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Ckiag

MYJIbTHAMCHUILIIHAPHOI PO00YOI IPyNH 3 ONPANIOBAHHA MEINKO-
TeXHOJIOTiYHUX JIOKYMEHTIB 3i cTaHaapTU3alil MeINYHOI T0TIOMOTH Ha 3acajax
JA0KA30BOI MeIUIIUHM MAMIEHTAM 3 JIETeHEBOI0 TiNnepTeH3icio

Cipenko Opiit
MuxkonaioBU4

’KosHnip Bonoaumup
ArnoutiHapiiioBu4

Kononnsosa Jlinis
denopiBHA

Tanaesa Tersana
Bononumupisaa

Jlimmmuaa Onena
MuxaiiniBHa
AnekcanapoBa OkcaHa

Bonogumupisaa

boxko JIsua [BaniBHa

Bacuibesa Jlapuca
IBanHiBHA

I"aBpucrok Bonogumup
KoctautnHosuu

Kapinos Oner
Nocunosnu

Knumenko Jliniana
BikropiBHa

Knronosa Tetsna
TumodiiBua

3aBiyBad BIAJIUTYy CHUMIITOMATHYHHMX TinepTeH3id JlepkaBHOI ycTaHOBH
«Harmionanpauii HayKoBHA HEHTP «IHCTUTYT KapaioJorii iMeHi akaaeMika
M.J. Crpaxecka» HAMH Yxkpainuy», nmpodecop, 1.M.H.;

royioBHu# Jiikap Jlep>kaBHoi yctaHOBH «HaykoBO-TIpakTUYHUN MeTUYHUN
HEHTp IUTsS4oi Kapaiosorii Ta kapaioxipyprii» MO3 Vkpainu, K.M.H.,
roJIOBHUM Tmo3amTaTHUK cnemiagict MO3 YkpaiHu 31 cremniaabHOCTI
«/luTsya aHecTe3i0orisn;

npodecop Kadeapu BHyTpimHbOI MemummHA Ne 2 HarmionambHOTO
MeanuHoro yHiBepcurety iMeni O.0. boromonblis, A.M.H., mpodecop;
[enepanpauii  qupektop JlepkaBHoro migmpueMmctBa  «JlepkaBHUI
exkcrieptHuit nentp MO3 Ykpainuy, 1.M.H., npodecop;

nupexTop JlenapraMeHTy cTaHapTH3alil MEJUYHUX MOCIyr Jlep:kaBHOro
nianpueMcTBa «JlepxkaBHuii excnieptauil neHtp MO3 Ykpaiam», CT.H.C.,
K.M.H.;

rojoBa IMpaBJiHHSA TPOMAJChKOI oOpraizamii «Acoliauis XBOpUX Ha
JIETEHEBY TIMEPTEH3110», MPECTABHUK MAIlIE€HTIB;

3aCTYNHUK JupekTopa LleHTpy eKcTpeHoi Meau4HOl
MenuuHu katactpod Micta Kuesa,

JOIIOMOI'm Ta

JnoueHT Kadeapu rocmitanbHOi Tepamii Ne 2 JlepskaBHOro 3akiany
«/InimponerpoBcbka MeauuHa akagemis MO3 Ykpainny;

3aBiyBa4 KJIIHIKO-(DYHKIIIOHAJTILHOTO BiaineHHs1 Jlep)KaBHOI yCTaHOBH

«HamionansHuit  iHCTUTYT — QTH3iaTpii 1  HyABMOHOJOrIT  iMeHI
@.I". SIlnoBcekoro HAMH VYkpaiuuy», 1.mM.H., mpodecop;

3aBigyBay kadedapu (GYHKIIOHANBHOI  JaiarHOCTUKM  HamioHanbHOT
MeaudHoi akamemii michasauruioMHoi  ocBitm  imeni  [LJI. [ymuka

MO3 Vkpainu, A.M.H., npodecop, TOJOBHHUN NO3aIITaTHUHM CHEIialicT
MO3 Vxkpainu 31 cniemianbHOCTI «DYyHKITIOHATBHA 11arHOCTUKAY;

Jo1eHT Kadeapu CIMEWHOI MEIWIMHM Ta aMOyJIaTOpHO-TOJIKIIHIYHOI
nonoMoru HaroHaneHOT MeguuHO! akafeMii MHICISIUIIOMHOI OCBITH

imeni I1.JI. Hlynuka, K.M.H.;

MIPEICTAaBHUK TMAIlIEHTIB;



Kpununnceka Ipuna
BikTopiBHa

Kynuk Jlro6omup
Bononumuposuu

Marroxa Jlapuca
denopiBHA

Hersoxenko Bacuns
3axapoBu4

Pamuenko I'anna
JmutpiBHa

Pynenko KoctsaHTrH
Bonoaumuposnu

Pynenko Hanis

MuxkomnaiBHa

Pycnak Annpiit
OpecToBu4

Cepaues [Imutpo
Bonoaumuposuu

CranicinaBuyk Mukouna
AnamoBuY

Tpy6a Spocnas
ITerpoBuu

XanenoBa Banentuna
AmHarosniiBHa
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JOLIEHT Kadeapu BHYTPIIIHIX xBOpoO Ne 2, HarioHanmpHOTO MEIMYHOTO
yHiBepcuteTy iMeHi O.0. boroMonbIs, K.M.H.;

KepiBHUK JIbBIBCHKOTO MIKPETIOHAIBHOTO IIEHTPY KapAioXipyprii, 1.M.H.,
npocecop;

3aBigyBau kadempu cimMeiiHOI MeIUIMHU 1 aMOyIaTOPHO-TOMIKIIHIYHOT
moromord HarmioHanpHOT MequuHOI akazaemil MHICISIAUIIOMHOI OCBITH
imeni I[LJI. Hlynuka, a.M.H., mnpodecop, TONOBHHMHA  IO3AIITATHUNA
cremiamict MO3 VYkpaiHu 31 croemiaabHOCTI «3arajibHa NpakTHKa —
ciMeiiHa MeIUIIMHAY;

3aBiyBauy  Kadenpu  TPOMEASBTHKH  BHYTpImIHIX  XBopoO Nel
Hamionansnoro menuyHoro yHiBepcutery imeni O.O. boromonblis, dneH-
kop. HAMH Vkpaiau, n.M.H., npodecop, TOJOBHHU IO3AIITATHUN
crenianmict MO3 Vkpainu 31 cerianpHocTi «Teparmisy;

NPOBIIHUN  HAyKOBUM  CIHIBpOOITHUK  BIJAULy  CHUMITOMATHUYHUX
rineprensii JlepkaBHoi ycraHoBu «HarioHanbHUN HayKOBHUH LIEHTP
«HcTUTYT KapI10JIorii IMeHi akajeMika M. . Ctpaxecka»
HAMH VYxkpainny», 1.mM.H.;

3aCTYIHHUK TOJIOBHOTO Jikaps J[lepkaBHOi yctaHoBu «HarionansHuit
IHCTUTYT CepLEeBO-CYIUHHOI  Xipyprii iMeHl1 M.M. AmocoBa
HAMH VYxkpaian», JO.M.H., TOJOBHHHA  TMO3AIITaTHUH  CIICHIaJICT
MO3 Ykpainu 31 cnerianbHocTi «Xipyprist cepis 1 MaricTpajibHUX CYAWH
y JOPOCIIHX»;

3aBiayBay kadeapu AUTIUOI KapJioorii Ta kapaioxipyprii HamionansHoi
MeanuHO1 akaneMii micnsauniaoMuoi ocity imeni ILJI. llynuka, a.M.H.,
npodecop;

