIATD
ocHoBy s Bigokpemsienns aox TuniB CI'T — CI'T1 ta CI'T2
BifimoBizHo. BoHu BigMiHHI 32 XapakTepoM Ta MiciieM Ha XpOMO-
COMi, 3aJIy4eHiii 10 TaToJIOTiYHIX TeHHUX 3MiH. Tesmeanriexrasii
OpaJIbHOI Ta HA3aJIBHOI CIM30BUX OOOJOHOK € OiJIbII YacTUMU
npu CI'T1, Hisk ipu CT'T2. 3 inmoro 6oky, narientn 3 CI'T2 ma-
10Th MIKIPHI ypaxKeHHst Oi/IbIll 4acTo Ta B GiJIbII MOJIOAOMY Billi.
B 060x tunax uncsio 3min 3pocrae 3 Bikom. [IkipHi smiHu, 0co6-
JIMBO TaKi, SIKi ypasKyoTh 001imdust, GiJIbIIl 4YaCTO TPAILISIOTHCS Y
JKiHOK, Hik y yostoBikis 3 CI'T1 [21]. CI'T cnpuunHioe yTBOpeH-
H4 3710s1KicHUX HeolasM. lenyioTs nosigomsienns npo CI'T, 1o
CIIBICHYIOTh 3i 3JI0KiCHUMU HeoIlJIa3MaMU IIKipu, Tpy/el,
MEeYiHKK, CeYOBOr0 MiXypa Ta TOBCTOrO Kuinednuky [13, 17].
XBopoba Panio—Bebepa—Ociiepa siBisie c06010 CTaH, 1110 BKJIIO-
4yae 4ucJaeHHi aprepioBeHo3Hi Masbdopmariii. Y kinacudikarii
CYIMHHUX IOPYIIEeHD, e OCHOBHMI PO3MOZII ifie Ha Maibhop-
Malii moBiJIbHOrO Ta MBUAKOrO KpoBoToky, CI'T HamexuTs 10
noBizbHOTO. BiZicyTHiCTD KamispiB noMix apTepiaabHUM Ta Be-
HO3HUM KPOBOOOIrOM 3yMOBJIIOE TIPAMHUH KOHTAKT MiXK IUMU
KPOBOHOCHUMM JIAHKAMM, 1 TAKUI CTAH PU3BOAUTD /IO CIIOHTAH-
HOT KPOBOTeUi Ta KpoBOTEUi, 10 MOBTOPIO0ThHCsA. Kiiniuma kap-
TUHA 3MIHIOETBCS 3 4yacom. Ilepuri cumnromMu 3’BISIOTHCS Y
I TKOBOMY Billi Ta CTAHOBJIATH IIEPEBAKHO €301 eIliCTaK-
cucy, MO TOBTOPIOETHCS, SKi 4acTo BiAOYBAalOTHCS BHOUI.
Haii6inbin cXuabHUMHU 10 KPOBOTEY MiCISIMU € TIEPe/IHsI YacTh-
Ha HOCA, cepe/iHsI HOCOBA PAKOBUHA Ta THO HA3AJbHOT TIOPOKHM-
. Micie Ta Mopdosoris HazadbHUX TejieaHTieKTasiii
3MIHIOETBCA 3 BiKOM, 3aCTOCOBAHMM JIIKyBaHHAM Ta CTAaHOM HO-
cosoi nepetunku [4, 11, 18, 25]. Teneanriekrasii Takox ypasa-
10Th IIKIPY Ta CAM30BY OOOJOHKY, MPU3BOJAAYN 0 MACHBHUX
KpOBOTEY, SIKi BiAOYBaIOThCS HABITh 32 MaJuX BILIMBIB. Bonu €
HaOIBIN YaCTUMU Y IKIPi 06JIMYYsT, HOCA, TIAJIBIB, BYIIHIX Pa-
KOBUH, TY0, opasibHiii Ta (hapuHreanbHiil cam30BUX 060JOHKAX.
Tenanriexrasii, 3amyueni no CI'T, miarHocTuuno He € cie-
mudivnnmu. Bonn 3a3uuail HaGysaioTb (HOpPMH MaJeHbKUX
YEPBOHUX YTBOPEHb, 10 GurifHimaTh mpu Hatuckanti. Y 30%
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MaIieHTiB TeeanriekTasii 3’aBas10Thes 10 20 poKiB KUTTS, a B
onuiei Tpetuan — 710 40 pokiB xkuTTA. BoHU criocTepiranucs B ca-
MOMY PaHHbOMY Bilti y 6-piuHoi AUTHHU. Y CTAHOBIIEHO, 1O 25%
XBOPHX MalOTh [03aHa3a/IbHi reMoparii, ki 3azsuyaii € camo00-
MeXYBaJIbHUMH, O/iHaK y 12% BOHM € MPOJOHTOBAHUMHU Ta T10-
TpebyioTh JikyBaHHs. KpoBoTeui uacTo MOKYTh 110X0AUTH 3 Ga-
3aJIbHOI Ta OCHOBHOI YaCTUHU SI3MKa, & TAKOJK ITAJIBIIIB Ta CyTIPaK-
JaBikysapHOi AMKu. YnM panime mKipHi Ta CIM30Bi ypaskeHHS
3'IBJISIOTHCS, TUM Oisibiiie pusuk kposoted [10]. Jlikap saranbHoi
npakTuKu—cimeitnoi meauumnu (3IICM) abo gepMaToJIor € Haii-
YacTilie meprimM JiKapeM, iKWl IiarHoCTy€e XBOPOOy HAIEKHUM
YMHOM, 3aCTOCOBYE CBOEYACHMIT /lialla3oH JIiKyBaHHS i 1orepe-
JUKYE TT3Him HebaskaHi Ta 4acTo YCKJIQJTHEHHS, 1[0 3aTPOKYIOTh
SKUTTIO. Y BUIQ/IKY HASIBHOCTI BUIMMUX CYJIMHHUX YPasKeHDb pe-
TesbHUiT 36ip JliKapeM HepBUHHOL JIAHKU aHAMHe3y HeoOXi{Hui
JUTS THATBEP/KEHHST iXHBbOI MOSKJIMBOI POJAMHHOI CITQIKOBOCTI,
SIKA CYTIPOBOJUKYETHCSI CIIOHTAHHUMI KPOBOTEYaMH, OCOOJINBO 3
HOCA, OPaJIbHOI IIOPOKHUHHY, a/lIMEHTAPHOIO TPAKTY.