JiKap-Xipypr cepueBo-cynuHHui Jlep:kaBHOi yctaHoBU «HarionaapHuM

IHCTUTYT CEepLeBO-CYIMHHOT  Xipyprii iMeHi M.M. AmocoBa
HAMH Vxkpainny;
IUTSYud  J1ikap  aHectesionmor  JlepkaBHoi  ycranoBu — «HaykoBo-

OPaKTUYHUNA MEIUYHUN LIEHTP AMTAYOI KapHioJorii Ta KapIioXipyprii»
MO3 VYkpainu;

3aBigyBady Kadeapu BHYTpimHKOI MemumuHau Ne 1, BiHHUIBKOTO
HaIllOHAJIBHOTO MeAMYyHOoro yHiBepcuteTy imeHi M. IMuporoma, n.M.H.,
npodecop;

3aBiyBay BIJUICHHS BPO/KCHHUX BaJ CEPISl Y HOBOHAPOHKEHHUX Ta JITCH
mojnoamoro Biky JlepxkaBHoi ycTaHoBUM «HarioHadbHUH 1HCTUTYT
cepleBo-cyauHHoi xipyprii imeHi M.M. AmocoBa HAMH Vkpainu;

CTapUIMil HAyKOBUH CHIBPOOITHHK, JiKap-KapAiOpeBMATOIOr JUTAYH,
3aBiJlyBay BiIJICHHSM PEKOHCTPYKTUBHOI Xipyprii Ta maTtosorii Miokapa
HepxaBHoi yctaHOBH «HayKOBO-NpaKTUYHUIA MEIUYHUM LEHTP IUTIYOL
KapioJorii Ta kapaioxipyprii» MO3 Ykpainu.
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MetoauyHuii cynposia Ta ingopmaniiine 3a0e3ne4eHHs
I'opox €Breniit HAaYaJIbHUK BIIIUTYy SKOCTI MEIWYHOI JIOMOMOTH Ta 1H(OpMaliiHKX

JleoHinoBuu TEXHOJIOTiH Jlep>kaBHOTO miAnpreMcTBa «Jlep:kaBHUN eKCIEPTHUN LEHTP
MO3 Vkpainu», K.TEXH.H.;

MenbHHK €BreHist HAYaJIbHUK BTy JIOKa30BOi MeTUIMHH JlepKaBHOTO MiAMPUEMCTBA

OnekcanpiBHa «JlepxxaBuuii excrieptauil eHTp MO3 Ykpainny;

Mirens Onexkcanap 3aBilyBa4 CEKTOPY CKOHOMIYHOI OIlIHKM MEIUYHUX TEXHOJOTIH

Bononumuposuu JepxaBHOTO  miAmpueMcTBA  «JlepKaBHUM ~ eKCHEpTHUM  LEHTP
MO3 Vkpainny;

unkina Onena HAYaIbHUK BTy METOIUYHOTO 3a0e3MedYeHHs HOBITHIX TEXHOJIOTIH Yy

OnekcanapiBHa chepi oxopoHu 31m0poB’st JlepkaBHOro TmiANpuUeEMCTBA «JlepkaBHUM

excriepTHUi neHTp MO3 Ykpainn».

[epxaBHuii ekcnieptauii neHTp MO3 Ykpainu € 4wieHom
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Penen3zenTu:

AmocoBa Karepuna pexrop HamionanbHoro menumusnoro yHiBepcutery iMmeHi O.O. Bboromombig,
MukonaiBHa 3aBiyBay Kadenpu rocmitaigbHOi Tepamii Ne 2,  4JIeH-KOpPECIOHICHT
HAMH Vxkpainu, a.M.H., mpodecop;

[Iepuesa Tersana 3aBiayBad Kadenpu BHYTpimiHbOi MeaunmHu Ne 1l JlepkaBHoro 3akmany

OunexkciiBHa «JlHinporneTpoBChbka MeAWYHA akajneMmis MiHicTepcTBa OXOPOHH  3710pOB’sI
VYkpainu», unen-kopecnionaeHT HAMH VYkpainu, ronosa J{HinponeTpoBcbKoro
00J1acCHOT'0 TOBAapHUCTBA TEPAIEeBTiB, 1.M.H., Tpodecop;

Tonypos bopuc I'enepanbHnii  gupekrtop  [epxaBHol — ycraHoBu — «lHCTUTYT — cepud
MuxainoBud MO3 Vkpainny, unen-kopecriongieHT HAMH Ykpainu, 1.M.H., npogecop.

Ilepernsin axanToBaHOI HACTAHOBHM 3amJIaHOBaHO Ha 2019 pik
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Cnucok ckopoyeHb Ta adpeBiaTyp:

BNP — Harpiliypernanunii ropmoH (B-Turry)
NT-proBNP — N-kinmeBuii mpomentuy
HaATpiypeTUYHOTO ropMony (B-Tury)
R-rpadis — pearrenorpadis oprais rpyaHoi
KIIITUHU

AJIT" — acomiiioBana JiereneBa rinepreHsis
AJIT-BBC — nereneBa rinepTeHsis,
acoliiioBaHa 3 BpOJXKEHUMH BaJlaMH CEpLIs
APE — aHTaroHicTu peuenTopiB eHJ0TeTiHY
BKK — 61okaTopu KaibIlieBHX KaHATIB

B/B - BHYTPIITHLOBEHHUIA

BLJI — Bipyc iMmyHOIe(ILUTY JTIOUHU
BOO3-®K — dynkuioHanbHUN KIac 3TiIHO
13 BeecBiTHpo10 Opranizanieto OXopoHH
310poB’s

BIIC — BenTussniitne-nepdysiitHe
CMIBBiAHOIIEHHS

I'TT — rpagieHT TpaHCIYJIbMOHAJIBHOIO
TUCKY

JMIIII — nedexT mMixknepencepaHoi
NEPEropoiKu

JMIII — nedexT MiKIUTYHOUYKOBO1
MIEPErOpOIKH

EKT — enexrpoxkapiorpadis

ExoKTI" — exokapaiorpadis

IJIAT — igionaTiyHa JiereHeBa apTepiajibHa
rinepreH3is

IJIT" — ixionaTuyHa jereHeBa rinepTeH3is
IXC — imemiyna xBopoba ceprs

KIIC — karerepu3altisi npaBUX BiJIUIIB CepIls

KT — xomn’torepHa ToMmorpadis

KT-BP — xomm’rorepHa TomMmorpadisi BACOKOTO
PO3pi3HEHHS

JIA — nereneBa aprepis

JIAT — ntereneBa apTepialibHa TilepTeH31s
JIAT — nereHeBuii aprepialbHUN THCK

JIT" — nereHeBa rineprensis

JII — niBe nepeacepas

JICO — nereHeBuii CyIMHHUH OIIip

JIHI — 1iBuil NITyHOYOK

MPT — MarHiTHO-pe30HAaHCHA TOMOTpadist
OAK - opasibHI aHTUKOAryJIIHTU

IIII — mpaBe nepeacepas

IIHI — npaBuii MITYHOYOK

/11 — MiAKIpHAN

PKJI — pannoMi3zoBaHe KOHTPOJIBOBAHE
JOCTIIKEHHS

CI — cepueBwuil iHaEKC

CH - cepiieBa HEIOCTaTHICTb

CTJIA — cuUCTONITUYHUMN TUCK Y JIETEHEBIHN apTepii

T6XX — tecT 3 6-XBUIMHHOIO X0Ib0010

TEJIA — tpo6mMoemboutis tereHeBoi aptepii

T3JIA — THCK 3aKJIMHIOBAaHHS B JIET€HEBIH apTepii

V31 — ynbTpa3ByKOBE JTOCIII>KEHHS
DJIE-5 — dpochomiaecTepasza-5
®3/1 — hyHKIIis 30BHIITHBOTO TUXAHHS

®II — pibpuALis nepeacepab

XO03JI — xpoHiuHE 0O0CTPYKTUBHE 3aXBOPIOBAHHSAMU

JICTCHb

XTEJIT" — xpoHiuHa TpoMOOeMOOITiuHAa JIereHeBa

rinepTeHsis

ul'M® — nukTigHui ryaHo3uH MoHOdochaT
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IEPEJIMOBA

Jlerenena rinepten3is (JII') — e 3axBoproBanHs a00 yCKJIaIHEHHS 1HIIOTO 3aXBOPIOBAHHS, SIKE M€
porpecyrounii mepedir, 3Ha4HO 3HMKYE SKICTh Ta TPUBAIICTH KUTTS namienta. CBoedyacHa JiarHOCTUKA
Ta MPU3HAYEHHS NIPaBUIIHOTO JIIKYBaHHS J103BOJISE MTOKPALIUTH CTAaH Nalli€eHTa Ta MOAOBXKHUTH TPUBAIICTh
*uTTsA. EdexkTuBHicTh nAil JMiKaps NpU JTIKyBaHHI KOXKHOTO KOHKPETHOTO MAIlieHTa 3HAYHOIO MipOIo
3aJICKUTh BiJ Y3TOMKCHOCTI [ii JTiKapiB INEpBHHHOI, BTOPUHHOI (CIerianizoBaHOi) Ta TPETHHHOI
(BHCOKOCTIEIIaTI30BaHO1) MEAMYHOI JONMOMOTrH. TOMy CTBOpPEHHS JaHOi HACTaHOBH SK pa3 1 Oyio
00YMOBIIEHO LIUM 3aBJIaHHSM.

Meta CTBOpPEHHS JaHOI HAaCTaHOBU IOJIATANIa Yy TPEACTaBICHHI NPAKTUYHHX, 3aCHOBAHUX Ha
MIPUHITUIIAX JIOKA30BOCTI, PEKOMEH/IAIIIH 11010 IIarHOCTHKY Ta JikyBaHHs JII' pi3HUX KI1aciB.

HeoOxigHicTh BIPOBaKEHHS IUX PEKOMEHALIN 3yMOBIICHA!

1. BixcyTHicTiO TakuX B YKpaiHi.

2. BIiACYTHICTIO YITKMX BKa3iBOK, JO KOMIICTCHIIIi SIKUX CIEI[iaTiCTIB HAJICKHUTh IS KaTeropis
XBOpUX (KapAi0JIOTH, MMyIbMOHOJIOTH, CYMIXH1 CIEIIaIbHOCTI).

3. 3pocratoyoro moTpedoro JikapiB B iH(poOpMalii mpo CyTHICTh 3aXBOPIOBaHHS, Horo ¢opmu,
MIIXOAH 0 JIarHOCTUKH Ta JIKYBaHHS.

4. HeoOximHiCTIO B HaJaHHI JIKapsiM NMEPBUHHOI JIAHKU (CIMEHHMM, AUTBHHYHUM, TEpareBTaM)
JAKOHIYHHUX 1 YITKUX PEKOMEHIAIIIH 1010 11arHOCTUYHUX KPUTEPIiB, IPUUHATUX Y CBITOBIM MPaKTHUIIL;

5. BiACYTHICTIO YITKHX BKa3iBOK IIPO METO/IH JIIKYBaHHS JaHOI ITaTOJIOTi1, 3aCHOBAHUX Ha JOKa30Bii
0a3i 3 pi3HUM pIBHEM PEKOMEHIAIlIN Ta CTYIIEHEM JJOKa30BOCTI.

6. CrBOpeHHSM YITKUX cXeM audepeHianbHOl TiarHoCTUKY pisHUX Gopm JIT.

7. CTBOpeHHSAM airoput™miB AudepeHiiioBaHoro ikyBaHHS pisHuUX (opm JII', BpaxoByrouu
HAKONMUYCHUN JIOCBIJ JIIKyBaHHS IIi€l IaTOJIOTii, JOKa30BICTh OKPEMHUX IIIXOMIB 1O JIKyBaHHS,
IpernapariB, IPUHHATUX JUIS JTIKYBaHHS, Ta yCKiagHeHb JII' 3 ypaxyBaHHAM MOMJIMBOCTI 3aCTOCYBaHHS iX
B YKpaiHi Ha TaHOMY eTarti.

8. Ilorpeboro nonectd iH(OpPMAIiIO MPO JTIarHOCTUKY Ta JdikyBaHHs JII' no cimeiHMX JikapiB,
TEpareBTiB, MyJIbMOHOJIOTIB, Kap10JI0TiB, PEBMATOJIOTI'1B, IHPEKIIOHICTIB, FTACTPOEHTEPOJIOTIB.

9. O3HallOMJIEHHSAM JIKapiB 3 MOXIHUBICTIO XIPypri4yHOro JikyBaHHs Jeskux ¢opm JII,
MOKa3aHHAMHU MIOJI0 OIEpPAaTHBHOTO JKYBaHHS, IX BHJAMH Ta pe3yJabTaTaMu, IIiCIsONepamiiHuM
JMCTIAHCEPHUM HarJIs10M.

10. HeoOXigHICTh 3BEpHYTH yBary OpraHi3aTOPiB CHCTEMH OXOPOHHU 3JI0pPOB’S Ha HEOOXIiIHICTh
oprasizauii crenianaizoBanux HeHTPiB JII' 3 METOI0 CTBOPEHHS €IMHOIO PEECTPY XBOPHX, SIKI CTPAXKIAIOTh
Ha JI[', HaaHHS METOIMYHOI Ta JIIKYBaTbHO-KOHCYJIBTATUBHOI IOTIOMOTH, TTOJJAJIBIIION0 BUBYCHHS TUTAaHb
eMi/1eMi0JI0r11, eTi0JIOr1], KJIIIHIYHUX MPOSBIB 3aXBOPIOBAHHS Ta JIIKYBaHHS.

JocroBipHa iH(}opmalist 3 00cTekeHHs Ta JikyBaHHs JII' BakjinBa 3 HACTYIHUX NPUYMH:

* JliarHOCTHYHI 00CTEXEHHS € KOMIUIEKCHUMH T4 4aCTO BUMAraroTh MDKAUCIUILITIHAPHOT B3a€EMO/IIT.

* JlixyBaHHs He OOMEXYEThCS MpenaparaMu, MOXYTb 3HAJOOUTHCS IHTEPBEHIIIHI Ta XipypridHi
BTPYYaHHS.

» JlikyBanHs € pgoporuMm 1 Mae moOiuHi Jii. Ycmix JIKyBaHHS 3aJIeKUTh BiJ MPaBUIbLHOL
niarHocTUKHU. [Ipu 11bOMY Ba)KJIMBO NPOBOAMTH peTeNbHY AMdepeHiiadbHy IIarHOCTHKY, BPaXOBYIOUH
npuunny JII' 1 cTyniHb ii TSKKOCTI.