BeJuki kpoBoTeui 3 HoCy abo aliMEHTapPHOTO TPAKTY € MPo-
TUINOKA3aHHAM JIJI TPU3HAYEHHS TPOTU3ANa/IbHUX Ta aHTUKOA-
IyJIIHTHUX IpenapariB. Peanisauis nmporpamMu BeAeHHsI TaKOro
XBOPOTO B aMOYJIATOPHO-TIOJ KT HIYHIX yMoBax Jikapem 3ITCM
IIOBMHHA TaKOX BUABJISATH MOXKJIMBI JIET€HEBI, CEPIIeBi, Ie4iHKOBI
Ta HEBPOJIOTIYHI MOPYIIEHHS, [0 TepebiraloTh CyMiCHO, a TAKOXK
aHeMilo Ta noginuremio. ITpukputTs antubioTHKOM MOTPiGHE
repesi KOJKHUM iHBa3UBHUM Ta JIEHTAJIbHUM BTOPTHEHHSIM yepes
PU3UK JlereHeBUX apTepioBeHO3HUX MaibgopMmaliil. ¥ nanientis
i3 miarHocroBanuMm CI'T MaroTh perysisipHO MPOBOAUTH BU3HA-
YeHHS PiBHSA 3ajli3a Ta IHIINX IOKA3HUKIB /I IOIEPE/KEHH
posButky auewmii. Ilporpama Bexenns nauientis i3 CI'T mosxe
BKJIIOYATH TIONIMPEHi J[iarHOCTUYHI MPOIle/lypr: MarHiTHO-Pe30-
HAHCHY TOMOrpadiio TOJOBH, yJIbTPa3ByKOBE IOCTiKEHHS abo
KOMIT'I0TepHYy TOMOrpadilo Ie4YiHKM, KOHTPACTHY €XOKap/ior-
padiro Ta BUMipIOBaHHS CUCTOJIIYHOTO THCKY B JIeTeHeBill apTepii
JUIA BUABJICHHA JIETEHEBOI TillepTensii.

Judepentianbia giarHocTKa MOTPIOHA MisK TejeaHTiek-
rasigmu npu xBopobi Pammo—Bebepa—Ociepa Ta cunapoMi
aTakcii-tejeanriekTasii, BpoIKeHIX H00POSKICHUX TeJleaHTieK-
Ta3isAX Ta BACKYJIAPHUX YPaKEHHAX IIPU XPOHIUHUX IIeYiHKOBUX
posnazax. [locrigoBHa $hoTO KOAryIAIis i3 3aCTOCYBaHHSM ap-
TOHOBOTO JIazepa Ta CKjeporepartist 3abe3neqyoTs 100pi ederTn
B 3YIUHII KPOBOTEY i3 cin30B0i oGosonku pora [9, 15]. Hesa-
JIOBIJIBHUI €CTeTUYHUN BUTIJIAA, SKUI CIPUYUHIOIOTH TeJe-
anriekrasii Ha mKipi 06myust, Moke OyTH e(heKTUBHO 3HiBEIHO-
BaHUII BUKOPHCTAHHSAM KOJIbOPOBOTO Jiazepa [7]. Y GisibIi moxu-
JIOMY Billi 3MiHM BIJIMBAIOTh HA CTaH BHYTPillIHiX opraHis. /IBaj-
IISITD T1'SITH BiICOTKIB MatieHTiB BikoM 50 POKiB Ta cTapiimx Ma-
10Tb KpoBoTeui 3 aliMeHTapHoro Tpakry. Kposoreui B MO30K, Jie-
reHi, Mi/IIIYHKOBY 3103y Ta TEUiHKy € Gibin pigkicHumu [5].
Bisprricts atanbHUX BUMAAKIB CTAHOBUTH Pe3yJIbTaT Bijl Ma-
CUBHOI JiereneBoi, MO3KOBOI Ta 3 TPaBHOI'O TPAKTy Kposoreui [8].
JIiKyBaHHsI €MiCTaKCHCy BKJIIOUAE 3aCTOCYBaHHS JIYODUKAHTIB,
aHTH)iIOPUHOMITUYHUX TIPeNapaTiB, JasepHoi abJsIli, 1epMo-
[JIACTUYHOI oTlepaliii Ha Ha3aJbHill epeTHHIL Ta CUCTEMHUX 260
TONIYHKUX TOPMOHIB Ha HaszaJbHY CJIM30BY 000J0HKY [4, 11, 18,
25]. KpoBoTeui 3 ajiMeHTapHOTO TPaKTy JIKYIOTh €HIOC-
KOIIYHUMU TIpotieypaMmu ab0 CerMEeHTapHUMU XipypriyHuMu
pesekiigmu. IIpu MeHIn BUpa)keHUX KPoBOTeyaxX 3aCTOCOBYIOTh
ropMoHaJIbHi Ta anTudidpuHOMiTHYHI Tpenapatu [5].