CUHTE3 HACTAHOBHA

3a mpoTOoTHN AJanToBaHO! KIIHIYHOI HacTaHOBU «JlereHeBa TiMepTEH3is» B3ATO KIIHIYHI
HacTaHOBU €Bporeiicbkoro ToBapuctBa kapmaionorie (ESC, 2009), €Bponeicbkoro pecripaTOpHOTO
toBapuctsa (ERS, 2009), ®onay aMepuKaHCHKOTO KapAi0JI0riyHOTO KOJEIKY, AMEPHKAHCHKOI acowiarii
ceps (ACCF/AHA 2009, 2013) Tommo, a came:

1. Guidelines for the diagnosis and treatment of pulmonary hypertension, European Society of
Cardiology (ESC), European Respiratory Society (ERS), 2009

2. 2009 ESC/ERS Pulmonary Hypertension Guidelines and Connective Tissue Disease

3. ACCF/AHA 2009 Expert Consensus Document on Pulmonary Hypertension, American College
of Cardiology Foundation, American Heart Association
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4. Pediatric Pulmonary Hypertension, American College of Cardiology Foundation (ACCF), 2013

5. Pediatric Pulmonary Hypertension, Guidelines From the American Heart Association and
American Thoracic Society, 2015

6. Treatment of pediatric pulmonary hypertension, Bristol Royal Hospital for Children, Bristol,
UK, 2009

7. Updated Clinical Classification of Pulmonary Hypertension, American College of Cardiology
Foundation, 2013

8. «Pulmonale Hypertonie im Kindes- und Jugendalter — Neue Aspekte zur Diagnostik und
Therapie» C.Apits, H.Latus, [.Nichel-Behnke, 2014

9. Guidelines on diagnosis and treatment of pulmonary hypertension: The task force on diagnosis
and treatment of pulmonary hypertension of the European society of cardiology (ESC) and the European
Respiratory Society (ERS), endorsed by Association for European Paediatric and Congenital Cardiology
(AEPC) and the International Society of Heart and Lung Transplantation (ISHLT), 2015.

1. EHNIAEMIOJIOTIA JETEHEBOI T'IITEPTEH3II

IcTuHHA 3aXBOPIOBAHICTD 1 HABITH cMePTHICTH Bif JII' Ha choroaHi HeBinoMi. B ocHOBHOMY 11 J1aHi
OTpHMaHi 3 HallOHAJBFHUX PEricTpiB i pe3ynbTariB KiIiHIUHUX gociaimpkeHs (McGoon MD, Benza RL,
Escribano-Subias P, Jiang X, Miller DP, Peacock AJ, Pepke-Zaba J, Pulido T, Rich S, Rosenkranz S,
Suissa S, Humbert M. Pulmonary arterial hypertension: epidemiology and registries. J Am Coll Cardiol
2013;62(25 suppl):D51-59.). B pesymnbraTi 30inbLICHHS MOIH(GOPMOBAHOCTI JiKapiB MpPO JICTCHEBY
aprepianbHy rineprensito (JIAI') 3poctae 1 piBeHb BUSIBICHHS 3aXBOPIOBaHHS.

3a MaHWMH emiaeMiONOTIYHOr0 JOCTiKeHHs, B skomy JII' BuM3Hauanmacs mpu exokapmaiorpadii
(ExoKT") o6crexenHi, i3 480 namieHTiB, y SKuX OyB ITiIBUIIEHUM CHCTOJIIYHHUIA THUCK B JIETEHEBiH apTepii
(CTJIA), 78% wmanu 3axBoproBaHHs cepus, 10% — 3axBoproBaHHs Jerenn, 3,5% — JIAL, 1,5% —
tpomboembOotito nereneBoi aprepii (TEJIA) (Gabbay E. et al.,, 2007). 3a mammmu YmpaBiiHHS 3
KOHTPOJIIO Xap4yOBUX MPOAYKTIB Ta Jikapchkux 3aco0iB (Food and Drug Administration, FDA, CILIA) B
CHIA kinbkicts xBopux Ha JII' omiHtoeTsest mpubausHo B 100 tucsy moneit. Y 80-x pokax nonepeaHboro
cropiyus npuBoawnacs nudpa 1-2 xBopux Ha | MIiIH. HaceneHHs. Bxe 3a OCTaHHIMH JaHUMH
HamioHanpHOTO (ppaniy3pkoro perictpy (Humbert M, Sitbon O, Chaouat A, Bertocchi M, Habib G,
Gressin V, Yaici A, Weitzenblum E, Cordier JF, Chabot F, Dromer C, Pison C, Reynaud-Gaubert M,
Haloun A, Laurent M, Hachulla E, Simonneau G. Pulmonary arterial hypertension in France: results from
a national registry// Am J Respir Crit Care Med. — 2006 — Vol.173(9). — P. 1023-1030) 1i mommpeHicTb
OLIIHIOEThCS B 15 Ha 1 MJTH. 4OJIOBIK, TP YoMy 1aionaTuyHa jgereHesa rineprensis (JII) 3ycrpivaerses 13
gacToTo0 5,9 BumankiB Ha 1 MuH. gopocioro HaceneHHs. HaliHwkumii mokasHuk BusiBieHHS JIAT
ckiazae 2,4 BUMAIKU/MIIH. TOPOCIOTO HACeIeHHs/pik. €Bporneichke emnineMionoriuyne gociimxeHus 2007
POKY MiATBepAMIIO JaHi (ppaHiry3pkoro peectpy 15-50 oci6 Ha mutH. HacenenHs (Peacock AJ, Murphy NF,
McMurray JJV, Caballero L, Stewart S. An epidemiological study of pulmonary arterial hypertension.
Eur Respir J 2007;30(1):104-109). I3 rpynu JIAT" UII" 3ycTpiyaeThcs vacTimie 3a iHmmx (6 Ha 1 MUIH.
qosoBiK (39,2% ycix BunankiB JIAT). Cimeiina JII' 3yctpivaetses y 3,9% JIAL, 13 yactoToro myramii
oinbire 50%, cnopagnunux Bunaakis — 20%. JII', acouiiioBana 3 BpopkeHuMu Bagamu cepus (BBC) —
11,3%, wyacto 3ycTpivaeTbcsi mnpu cupapomi ElizeHmeHnrepa, AegekTi MDKILTYHOUYKOBOI 1
MDXKIIEpeICepAHOI Meperopoku (3a3Buuail HeBenukomy, < 1,0 cM 1 <2 cMm y JiameTpi BiAINOBIIHO),
3araJpHOMY apTepiaibHOMYy CTOBOYpi, mipu Bajax cepi 3 JII' micimsa Xipypriunoi kopekmii Baau. JIAT,
acoriiioBaHa 3 CUCTEMHHMH 3aXBOPIOBAHHSAMH CIIOJIy4YHOI TKaHUHM, cTaHOBUTH 10,4% cepes XBOpUX Ha
JIAT, i3 3acToCcyBaHHSIM aHOPEKTHYHHX TpenapaTiB — 9,5%, 3 BUI-indexmiero — 6,2%.

JIAT 3ycTpivaeThcs pH pi3HUX KIIHIYHKX cTaHax (Simonneau G, Robbins I, Beghetti M, Channick
RN, Delcroix M, Denton CP, Elliott CG, Gaine S, Gladwin MT, Jing ZC, Krowka MJ, Langleben D,
Nakanishi N, Souza R. Updated clinical classification of pulmonary hypertension// J Am Coll Cardiol.-
2009. — Vol.54(1 suppl):S43-54.). UIl' — ue crnopamudHe 3aXxBOPIOBaHHsS 0€3 CIMEHHOro aHaMHe3y Ta
BIJOMOT0 TPUTEPHOTO (hakTopy. 3a JaHUMH aMEPUKAHCHKOTO peecTpy cepeaHii Bik marieHtiB 3 UUII' B
1981 pomi ckinamaB 36 £ 15 pokis. JIAI' Tenep miarHOCTY€eThCsI OUTBIN YacTO Yy JIFOACH MOXUIIOTO BIKY, Y
3B’S3KY 3 UMM CepeHiil BiKk XBOpuX 3 Bepie giarnocroBanoro JIAIT konuBaetses Bin 50 + 14 ta 65 + 15
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pokiB. Xo4a BBaKAETHCS, IO )KIHKU 3HAYHO YacTillle, HiXK Y0JIOBikH, MatoTh JIAL, B pi3HHX peecTpax, y
3B’SI3KY 13 BEJIMKOIO KiJIBKICTIO JIFOACH MOXUIIOTO BiKY, II€ CITIBBIIHOIIECHHS Ty>K€ PI3HUTHCS.