Ha 6asi 1 saraibHOTEpaneBTHYHOrO BijytiienHs Kuiscbkoi
MichKOT KTiHiuHOI sikapai Ne 8 HamMu TIPOBOMUTHCS THIOTOBKA
gikapiB 3IICM na poaumiomuomy etari. [IpakTudani 3aHaTTst Be-
JIyThCS IEP’KABHOIO Ta aHTJIIHCHKOI0 MOBaMU. BBaskaemo, 1110 11po-
Be/IEHHS iHIIOMOBHUX (30KpeMa, aHIVIOMOBHUX) IPAKTUYHUX 3a-
HSITh JIOPEYHO GasyBaTH Ha TapajieJbHUX METOANYHIX PO3POOKAX
3aHATTsI, TOOTO: AKTYAIBHICT TEMU, HABYAIbHI 1T 3aHsTTS (3
Bi/IIIOBI/THUM PiBHEM 3aCBOEHHS, 110 IVIAHYETHCS), BUXOBHI I1iJi,
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Mi>KIUCHUIUIIHAPHA iHTerpailis, 3MiCT 3aHSTTS, 10 IePeAacTbCs
CYKYITHICTIO IOCTYITHUX MearoriyHIX 3ac00iB 3 Bi/ITOBITHIM T1JTa-
HOM Ta OpraHizaliifHoo cTpyKTypoio (IiJir0TOBYMIl eTarl, OCHOB-
HUH, 3aKIII0UYHKIT). Pe3ysibratoM pobOTH BUKJIAAua € TiroToBKa
MarepiasiiB METOMYHOTO 3a0€e3MeUeHHsT 3aHSITTsI, & TAKOXK JliTepa-
TYPH, TIPUUOMY aHaJIi3 aHTJIOMOBHUX JIKEPes MOKe HaBOIUTUCS
i1 yac 3aHATTS Jiep:kaBHOI0 MOBOIO i HaBnak# [ 1, 3]. Takox y BuK-
JlaIAlbKiil [IAIBHOCTI MM BHKOPHCTOBYEMO HAO4Hi Marepiain
30BHIIIHBOTO BUIJISIY XBOPOO, sIKi 3yCTPIYAIOThCSA B MPAKTHUIL
sikapst 3IICM Ta pesysbrati jlikapcbkoro BBy |2, 16]. Bukoa-
Jlad y 11ii JiSIbHOCTI CIMPAETHCS HA TPUHITUIT BHY TPIIIHBOT MOTH-
Ballii, 10 ZI03BOJISIE CTYEHTaM PO3KPUTH st cebe 0coOMMBOCTI
KJIIHIYHOTO MUCJIEHHSI HIJIIXOM IXHBOT'O IIParMaTH4yHOIO BUKOPHUC-
Tamnus y npodeciiinux missx. OcobImBicTIO B3aeMoii BUK/Iazaya i
CTYJIEHTIB € Te, 10 CTy/IeHTH GepyTh Ha cebe iHil[iaTUBY 3BepTaHHsT
JI0 BUKJIQ/IAua 3 METOM0 3 ICYBAHHS HE3PO3YMIJIMX [TUTaHb a0 BHIC-
JIOBJIIOBAHb MIPOIO3MILIH 11010 TEMATUKU IHANBIZYalIbHOI POOOTH.
3a Takux yMOB T/ 4ac rpynoBoi abo mapHoi poOOTH 3aBAAHHIM
BUKJIAJIA4a € 3/IIHCHEHHS] 3BOPOTHOTO 3B’S3KY, 1€PEOPIEHTYBaHHS
POGOTH 32 IOTIOMOTOFO 3AMTATAHE, 3A0XOYEHHSI JI0 CAMOCTIIHOTO 110~
HIYKY TUISIXOM BUPIIIEHHsT PoGJieM, M0 MOCTAIOTh TIijl 4ac KO-
MYHiKallii, HaJlaHHs /10BiZIKOBOI tortoMoru. [lisiibHiCTh BUKIa1a4a
peasisyeTbcs Ha 1Box piBHsAX. Ha nepiomy, 30BHIITHbOMY, piBHI
BUKJIaZIa¥ OpraHidye iHanBigyasbiy podory cryzentis. Ha gpyro-
MY, BHYTPIllIHbOMY, BUKJI3/Ia4 CBOIMHU 1TOBEIiHKOBUMU BUMHKAMU
JIEMOHCTPY€E CTY/ICHTAM peasi3alilo THX KOMYHIKaTUBHUX YMiHb,
SIKi BOHM MAIOTh chopmyBaTu B cOOi.

[Tiz yac npoBe/IeHHs IPAKTUYHUX 3aHSATh MU IIIHPOKO 3aCTO-
COBYEMO iH(pOpMaIliiHO-KOMYHIKaTHBHI 3ac00M TeJIeMEANIMHN,
3Beprennsi g0 indopmariiinoro pecypey http://www.
arup.utah.edu/database/hht/ namae MoxaMBiCTD B pekumi on-
line IpoBO/INTH aHAJII3 AHTIIOMOBHOI iH(OPMAITi 3 Pi3HUX aKTY-
abHUX 1pobJIeM MeAuIuHK, 0OTOBOPIOBATH Pi3Hi KJIiHIUHI CH-
Tyallii 3 IPOBeIEHHAM aHaJi3y KITiHiKO-MOP)OIOTIYHIX MapaJie-
Jiell, poOUTH MUTTEBUI 3alUT MO0 JITEPATYPHUX JUKEPEL.
Ockinbku narienrtn i3 CI'T (Takox Ha IpuKJIaAi XBOPOro, SIKU
nepebyBaB MiJ| HAIIMM CIIOCTEPEKEHHSIM Ta OIUC SKOTO HaBO-
IUTHCS HIDKYE) € y’Ke BPA3JINBOIO KaTETOPI€I0 XBOPUX [T Me-
JUYHUX KOHTAKTIB, JIOTIYHUM IIPOJOBKEHHAM aHAII3y HaBele-
HUX iHDOPMAIIHIX PeCYPCiB € moziabiie 0OroBOPEHHS Mij| yac
TPOBEJICHHS 3aHATH JIePKaBHOIO Ta aHTJIiNCBKOI0 MOBAaMHU ac-
IIEKTIB MOKJIMBOI B3a€MOJIi JiKapiB NMEPBUHHOIO KOHTAKTy Ta
rpyn narienrtis Ha npukiani O6'ennanns namienris i3 CIT y
rpyny camonomoui y Besnkiit Bpuranii Tta ixmporo caiiry:
http://www.telangiectasia.co.uk/. Takuii MmepeskeBuii 3aci6 Ha-
JIa€ MOJKJIMBICTD IIBUKOTO JOCTYITY OY/b-sIKOMY XBOPOMY JLJIst
OTPUMAHHS JKUTTEBO BAXKJIMBOI aHTJIOMOBHOI iHdopmartii (3a-
rajibHOi MeAU4HOi, 0cobIMBOCTEN XBOPOOU, 1O 3MIHIOIOTDH
SIKICTD JKUTTS XBOPUX YOJIOBIYOI Ta JKiHOYOI CTaTi, KOHKPETHI I10-
pajau 1010 BKUBAHHS MEIMYHUX IPernapatiB Ta 3MiHU CTHJIO
JKUTTS, CIENiaTi30BAHOrO OIMHUTYBATbHUKA st 00JIiKY XBOPUX Y
Benmkiit Bpuranii). 3asnauene O6’eqnanns marientis i3 CI'T
Oysio ctBopene y 1985 p. 1is miATPUMAaHHS PEECTPY XBOPHX Ta
[IOJIeTIIeHH IXHIX CAMOKOHTAKTIB Ta CaMOHABYaHHS, 11100 3MeH-
[IUTH HEraTHBHI BIUIMBU XBOpoOU. Bisbie Toro, Mu 3actoco-
BYEMO Marepiajy caiiTy B SIKOCTi imocTpaliii MOKJINBOCTI 3aiy-
YeHHsl XBOPUX /10 HAYKOBUX JI0CJIi/)KEeHb, OIIUC, BUCHOBKU Ta pe-
KOMeH/Iallii SIKUX € y CBiTOBill HAyKOBill JiTeparypi, a Takox /10-
cTynHi B Mepeski iHTepHeT [12]. Takosk 1711 o3HalOMIEHHS 3 Me-
TOJOJIOTIYHUMU 0COOJIMBOCTSIMU HayKOBUX fociikens CIT, siki
BHUKODPUCTOBYIOTb MepeskeBi iH(opMmariiitHo-KoMyHiKaTUBHi 3ac0-
6u ta pearizyiorbes B National Heart & Lung Institute (NHLI),
London, My 3acTOoCOBYEMO eJeKTPOHHHN iHDopMaIiiHuii pe-
cype: www.imperial.ac.uk /medicine/HHTsurvey2012.

Hagoaumo omnuc KIiHiYHOTO BUNMaAKY Hali€HTa 3 XBOpoOoio
Panmio—BeGepa—Ociiepa, sSIKuii MU BUKOPUCTOBYBAJIM I/l 4ac
MPAKTUYHUX 3aHSTh.
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Xsopuii K., 1966 p.u. (icropisi xBopobu (ix) Ne 3323), 11
sororo 2014 p. 6yB rocmitaizoBanuii y I 3arajbHOTEpATIEBTHY-
He Bigainenns Kuiscbkoi Micbkoi kitiniunoi ikapui Ne 8 3i ckap-
ramMi Ha BUPaKEHY 3arajibHy cJabKiCTh, MepioinyHi HOCOBI KPo-
BOTeUi (BUHUKAIN IPH He3HAYHNX (Qi3NIHNX HABAHTAKEHHSX Ta
HaXuJax BIepel), 3allaMOPOYCHHs], HeBU3HayeHuil Oiib y
IPYAHIN KJIiTIH, BiAYyTTS HecTadyi MOBITPS, sIKe IOCUJIIOETHCS
IIiCJIT HOCOBOI KPOBOTEUI.

3 anammesy xeopobu: BBaxae cebe XBOPUM 3 MOJOJIIO-
r0/CepeIHbOTO TIKIMBHOTO BiKy, KON Ha (hOHI TOBHOTO 3710-
poB’st mouasu TypOyBaTH HETPHBAJII HOCOBi KpoBoTeui (/10
1 xB). ¥ Bini 18 pokiB HOCOBI KpoOBOTEYi cTaIU GibIN PACHI i
TpuBaIN 110 5 XB. HeoHOpa3oBo OYB OMJISIHYTHII OTOPHHOJIA-
punrosiorom 3a MictieM poxkusanns. 3 2010 poky HOCOBi Kpo-
BOTeYi movacTimasy, uo nos’sg3aune 3 BxxuBanusaM HIT3II, sku-
MU BiH JikyBaBsest 3 npusosy [PBI. ITicist npoBeneHnx Garato-
YHCJIEHHUX KOHCYJIbTAIlil XBOpOMY OYB BCTaHOBJIEHWIT jiar-
HOo3: xBopobGa Panmio—Bebepa—Ocnepa. Bigroni iioro
roCIiTasi3yloTh OAUH pa3 y 3—4 Mic (B ocTaHHiil yac —
yacrtinie) 3 TPUBOAY TOCTreMopariunoi sasizopedinuraol
anemii. Jlatu 6inpmocTi ocrannix rocmitanisamiii: 3
15.01.2013 p. 10 24.01.2013 p. (ix Ne 1021), 3 03.10.2013 p. 10
14.10.2013 p. (ix Ne 20860), 3 13.01.2014 p. no 24.01.2014 p.
(ix Ne 809). IIpu npomy nocrifino BkuBae npernaparu 3ajisa i
1IOMY BBOJIATDH TPAHEKCAMOBY KUCJIOTY TIPU HAPOCTAIOYUX SIBU-
max remoparii. IIpn koxwiil rocmitamnisarii XBOpoMy IpPOBO-
JATb IepenuBaHHs epurpouutaproi macu 3—4 pasu (inoxai
6isbllie) 3 3aMiCHOIO ILIJII0 [0 OTPUMAHHA CTabiJbHOrO
KJIiHIYHOrO ToKpalianusg. Bizsznayae ogHOMOMeHTHe 3HAUHE
30iJIbIIIEH S KiJIBKOCTI MIKIPHUX ejieMeHTiB (TesanriekTasiii) 3
2010 poxy. Paninre He mpuisisB iM HaJTeKHOI yBaru.

Cnadkoeuil anammes: BPaxoBYOYNM OCOOJMBOCTI KJIIHIYHOT
KapTHHU, Y CECTPH XBOPOTO PETPOCHEKTHUBHO OyJU MiATBEP/-
JKeHi HeOoJ[HOPA30Bi eMi30/iu reMoparii, a MmicJs cremniaai3oBaHoi
KOHCYJIbTaIlii TAKOXK MiATBEP/KEHA HAABHICTD CIIAZIKOBOI XBOPO-
6u Panmio—Bebepa—Ociepa. Cectpi 61 pik, psicHi HOCOBI KPOBO-
teui TypOytoTh ii 3 30 pokis. TocmiTanisyerbest BoHa IPUGIM3HO
OJIH Pa3 Ha MicAID I NPOBeAeHHS 3aMicHOI reMoTpaHcdysii
(B ZesIKUX BUMAJIKAX [IPU TOCIHiTatisalii piBerb remoriobiny, 3i
CJTiB XBOPOT, cTanoBUTh 25—30 1/11).