@akropu pusuky JIAI' BU3HauarOThCs SIK Oynb-sKi (haKTOpH, SKI MOXYTh CHPHUATH BHHUKHEHHIO
ab0 TparTh POJb y PO3BUTKY 3axXBOproBaHHs. DakTOpW PHU3HKY KIACH(IKYIOTHCS SK Ti, IO TOYHO,
BIpOTiJTHO, MOXKJIMBO Ta HeBiporigHo moB’si3aHi i3 JII'. ToyHO TOB’sI3aHUMU € Taki, SKi 3a JaHUMH
0aratboX eIMiJeMIONOTIYHUX JOCHIKeHb MaioTh 3B’sa30k 13 JII', Hampukmam Aeski aHOPEKTHUYHI
npernapaTy, o 3acTocoByBayucs y 60-x pokax. Biporinnumu (akropamu BBakaroThCs Ti, acoriamis 3 JII
SKUX Oyja JOBEICHAa B OJMHHYHMX JOCIHIKEHHSX. MOXKIMBOIO acolialis BBOKAEThCS, SIKIO MEXaHI3M
Il cXoXuil 3 TakuM i (hakTopiB, IO TOYHO abo BiporimHo moB’s3aHi 3 JII', ane nocmikeHb 3
MITBEP/HKEHHS I[bOTO 1€ HE MPOBOJWIOCS. MajoBipOriTHUM BBaXa€ThCs (AKTOp, Uil BHU3HAYCHHS
3HA4YEeHHS SKOro Oyll0 MPOBEACHO emiJIeMIONIOTIYHI JOCHiKeHHss 1 3B’s30k 13 JIIT He Oyio
npoaemoHcTpoBaHo (Montani D, Bergot E, Gunther S, Savale L, Bergeron A, Bourdin A, Bouvaist H,
Canuet M, Pison C, Macro M, Poubeau P, Girerd B, Natali D, Guignabert C, Perros Fdr, O'Callaghan DS,
Jais X, Page 30 of 192 ESC & ERS PH Guidelines Tubert-Bitter P, Zalcman G, Sitbon O, Simonneau G,
Humbert M. Pulmonary arterial hypertension in patients treated by dasatinib. Circulation
2012;125(17):2128-2137. 886 Savale L, Chaumais MC, Cottin V, Bergot E, Frachon In, Prevot Gg,
Pison C, Dromer C, Poubeau P, Lamblin N, Habib G, Reynaud-Gaubert M, Bourdin A, Sanchez O,
Tubert-Bitter P, Jais X, Montani D, Sitbon O, Simonneau G, Humbert M. Pulmonary hypertension
associated with benfluorex exposure. Eur Respir J 2012;40(5):1164-1172. Savale L, Sattler C, Gunther S,
Montani D, Chaumais MC, Perrin S, Jais X, Seferian A, Jovan R, Bulifon S, Parent F, Simonneau G,
Humbert M, Sitbon O. Pulmonary arterial hypertension in patients treated with interferon. Eur Respir J
2014 Oct 16. pii: erj00579-2014. [Epub ahead of print] Simonneau G, Gatzoulis MA, Adatia I,
Celermajer D, Denton C, Ghofrani A, Gomez Sanchez MA, Krishna Kumar R, Landzberg M, Machado
RF, Olschewski H, Robbins IM, Souza R. Updated clinical classification of pulmonary hypertension. J
Am Coll Cardiol 2013;62(25suppl):D34-41. Erratum in J Am Coll Cardiol 2014;63(7):746 Definite
clinical associations Page 27 of 192).

[ommupenicts JII' npu xponiuniii cepuesiii HepoctaTHOCTI (CH) 301bIIyeThest 13 301IbIIEHHIM
¢ynkuionaneHoro kmacy. Jlo 60% mnamieHTiB 13 3HaYHMM 3HIDKEHHSIM CHCTOJIYHOI (yHKIIi JIIBOTO
nutyHouky (JIII) ta qo 70% mamienTiB 13 piacroniyHoro aucoyskmiero JIII moxyte matu JII' (Ghio S,
Gavazzi A, Campana C, Inserra C, Klersy C, Sebastiani R, Arbustini E, Recusani F, Tavazzi L.
Independent and additive prognostic value of right ventricular systolic function and pulmonary artery
pressure in patients with chronic heart failure. J Am Coll Cardiol 2001;37:183— 188.). Knamanui Bagu
JIBUX BIAAUNIB TaKOX MOXYTh cynpoBomkyBatucs JII': maibke y 100% mamieHTIB 3 BaKKOIO
CUMIITOMHOIO MITpPalbHOIO Bajo0 Ta y 65% 3 CUMOTOMHMM aopTaibHUM cTeHo3oM (Badesch BD,
Champion HC, Gomez-Sanchez MA, Hoeper M, Loyd J, Manes A, McGoon M, Naeije R, Olschewski H,
Oudiz R, Torbicki A. Diagnosis and assessment of pulmonary arterial hypertension. J Am Coll Cardiol
2009;54(1 suppl):S55-56. Vahanian A, Baumgartner H, Bax J, Butchart E, Dion R, Filippatos G,
Flachskampf F, Hall R, lung B, Kasprzak J, Nataf P, Tornos P, Torracca L, Wenink A, ESC Committee
for Practice Guidelines (CPG), Priori SG, Blanc JJ, Budaj A, Camm J, Dean V, Deckers J, Dickstein K,
Lekakis J, McGregor K, Metra M, Morais J, Osterspey A, Tamargo J, Zamorano JL, Document Review,
Zamorano JL, Angelini A, Antunes M, Fernandez MAG, Gohlke-Baerwolf C, Habib G, McMurray J,
Otto C, Pierard L, Pomar JL, Prendergast B, Rosenhek R, Uva MS, Tamargo J. Guidelines on the
management of valvular heart disease: The Task Force on the Management of Valvular Heart Disease of
the European Society of Cardiology. Eur Heart J 2007;28(2):230-268).

JI' moxe 3ycTtpivatucss y Outbme 50% mamieHTiB 13 XPOHIYHUMHU  OOCTPYKTUBHUMU
3axBoproBaHHsAMH JiereHb (XO3JI) tsxkkoro crymento. Ilpu npomy, JII' wactime e m’skoro. Ilpum
KoMOiHa1ii sereneBoro gpidopo3y 3 emdizemoro JII' 3ycTpivaerbes yacrime 1 cTymisb ii Outemmii (Lettieri
CJ, Nathan SD, Barnett SD, Ahmad S, Shorr AF. Prevalence and outcomes of pulmonaryarterial
hypertension in advanced idiopathic pulmonary fibrosis. Chest 2006;129:746—752. Cottin V, Nunes H,
Brillet PY, Delaval P, Devouassoux G, Tillie-Leblond I, Israel-Biet D, Court-Fortune, Valeyre D, Cordier
JF. Combined pulmonary fibrosis and emphysema: a distinct underrecognised entity. Eur Respir J
2005;26(4):586-593). JIT' npu xponiuniii TEJIA y 74,8% mallieHTiB BiIMIYa€ThCSA B aHAMHE31 €IMi30/IH
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roctpoi TEJIA (Pepke-Zaba J, Delcroix M, Lang I, Mayer E, Jansa P, Ambroz D, Treacy C, D'Armini
AM, Morsolini M, Snijder R, Bresser P, Torbicki A, Kristensen B, Lewczuk J, Simkova I, Barbera JA, 6
Page 31 of 192 ESC & ERS PH Guidelines de Perrot M, Hoeper MM, Gaine S, Speich R, Gomez-
Sanchez MA, Kovacs G, Hamid AM, Jais X, Simonneau G. Chronic thromboembolic pulmonary
hypertension (CTEPH): results from an international prospective registry. Circulation
2011;124(18):1973-1981.). AcoriiiioBani ctanu BKIroUad y 31,9% BumnaakiB TpoMOodiiuni po3iaau ta
B 3,4% — crmuienektoMito. OCTaHHI JaHi TOBOPATh, Mo 3,8% Tux, xTo BMkHB micias roctpoi TEJIA,
MoxyTb Matu JII" ipu xponiuniit TEJIA, Xo4ya OUIBIIICTh €KCIIEPTIB BKa3yIOTh Ha mommmpeHicts — 0,5-2%
(Pengo V, Lensing AW, Prins MH, Marchiori A, Davidson BL, Tiozzo F, Albanese P, Biasiolo A,
Pegoraro C, lliceto S, Prandoni P. Incidence of chronic thromboembolic pulmonary hypertension after
pulmonary embolism. N Engl J Med 2004;350(22):2257-2264.)

Komenmap pooouoi epynu:
B Vkpaini oanux npo nowupenicms i cmepmuicmo 6i0 JII' ma ii pisnux ¢hopm Hemae, wo nos’s3aHo
3 IOCYMHICMIO €0UHO20 MEMOOUYHO-KOHCYTbMAMUBHO20 YEHMPY M PeECmpy Yux nayicHmis.

2. BM3HAYEHHSI, KIIIACU®IKALISL, POPMYJIIOBAHHSI TA KOJIYBAHHSA
JIATHO3Y

3rigHO 3 BH3HA4YeHHsAM €Bporelcbkoro ToBapucTBa Kapamionorie (€TK, 2008), JII' — me
reMOJMHaMIYHUN Ta NaTo(i310J0TIYHMIA CTaH, SIKUN XapaKTepU3yeThCs MiABUILIEHHSM CEPEIHbOTO TUCKY
B jereHesiid aprepii (JIA) > 25 MM.pT.CT. Ta OIIHIOETHCS 32 JJAHUMHU KaTeTepU3allil MpaBUX BiIJIUIIB CEPIIs
(KIIC).

Crin 3BepHYTH yBary Ha Te, mo ekcreptu 3 JII' y cBoeMy BU3HAUYE€HHI BUKOPUCTOBYIOTH MOHSATTS
«cepenHiit Tuck» y JIA, y Toit yac, sk 3a ExoKI™ nocnimkeHHsIM pu HENpsMOMY BU3HA4Y€HH1 THCKY y JIA
Bkazyetbess CTJIA. Cepenniii THCK BH3HaudaloTh 3a ¢opmynamu (ix jgekinbka). Haifgacrimre
BUKOPUCTOBYEThCS popmyna Xikema: Pm =A/3+Pd, ne Pm — cepeaniii quHamiyHuii apTepiadbHUN THCK Y
MM.PT.CT., A — IyJIbCOBUH THUCK y MM.pT.CT.; Pd — MiHIManbHUI a00 A1aCTONIYHUN apTepialbHUI TUCK Y
MM.pT.cT. a00 3a JOCUTh PO3MOBCIO/PKEHOI0 (Qopmynoro: Pm = 0,42A+Pd, ne A — nynscoBuii, Pd —
miacTomiuHuid THck (Mm.pT.cT.). Y Takuit cnocid6 CTJIA, mo BusHauaetbcss npu ExoKI', Bummii
3a3Ha4yeHoro y Bu3HaueHHi JII' 1 1e BBaXKa€eThCsi HOPMOIO.

ITin Tepminom nereneBa aptepianbHa rinepteHsis (JIAL') posymitors JII', skxa remMonuHaMivyHO €
npekaniaspHoro (T3JIA < 15 mm pr.ct., JICO > 3 WU) Ta HemMae iHIIUX NpUYMH AN il BAHUKHEHHS, a
caMeé 3axBOpIOBAHb JIereHb, XpoHIYHOiI TpomOoemOomiyHoi JII' (XTEJI') abo 1HmMX piakux
3aXBOPIOBaHb.

KJJACHU®IKAIIS JETEHEBOI I'IITEPTEH3IT
B 3anexHocTi Big 0cOOIMBOCTEN reMOJMHAMIKM MaJIOro KOJia KPOBOOOITY PO3PI3HSIIOTh HACTYIIHI
Bujau JII' (Tadm. 1).

Tabnuya 1. TemoauHaMiuHe BH3HAYEHHSl JiereHeBOi rimepreHsii 3a pe3yJbTaTaMu
Karerepu3auii nopoxkuuH cepus (KIIC)*

Busnavyenus XapakTepucTuKH Kainiuni rpynu

Jlerenena rinepten3is (JII) Cepennii  JIAT > 25| Veci
MM.pT.CT.

[Ipekaminspua Cepenniii JIAT > 25| l.JlereneBa  aprepiajibHa
MM.PT.CT. rinepreH3is
T3JIA > 15 mm.prcrt., | 2. JII, 1mo BuHMKIA
cepleBHid BUKHJI | BHACTIZOK 3aXBOPIOBaHHS
HOpMAaJIbHUM a0o | mereHiB
3HIKCHU I 3.XpoHiuHa

TpoMOoeOomiyna JII
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4 JII" i3 HeBigomMumu abo
MYJIbTH()AKTOPHUMHI
MeXaHI3MaMH
[Moctkaninspua JII Cepenniit JIAT > 25 mm | JIT BHACJI/IOK
[3ompoBana noctkaninapua | PT- €T, 3aXBOPIOBAHHA JBHX
T3JIA > 15 mm pr. cT., BIJUTUTIB cepIist
Kom6inosana noct | AL T<7 mm pr.cT. Ta/abo | JII' 13 HeBimomuMmMu abo
KarminspHa Ta npe Kamizspaa | J1CO =3WU MyIbTH(AKTOPHIMHU
Jr AI'T >7 MM pr. CT. | MEXaHI3MaMH
Ta/abo
JICO > 3WU

* 3rigHo 3 pekomenpanismu ESC-ERS, 2009
JAU'T — nmiacTonmiuHMii Tpagi€HT THUCKY (A1acTONYHUN THCK B JIETEHEBiH aprepii — cepeAHiil THuck
3axnuHIOBIOBaHHA T3JIA).

Kniniuni cranm 3 HasHicTio JIIT mopminsioTeess Ha 5 Tpyn 3 Pi3HOMAHITHUMH IIaTOJOTIYHHUMH,
1naTo}i310JI0TTYHUMH, IPOTHOCTUYHUMH OCOOJIMBOCTSAMU Ta MiAX0JIaMU JI0 JIIKYBaJTbHOI TAKTUKH.