Martip xBoporo K. psicHi HocoBi KpoBoTeui moyanu TypOysa-
i y Bini 40 pokis. [Tomepsa B 73 poku Biji cepiieBo-cyinHHOT
HezocTaTHOCTI. 3i CJIiB XBOPOro, 6aTbKo 310poBuil. Y marepi
XBOporo OyJia pifiHa cectpa i 6pat — 310poBi. Babycst Gyna 310-
poBoIo, TIpoTe ii ABOIOpiZHA cecTpa Maja MOAIOHY 3 XBOPUM
kJiniuny KapTuny yactux kposotred. [Ipuunna cmepti nesigoma.
V Beix pouuiB 3 KpoBoTeYaMu GyJIM PO3TOPHYTI MaHidecrartii
MKIPHUX NPOABIB, aHAJOTIYHI IMKIPHUM IPOABaM XBOPOTO
(sriguo 3 itoro cmorazamu). OpHak IIOBHOTY Ta BHUYEPIHY
BipHicTh HazlaHOT iHGOpPMAIIii rapaHTyBaTH He MOXKe.

Anamues xcumms: BEHEPUYHi 3aXBOPIOBAHHS, XBOPOOY
Borkina, masnapiio sanepeuye. [kinnuBux 3sudok nemae. Auep-
roanamues He o0Tskennit. Y 2000 poiti XBopiB Ha TyGepKyIb0o3
Jlerenb, JikyBaBcs 6;113bko 6 pokis. Ha MoMenT rocmitasmisanii
AKTHUBHI TIPOSIBH 11i€] XBOPOOH Bi/ICy THI.

Ilepeneceni onepamusni smpyuanns i mpasmu: alleHAeKTOMis
y 1982 porti, mpoiitiia 6e3 ycKIaHeHb.

Comamuuni 3axeoprosanus: BUKPUBJIEHHSI HOCOBOI Iepe-
TUHKHU (HOCOBi KpOBOTeui 3a3BMyail 3 IPaBOro HOCOBOT'O XO/Y),
XpoHiuna 3asiizonedinuTHa aHeMis, epo3UBHA raCTPOJLYO/IEHO-
narist (31.07.2012 p. mposoawmiu hibpoesodaroracTpopyoaeHO-
CKOTIi0, BiJi TOBTOPHUX IPOBE/I€Hb $IKOI IOCTilTHO BiJIMOB-
JISIETBCS).

O6’ekmusne docrioxcenrs: CTaH XBOPOTO TSHKKHUH, CBIIOMICTh
JCHA, TI0JIOKEeHHS B JI’KKy aktuBHe. HopmocTeHiuHoi crarypu.
[TigmkipHa skupoBa KJIITKOBUHA PO3BUHYTA 33/10BibHO. JlimMba-
TraHi By3/u He 36inbiieni. [lepudepiiinnx HaOpsKiB HeMae.

Jlokawvnuti cmamyc: pU OIS CJIM30BOT OOOJIOHKY SI3UKA
BU3HAUAIOTHCA MHOKWHHI TeseaHriekTasii y BUIJIAAI Helpa-
BuibHOI opmu mwasiM (Mast. 1), Ha GTANX MKIPHIX TOKPHBAX
obmuust (Mas. 2, 3), CIUHM, TPYAHOT KIiTKKM (MaL. 4) — MHO-
SKMHHI KPYIVIi Ta OBJIbHI BY3JIMKU IIyPILyPHOTO KOJIBOPY JAiame-
TpoM 3—6 MM, SIKi BUCTYIIAIOTH Ha/[ TOBEPXHEIO IKIPH, OJTiAHY Th
[IpY HATUCKYBAHHI, ajle He 3HMKAIOTh, 4YaCTO KPOBOTOYATH IIPU
HEe3HAYHUX TpaBMax. Takox TeseaHTieKkTasii JIOKami3yloThes y
JUISTHIT MOUYOK ByX (MaJL. 5), miz Hirrsmu (Maut. 6).

3 6oky Ouxamvnoi cucmemu: TPYJIHA KIITKa HOPMAJbHA,
06uiBi IOMIOBIUHU GEpyTh y4acTh B akTi AnxaHHs. [lepkyTopHO
SICHUIL JIeTeHeBUI 3BYK. AYCKYJIbTATUBHO JUXaHHS BE3UKYJLIP-
He, XPUITN He BUCAYXOBYIOTbCs. Hactora muxanns 18 3a 1 xB.

[uHamika noka3HuKiB KPOBi nicna nposefeHHs remoTtpaHcdysiit nip yac rocnitanizauivi xsoporo K.

Aarta rocniTanisauir
i remoTpaHcdysin

FemornoGiH, r/n

Eputpouutu, *10'2 /n

Fematokput, % TpomoGouuTtn, * 10° /n

Mpw rocnitanisauii 16.01.2013 37 2,0 15 399
Micna remoTtpaHcdysii 18.01.2013 49 2,3 18 387
Micns remoTpaHcoyaii 19.01.2013 65 2,5
Micnsa remoTpaHcdyasii 22.01.2013 69 3,1 24 330

Mpw rocnitanisauii 03.10.2013 43
Micns remoTpaHcdyaii 04.10.2013 38 1,7 13 294
Micns remoTpaHcdyaii 05.10.2013 54 1,9
Micnsa remotpaHcdyaii 08.10.2013 59 2,6 20 373

Mpw rocnitanisauii 13.01.2014 38
Micnsa remotpaHcdyaii 14.01.2014 37 1,8 13 277
Micns remoTpaHcoyaii 16.01.2014 51 2,2 16 348
Micns remoTpaHcdysii 22.01.2014 64 2,7 20 418

Mpw rocnitanisauii 11.02.2014 30
Micnsa remotpaHcdyaii 12.02.2014 48 1,1
Micna remoTtpaHcdysii 18.02.2014 54 2,2
Micns remoTpaHcdysii 20.02.2014 61 2,5 18 313
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Man. 1-6. LWkipHi Ta cnu3oBi nposeu xBopodu PaHpio—Bebepa—Ocnepa y xsoporo K.