OnogJleHa KiIiHiYHA KJIacupikanis JereHeBoi rinepreHsii

(3rimno 3 ESC-ERS-2015)

1. JlereneBa aprepiaabHa rineprensis (JIAI')

1.1. InionaTuyna (1JII")

1.2. Cnankosa:

1.2.1. Myrartis reHy, o KoJaye perentopu MOppOreHeTHYHOTO MPOTEiHY KICTKOBOTO MO3KY —
BMRP2

1.2.2. [Hmi myTtamii

1.3. JIT', acomifioBana 3 JikaMH a00 TOKCHHAMH

1.4. JIT', acowiiioBaHna:

1.4.1. I3 3aXBOpIOBAHHSAMH CIIOJIyYHOT TKAHUHU

1.4.2. BUI-indexmismu

1.4.3. IlopTasibHOIO TiNEPTEH3IEI0

1.4.4. VYposkeHrnMH BalaMH cepls

1.4.5. luctocomo3om

1’ BeHoOKTI03UBHA XBOpOOa JIereHiB 1/a00 reMaHrioMaTo3 JereHeBUX KanispiB:

I’1. Inionatuyna

1’2 CnagkoBa:

1’2.1. EIF2AK myTarttis

1°2.2. Tamni myranii

1’3.IamykoBaHa JlikaMu, TOKCHHAMH Ta PaIiaIliero

1’4 AcouiiioBaHa 3:

1’4.1. 3axBOprOBaHHSAMH CIIOIYyYHOI TKAHWHH

1°4.2 BUI-indekmismu

17 Ilepcucryroua JII' HEMOBIIAT.

2. JIT', acouiiioBaHa 3 ypaKeHHsIM JIiBOi 10JIOBUHH cepust

2.1. CucroniuHa qUCYHKIIIS JIIBOTO HUTYHOUKY

2.2. MiacroniyHa AUCHYHKIIS JIIBOTO IUTYHOUKY

2.3. 3axBOproBaHHS KJIallaHiB

2.4. Bpomxena/naOyra oOCTpyKIIisi IPUTOKY/BIATOKY Ta BPOJKEHA KapJioMionaris

2.5. BpomkeHi/HaOyTi CTEHO3U JIETEHEBUX BEH

3. JIL', acouiiioBaHa i3 3aXBOPIOBAHHAMM JIereHiB Ta/a00 rinokcie

3.1. [Tpu xpoHiuHI 0OCTPYKTHUBHIN XBOPOOI JIETCHIB

3.2. [Tpu inTepcTHLIIATBHUX XBOPOOAX JIETCHIB
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3.3. [lpy iHmMHKX 3aXBOPIOBAHHSAX JIETEHIB 31 3MIMIAHUMH OOCTPYKTHBHO-PECTPUKTHBHUMHU
OpUYNHAMHA

3.4. Ilpu nopymeHHi IUXaHHs i 9ac CHy

3.5. [Ipu rinoBeHTWIISIIHIN TATOJIOT1] AJIbBEOJT

3.6. [Ipu xpoHiyHOMY TIepeOyBaHHI Ha BUCOKOTIp 1

3.7. [Ipu Bajgax po3BUTKY JIETCHIB

4. XpoHiuHa NOCTTPOMO0eMO0JIiYHA JIeTeHeBA TinepTeH3ia

4.1. Xponiuna TpomboemOosiuna JII'

4.2. Tnmi oGcTpykuii JereHeBoi apTepii:

4.2.1. Anriocapkoma

4.2.2.Inuni iHTpaBaCKyJISPHI MyXJIHHU

4.2.3.Aprepiit

4.2.4.BpoKeHi CTEHO3H JIETEHEBUX apTepiit

4.2.5. IlapazutapHi ypakeHHs (THIaTHA0313)

5. JII' i3 HeBitoMumMu Ta/a60 6araToGakTOPHUMH MeXaHi3MaMHu

5.1. I'emaTosoriuHi 3aXBOPIOBaHHS: XPOHIYHA TEMOJIITHYHA aHeMis, MiejgonposidepaTuBHi
3aXBOPIOBaHHS, CIUICHEKTOMIs
5.2. CucteMHi 3aXBOPIOBaHHS, CapKOi03, TicTionuTo3 X, JiMdaHrioneiioMmioMaros

5.3. MetabomiuHi NOPYIICHHS: XBOPOOW HAKONMWYEHHsS TJIKOTeHY, XBopoba ['omie, 3aXBOprOBaHHA
IIMUTOBHUJIHOT 3aJ103U

5.4. [Hmi mpuuywHM: JIereHeBa MyXJIMHHA TPOMOOTHYHA MiKpoaHriomarisi, (iOpo3yrounii
MEJIIaCTUHIT, XpOHIYHA HUPKOBA HEJOCTATHICTh, cermeHTapHa JII°

Kniniyna knacudikamiss JIAT, acormiiioBaHoi 13 BpOKEHUMH BaJaMd CEpIs, 3TiTHO 3
pexomennamissmu ESC 2015:

- cungpom Eiizenmenrepa (BKIOYae BCi BENHMKI IHTpa- Ta EKCTpakapAialibHI JOeQeKTH, sKi
MOYMHAJIUCS 3 CUCTEMHO-JIETEHEBOI'0 IIYHTYBAHHS Ta MPOrpecyBajld 3 4acOM JI0 3HAYHOTO ITiJIBUILIEHHS
nereneBoro cyauHHoro onopy (JICO) Ta BUHUKHEHHS 3BOPOTHOTO (JIEr€HEBO-CUCTEMHOT'0) IIYHTYBaHHS
a0o0 IIYHTYBaHHS B 000X HampsMKax; [[iaHO3, BTOPUHHUN €pUTPOLIUTOM, MHOKUHHE ypa)kKeHHsI OpraHis,
SIK TIPaBUJIO, TIPUCYTHE)

- JIAT' acouiiioBaHa i3 CHCTEMHO-JIETEHEBUM IIYHTYBaHHSM KOPErOBaHUM a00 HE KOPErOBaHUM
(Brirouae momipHi abo Benuki aedext, JICO He3HauHo abo MOMIPHO MIABUIICHUH, IIYHTYBaHHS 3J1iBa
Ha MpaBo NPEBANIOE, I1aHO3 y CIIOKOT HE BUHUKAE)

- JIAT" va ¢oni manux aedekrtiB (3HayHo migBuieHuid JICO Ha doHi Manoro pos3mipy nedekra
(edeKT MIKIUTYHOUKOBOI NMEPETUHKU MeHIe 1 cM, JeeKT MiKiepeacepIHoi MepeTHHKU MEHIIe 2 cM
3riJHO JaHMMM €Xokapaiorpadii), BBaXKaeTbcs, 110 TaKUH Maauil po3Mip HE MoOXKe OyTH MPUYUHOIO
niasumends JICO, kiiHiYHAa KapTuHa Jyxke cxoxa Ha imionmatnuny JIAD; 3akputra nedexry
MIPOTUIIOKA3aHO)

- JIAT' micns kopekuii nedexTy (Bpo/UkeHHa Bajga Oyna CKOpPUroBaHa aie 3pasy Micis
ONEepaTHUBHOTO BTPYYaHHS abo0 depe3 MICALI/POKM TICHs omepamii Npu BIACYTHOCTI 3HA4YHOTO
nicisgonepaniifHoro ypaxenns Bunukae JII)

B 3anexHocTi Bii pIBHIO Ypa)K€HHS JIET€HEBO1 apTepii pH XpoHiuHii TpomboeMOomiuHiit JII' icHye
KJIacudikaiiss Jamieson 3a gaHuMu aHriorpadii JereHeBUX CyAUH:

- tun [. TpoMOu 3HaXOASATHCS B IICHTPATBHUX JIETEHEBUX apTEPisix

-tun II. Hemae TpomOiB B LEHTpaJIbHUX CyIWHaX, € MOTOBIICHHS IHTUMM Ta YPaXX€HHS OCHOBMX
JOJTHOBUX Ta CETMEHTApHUX apTepii

- tun III. YpakeHHs 0OMeX)eHO cerMeHTapHUMU a00 CyOcerMeHTapHUMH JIETeHEBUMU apTepisiMU

-tun [V. YpaxeHnHs qpiOHUX TiI0K.

Xipypriune JnikyBaHHs mnpoBoauThes npu [-III tumax ypaxenns (mpu III Tumi, sk mpaBuiio,
MPOBOANTHCS OanoHHa aHriomactuka). [Ipu tumi [V Xipypriuxe jikyBaHHS HE TOKa3aHe.