Cepueso-cyounna cucmema: TOHWU CePIs TIPUTIYIIEH],
JAIBHICTD PUTMiUHA, AYIOUMI CHCTOJIYHUI IIyM Ha BepXiBIL
cepipst. Aprepianbauii Tuck 95/60 mm pr.cr. Iynase= HCC= 96
3a 1 XB, pUTMiUHNI, 3HUKEHOTO HAaTpy KeHHs. [Ipn mepkycii me-
JKU Ceplis B HOPMI.

Tpasna cucmema: 3iB HOpMAJIbHWIA, SI3UK BOJIOTUI, HA CIIM30BIi
0GOJIOHIII SI3MKA BU3HAYAIOTHCSI MHOKUHHI TeJleaHTrieKkTasii y BUr-
Jazi HenpaBuiIbHOT hopmu Twram. JKuBIT cuMeTprdHuMii, M AKNUI,
GesGouicHuii mpu nasbnaii, Gepe yyacts B akti auxans. [edinka
BHCTYIA€ 3-Tij Kpaio pebepHoi ayru Ha 4 cMm. Kpail nedinku
miinbHoeactianui, YKosurnii Mixyp 6es6ostictuii. Cesesinka He
MAJIBITYEThCSL. AKT fledpeKaltii HOpMaIbHIIA, BUTIOPOKHEHHS YOPHO-
T0 KOJTbopY (Ha TJTi BXKMBAHHS ITpeTapariB 3aii3a), oopmIeHIi.

Ceuosusiona cucmema: CeHOBHIIIEHHS HOpMajbHe, (e3-
6onicue. Hupkn we masnbyiorbes. Cumnrom IlactepHaibKoro
HeraTuBHUI 3 060X GOKIB.

XBopomy OyJI0 IPOBEIEHO HUBKY JTa00PaTOPHO-IarHOCTUYHUX
Ta iHcTpyMenTalIbHUX Joctiakenb. Posranemo ix B qunamini.

ByB nposesieHnii peTpoCeKTUBHUIT aHaI3 icTopiil XBOpob
MaIienTa /IJIst OI[iHIOBAHHS JUHAMIKN CTaHy XBOPOro Ta edek-
TUBHOCTI JIIKYBaHHS Y BUTJIsiAE reMoTpacdysiit (tabuuiist).

Takosk HAZAEMO JiesiKi HAiOIbII BaroMi pesysibratu obcTe-
JKeHb, 1110 OTPUMAaHi B TIepio/iv 3a3HaUY€HNX BUIIE TOCIITai3alliil,
SIKi GyJIM BpaxoBaHi i/ 4ac HABEAEHOTO JIiKYBAHHS XBOPOTO.

Ananiz xposi na epyny Kpoei i pe3yc-npunanedncHicmo
(11.02.2014): rpyna kposi — 0(1), pesyc-ripuHajiexHicTh — 1031-
THUBHA.

Koazynoepama sin 14.01.2014: nporpomMbiHOBa aKTHBHICTH —
100%; TpombGiHOBHI yac — 14 ¢; hiGpuHOTEH — 2,75 T/11.

Koazynoepama sin 22.01.2014: nporpomMGiHoBa ak TUBHICTb —
94%; TpomGiHOBHIT yac — 14 ¢; piGpuroren — 2,0 /1.

Bioximiune docridocenns xpogi (12.02.2014): 6inipy6in 3a-
rampuuit — 10,0 mxmoun/n (mpsamuii — 0, nenpamuii — 10,0),
AJIT — 10 ox., ACT — 10 o, saranbuuii 6iox — 58,0 r/u1, Kpea-
tunin — 0,078 Mmmosb/71, cedoBuHa — 4,9 MMOJIb/J1, A30T CEYOBH-
Hu — 2,28 mmouib /11, K — 4,8 mmoab /o1, Na — 142 mmoub /o1, Cl —
111 mmoun /1. Tmokosa kposi (11.02.2014) — 5,5 MMoJb/J1.
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Sazanvnuii ananis ceui (12.02.2014): xinpkicts — 180,0 mur,
KOJIip — JKOBTUH, IIPO30PicTh — ¢J1abKO MyTHa, MUTOMa Bara —
1,021, peaxitist — kucJa, 6il0K — He BUABAEHO (H/B), TIIOKO3a —
H/B, eDUTPOLINTH — H/B, JieiikoruT — 1—2 y 1moti 30py, emiTeiit
IJIOCKUI — MMOOAMHOKUIA y TI0JIi 30py, nepexinnuit — 1-2 y nosi
30pY, FOMOT€HHUII CJIN3 — 3HAYHA KiJIbKiCTh.

Penmeenozpagis opeanie zpyonoi nopoxcnunu (13.01.2014):
JleTeHi posIpasiieHi, MaJIOHOK 30aradyeHuil B HUKHIX Biaiiax,
cuHycH BisbHi, Kynonu giadparmu 6e3 ocobmusocreil. Ckaepos
yTH a0PTU. 3aKTOUeHHS: iHQITbTPaTHBHO-BOTHUIIEBUX TiHEH
y JIETEHSIX He BUSBJICHO.

Yabrpaszsykose (Y 3) nocaimkenns Big 13.02.2014: nevinka
30iblIeHa Ha 4 M, KOHTYD PiBHUIA, CTPYKTypa APiGHO3EpHICT,
€XOTreHHICTD HiABKIIEHa, 3 ApiOHnME Borauiiamu (Gibposy. [Top-
TajibHa BeHa — 1,6 cMm.

JKoBuHmit Mixyp oBasbHOi (hopmu, He 36isbIeHNH, CTiHKaA
YIIiJIbHEHA, He OTOBIIEHA.

JKoBuHi 1TpoTOKM: CTiHKA HE YlIiJibHEHA, He TIOTOBIIEHA, X0-
aenox — 0,3 cMm.

[TigumynkoBa 3a103a He 30ij1bIeHa, KOHTYP PiBHUH, CTPYK-
Typa O/IHOPiIHA, HOPMAJIBLHOT €XOTeHHOCT], AM(Y3HO YIIiTbHEeHA.

Cenesinka: 16,0*5,5 e (36iabiiena), (Smax 3pisy 80 cm?),
KOHTYD PiBHUI, CTPYKTYpa oiHopi/aHa, v.lienalis — 1,0 cm.

Hupxu He 36iabineni, KOHTYpP PiBHUIL, CTPYKTYPa OAHOPIzIHA,
YaITKOBO-MUCKOBHIT KOMILTIEKC HE PO3NTUPEHMIA, MiKPOIITH — 10
3 MM.

Y3-saxmouenna: lenarocinenomeranis. Judysui sminu ma-
penximu nevinkn. [loprampHa rimeprensis. XpoHidyHMIT MaHKpe-
atut. CosboBUIl TiaTes.

EKT Bin 11.02.2014: put™ cunycoswuii, npasuibauii, HCC —
101 3a 1 xB.

Bin mposenentst OI/IC BimmoBuUBCS.

IIposedene nikysanms:

IlepermBanus epurpormraproi macu (11.02.2014; 13.02.2014;
17.02.2014; 19.02.2014), remocrarnyna Teparnis (aMiHOKaIIpOHOBA
KHUCJIOTA, TPAHEKCaMOBa KUCJIOTA, €TaM3UJIaT-IUIIMHOH ), [Tperapa-
TH 3aJ1i3a (BHYTPillTHBOM S30BO Ta TIEPOPAIBHO).
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XBoporo Bummcasiu y 3anosiapaomy crani 20.02.2014. Y mo-
JIAJIBIIOMY MU TPOJIOBKYBAJIN TOCTiliHE CIOCTEPEKEHHS 3a
nanieHToM. YHacainok toro, mo CI'T mosxe manicectysaru cep-
[[EBOI0 HEJIOCTATHICTIO ab0 JIEFeHEBO TillePTEH3IEI0, a ceplieBa
nezpoctatuicTs mpu CI'T € naituacTiie ceprieBoio HeIOCTaTHICTIO
3 BUCOKMM BUKU/IOM YHACJI/IOK CUCTEMHOTO IIIYHTA, SKUil Hajle-
JKUTh JIO apTEPiOBEHO3HOT MasbopMallii, XBopomy OyJia mpose-
nena ExoKI 18.11.2014:

Kopiub AO — 3,7 em (N — 1,4-3,6 cm). JITT: o3a. — 5,9 cm
(N - 3,1-5,1 cm), momep. — 5,3 em (N — 2,4-3,8 cm). IIIT: o3,
- 58 cm (N — 3,4-4,9 cm), oniep. — 5,3 cm (N — 2,9-4,5 cm).
JIIT: KOO — 177 mun (N<160 mur), DB — 56% (N — 55-72%),
Tac—1,6ecm (N - 0,6—1,1 em), Tmmm — 1,6 em (N — 0,6—1,1 em).
ITIIL: mo3a. posm. —8,6 cm (N — 5,0-7,8 cm), mormep. po3m. —
41 em (N - 25-42 cm). CTJIA - 10 MM pr.cT.
(N<25 mum pr.cr.). AK — N. MK — perypriramist IT cr. TK — pe-
rypritanis II cr. 3akmouenns: Hegocratuicts MK, TK. Awnmna-
tauis Bcix nopoxkuun. Ckopotausicts JIII nopmanbua. Bupa-
skeHa rineprpodis JIIL JIT nemae.

V npecraBieHOMY BUIAJKY CTaH J€MOHCTPYE MeBHi 0c00-
JmBocCTi Kniniynoi kapTuny, a came: MaHidecTHa CI1aIKOBiCTD Ta
PO3BUTOK YCKJIQJIHEHb Y BUTJISA aHEMiT ysKe TSOKKOTO CTyTeHs
3 HEOOXIZHICTIO CUCTEMATUYHUX 3aMiCHUX reMoTpancdysiit. [lo
ocobsuBocTeil HaBegeHoro omucy xBoporo K. najexars: HaouHa
THUTIOBIiCTDb, MIMPOKA PO3TOPHYTICTh KJIiHIYHUX IPOABIB Ta He-
00XiHiCTD cCCTEMATHYHOI peaJtizallii mporpaMu KJIiHiYHOTO Be-

BonesHb PaHaio—-BeGepa—Ocnepa (HacneacTBeHHast
remopparvdeckas TefieaHruakTasus) B ooLuei
Bpa4YyeOHOI NpaKTUKe: NIMTepaTypHble AaHHble,
npuMmeHeHue NHGOPMAaALMOHHO-KOMMYHUKATUBHbIX
cpencTB TesieMeguLMHbl B NpenogaBaHumn

Ha rocy,apCTBEHHOM U aHITIMNCKOM 3bIKaxX

1 coOCTBEHHbIe KJINHU4YecKue HabnioaeHusa

B.M. Pyan4yeHko, A.A. SIHoBckasi

B crarbe npuBeieHbI JAHHBIE JIMTEPATYPbI OTHOCUTEIBHO PEIKOTO pac-
CTPOIICTBA — HACJIE/ICTBEHHOIT reMopparmdeckoii Teeanrnaxrasun (HI'T,
hereditary hemorrhagic telangiectasia, HHT), takske usBectroii kak 60-
ne3ub Panio—Bebepa—Ociiepa wim Gosestb Panmio—Ocnepa—Bebepa.
JlMarHo3 <«HacJIe/ICTBEHHAs TeMOpparndyeckast TEJIeaHTHIKTa3nsi» yCTa-
HABJIMBAIOT Ha OCHOBAHWH TPHCYTCTBUSI TPEX M3 YETHIPEX CHMIITOMOB:
CIIOHTaHHBII AMUCTAKCUC (HOCOBbIE KPOBOTEUEHUS), KOXKHbIE TeJIeaHTH-
9KTa3MH, apTEPHOBEHO3HBIE MATb(OPMAIINK BO BHYTPEHHNUX OpPraHax n
ceMelHbIl Xapaktep 3abosieBaHust (ayTOCOMHO-JIOMUHAHTHBIN TUII HA-
caenosanns). IIpuBeeHo onmcanne cOGCTBEHHOTO KJIMHUYECKOTO Ha-
6monennst. K ocobeHHOCTSIM IpUBe/IeHHOT0 oricanust 6osbHoro K. mpu-
HaJUTesKaT: SIBHAST THITHYHOCTD COCTOSTHUSI, IIIMPOKAst PA3BEPHYTOCTD KJIH-
HUYECKHX [POSIBJIEHUH 1 HEOOXO/IMMOCTD CHCTEMATHYECKOIT pean3alum
MIPOTPaMMBbI KJIMHUYECKOTO BEJIEHHIS, YTO MBI IPHMEHWJIN JIUIS TIPOBejie-
HHSI IPAKTUYECKNX 3aHATHI HA TOCY/IAPCTBEHHOM 1 QHIJINICKOM S3bIKaX.
Bo BpeMst TPaKTHYECKIX 3aHSTHIT HCTIOTB30BAIN HH(POPMAIIMOHHO-KOM-
MYHUKATUBHBIE CIIOCOObI TEIEMEIUIIITHBI € OOPAIEHIEM K COOTBETCTBYIO-
IIIIM aHTJIOSI3BIYHBIM HH(OPMAIIOHHBIM PeCypcaM. Y KazaHHbIE MaTePH-
QJIBI IPUMEHSIIOT BO BPEMsI IIPAKTHYECKUX 3aHATHIT HA TOCY/IaPCTBEHHOM
W aHTJIMHCKOM sI3BIKAX MPH TIOATOTOBKE Bpaveil o0Imeil IpakTHKI—ceMeii-
HOU ME/IMIIMHBI HA JO/IUIIJIOMHOM 3TaIle 1 OHU CJIIy’Kat 0a30il pa3paboTKi
KJIMHIYECKON 3aJ1a4 JIUIsI PACCMOTPEHTHIS.

Knrouesvte cnosa: naciedcmeennas emoppazuieckas meieanzusxma-
3ust, 6oaesnuv Panodio—Bebepa—Ocnepa, nepsuunas meouxo-canumap-
HASL NOMOULL, HAYUHO-NEOAz02UMECKAsL 0eSIMeIbHOCb.

JeHHs, 1[0 MU 3aCTOCYBAJIU /IS [IPOBEICHHA NPAaKTUYHUX 3a-
HATH JIEPKABHOIO Ta aHIJIiichbKo0 MoBamu. Haseneni kiiniuni
criocrepeskentst OyJiu MOKJIaeHi HAMU B OCHOBY PO3POOKHU CH-
TYaIiiffHOrO 3aBIAaHHS JUIsI KOHTPOJIO HAOYTTS CTYAEHTAMU
KJIiHIYHUX 3HaHb Ta HABUYOK JIEP/KABHOIO Ta aHTJIIHCHKOIO MO-
Bamu. Takox Ha 6aszi I 3araJibHOTePalleBTUYHOrO BiJ/i/ICHHA
KuiBcbkoi Michkoi kiHiuHOI sikapai Ne8 muranytoThest 10 HaTH-
caHHs MeTonuHi pekoMenaanii g gikapis 3IICM 3a tematu-
KOIO 3 BUKOPUCTAaHHAM HaBeeHUX MaTepiais.

Ilig yac Hamux OpPaKTUYHUX 3aHATb [epPKaBHOIO Ta
AHIJICHKOI0 MOBaMu 1ipH miaroTosili Jikapis 3IICM mu o6ro-
BOPIOEMO B SIKOCTi BUCHOBKIB, 110 3arajbHa mpobJema ocib, sKi
maroTh CI'T Ta koo MOBUHEH BYaCHO Ta MOCTIITHO OmiKyBaTHCS
gikap 3IICM, — e cunepornieniuna anemis. /[ nonepekeHHs
i{ penuauBy HMIMPOKO IIPU3HAYAIOTDL IpenapaTu 3astiza. Kposo-
Tedi, sIKi MOBTOPHIOIOTHCSI, 4aCTO MOTPEGYIOTH TpaHChy3ill KPOBi.
Jlerenesi abo nepedpanbhi CI'T yacto moTpebyoTh Xipypriuto-
ro Brpydanns [16]. 3 inmoro 60Ky, ne4iHKoOBi CyAnHHI 3MiHN €
YacTO aCUMIITOMHUM, aje MOXYTh (DAKTHUHO MPU3BOJUTH IO
HE3BOPOTHOTO YPaKCHHA MEYiHKH, il IIMPO3y Ta MOTipPIIeHHA Ha-
ABHOI IUPKYJIATOPHOI HEJIOCTATHOCTI.

BUCHOBKMU
Y nauienTa 3 TUIIOBUMM IIKIDHUMU TeJieaHTieKTas3issmMu
gikap 3IICM noBunen ByacHo 3armigo3put HasgiBaicts CI'T, sika
€ MOKJIUBUM CTAHOM, 1[0 3aTPOKYE KUTTIO.

Rendu—Weber—Osler disease

(hereditary hemorrhagic teleangiectasia)

in general practice: literature data,

using of informational-communicational means
of telemedicine in education

in national and English languages,

and clinical observations

V.M. Rudichenko, A.O. Yanovska

The article presents literature data on rare disorder — hereditary hem-
orrhagic teleangiectasia (HHT), also known as Rendu—Weber—Osler
disease. Diagnosis of HHT is made upon presence of three out of four
symptoms: spontaneous epistaxis (nasal bleedings), skin teleangiec-
tases, arteriovenous malformations in internal organs and familial type
of the disease (autosomic-dominant type of inheritance). Article pres-
ents own clinical observations. The peculiarities of the description of
the case of patient K.are: obvious typical state, broad clinical manifes-
tations and necessities of the systematic monitoring of the patient,
which we used in education in national and English languages. During
practical classes informational-communicational means of telemedi-
cine are used. Submitted materials are used in education in national
and English languages at prediploma training of general practitioners
and family doctors and are the basis in elaboration of clinical training
case for consideration.

Key words: hereditary hemorrhagic teleangiectasia, Rendu—Weber—Osler
disease, primary care, scientific-pedagogical activity.
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CMNUCOK NITEPATYPU

1. bapendenbp O.l., Pygiyenko B.M.,
Pynkoscbkuit - B.A., JliHHuk O.M.,
Kywheposa M.O., bana6aii A.A. Bax-
KWW MavLeHT 3 BACKYNPHOIO MYXJIMHOIO.
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