CporonHi ekcrepTd Ta BYEHI OUTbIIY yBary HpUIUIAIOTH JIETEHEBil apTepianbHil rinepreHsii
(JIAT'). Moga i#ime npo 1, 3 1 4 nynktu kinacudikaiii, ToMy o came npu npekamiisspaux gopmax JII'
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(Tabn. 1) Big3HAYAETHCS THKKUN MPOTHO3 3aXBOprOBaHHA. Po3poOka CydacHUX BHIIB JIKYBaHHS TaKOX
B1IOYBAETHCS ISl IIUX TPYI XBOPHUX, 110 HE 3aBXKIU MOKe OyTH anpoKcuMoBaHO Ha iHm Gopmu JIT.

Hns ominku crynenst JIIT mpu Bcix (opmax BHUKOpPHUCTOBYIOThCS pexomenaanii BOO3 (2003) 3
BHJIUICHHSIM 3-X CTYIEHIB IMiABUIICHHS THUCKY B JIA:

Jlerkuii 25-45 MM.pT.CT.

Cepenniit 46-65 MM.pT.CT.

Bupaxxenwnii — Ginbie 65 MM.pT.CT.

Bianosigno nmo ¢ynkmionansHux kiacie CH exkcnmepramu BOO3 (1998) Oyna 3ampomoHoBaHa
¢bynkuioHanpHa kiacH Qixamis JII:

I ®K — Hemae 3HaYyHOTO OOMEKEHHS 3BHYalHOI (DI3WYHOI aKTUBHOCTI, 3BHYaliHa aKTHUBHICTh HE
BUKJTUKA€E MMOCUJICHHS 3aMIIKH, cI1a0KOCTi, 600 B TPY/IHIH KIIiTHHI, mpecuHkore (0e3cummnromua JII').

II ®K — nomipne 3MeHmeHHS (i3MYHOT AKTUBHOCTI; y CIIOKOi JUCKOM(OPT BIICYTHIH, aie
3BHYAHUN PIBEHb AKTUBHOCTI BHKIIMKAE TOSBY MOMIPHHUX CHMIITOMIB (3aJHILIKH, CJIAOKOCTi, O0Jt0 B
TPYJHINA KIIITHHI, TPECUHKOIIE).

III ®K — 3Ha4yHe 3HMWKEHHS (PI3UYHOI AKTUBHOCTI: Y CIIOKOi AHUCKOM(OPT BIJACYTHiH, ajge MEHIIUH,
HIX 3BUYaiHUI, piBeHb aKTUBHOCTI BUKIIUKAE TIOSABY MOMIPHUX CUMITOMIB (3aJUIIKH, cTAaOKOCTI, OO0 B
IpyIHiN KITITHHI, TPECHHKOTIE).

IV ®K — 3agumka Ta/abo clabKiCTh y CHOKOi: CUMITOMM 30UIBLIYIOTBCS NMPU MIHIMAJIBHOMY
HABaHTAXXCHHI, HE3/IaTHICTh BHKOHYBATH Oyab-siKi ()i3WYHI HABaHTAXEHHS, MOXYTb OyTH NpPUCYTHI
O3HAKH MPABOILIYHOYKOBOI HEJIOCTATHOCTI.

OdyHkmioHanbHa Kiacu(ikalis BaKIWBa I OIIHKK TSKKOCTI Ta mporHo3y xBopux Ha JIAT, a
TAKOX JIJIs TIOKa3aHb 11010 PI3HUX METO/IB JIIKYBaHHS Ta OI[IHKH PE3yJIbTATIB iX 3aCTOCYBaHHS.

3. MOP®OJIOT' TYHI 3MIHM IIPU JIETEHEBIA I'IIEPTEH3II

s Bcix popm JIAT 3aranbHEMHU O3HAaKaMu € rinepTpodis Ta/abo muiaTamis MpaBoro MITyHOUYKA
(TILL), nunararis npasoro nepeacepas (I1I1), po3mupenHs 0cHOBHOTO cTOBOYpa Ta roJOBHUX T'iIoK JIA.
Crinka cToBOypa Ta BEIMKHUX TUIOK CTa€ TOBCTIIIOW. Big3HauaeThcs mimoino3 iX cTiHOK. [HTMMa mae
JIeKUIbKa eMacTUYHUX MeMOpaH, 1110 HaJatoTh i mapysaroi OynoBu (puc. 1).

Puc.1. Cminka senuxoco cmosbypa JIA. lllapysama 6yoosa inmumu

CryniHb BUPaXEHOCTI IUX 3MIH 3aJIeXKUTh B BHCOTH THCKY B JIA, BEIWYMHH JIETr€HEBOIO
cyaunnoro onopy (JICO) i TpuBasnocTi 3axBoproBaHHs. Pi3Hi piBHI onopy npu mpe- i moctkamispuii JII'
MO3HAYAIOTHCS] HA MOP(OIIOTIUHINA KapTHHI JIETEHEBUX CY/UH.

[Tpu npekanimsipuux ¢opmax JII' (JIAT), y nepury uepry npu UII', sik eTanoH maToricToJOr4HUX
3MiH 1 KIiHIYHUX TIposiBiB JIAT, 10 maTOMOTIYHOTO MPOIeCy MPUETHYIOTHCS JIETEHEB1 apTepil MepeBaKHO
apibHoro kamiOpy (40-300 mMxMm y miameTpi), 3MiHM B CyAMHax cuctemMu JIA 3HauHO BHpakeHi Ta
CTOCYIOTBCSl BCIX INapiB CTiHKH: Tpoiideparis iHTAMH, aX A0 oOmiTeparii cynanHU. XapaKTepHUH
PO3BUTOK BHYTPILIHHOJETEHEBUX IIYHTIB 1 YTBOPEHHsS IJIOMYCHMX aHacToMo3iB. Yacto (3a HammMu
naHuMu 01u3bK0 90%) y ApiOHUX CyauHaX JIETe€HIB BUABIIAIOTHCS MIKPOTpOMOO3H (puc. 2).

Mopdonoriuni  o3naku JIAI' mnpu  cUCTeMHHX  3aXBOPIOBAaHHSAX  CHOJIYYHOI  TKAaHHHU
cnocrepiratotbes y 80% malieHTiB, NpyU NOPTaNbHINA TinmepTeH3ii y 6 pasiB yacTilie, HiXK Yy 3arajibHii
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nonynsnii, mpu BIJI — y 600 paziB yacrimie, HiX y 3araibHiid MOMyJsii, cepea THX, AKi NPUAMAIOTH
npenapar aMiHOpEeKC, 10 3HUXKYE aneTuT, yactota JIAT B 52 pa3iB BuIa, HIX y MOMYJISAIIII.

Puc. 2. Ilponighepayis inmumu y OpioHill 1eceHesitl CyOUuHi.

[Tpu noctkaminspuiii JII' B apTepionax i ApiOHUX apTepiax BUpaKeHa rinepTpodis HUPKYISIPHUX
M’SI30BHX BOJIOKOH, 3’SBJISIIOTHCSI JTOJIATKOBI €JacCTUYHI MeMOpaHM Ta TO3[OBXKHIM M S30BHH 1mIap,
PO3TalIOBaHUM 3CEepeMHM BiJ BHYTPIIIHBOI €1acTUYHOI MeMOpaHM. XapakTepHUM € BHpakeHa
rinepTpodist M’I30BUX €NEMEHTIB APIOHUX BEH, CKJIEPO3 iX IHTUMH.

Icuye nexinbka mopgonociunux knacugikayiu JIAI. Y 1958 p. Heath et Edwards nanmanm
KJIIACUYHHUIA OMHUC CTPYKTYPHUX 3MiH jereHeBuX cyauH npu JIAT, posginuBmm ix Ha 6 cramiii: | cranmis
(rimeptpodis menii) i Il (kaiTuHHA nposidepaliiss IHTUMH) € TTOYaTKOBHUMH Ta, MOXJIMBO, OOOPOTHUMHU.
Cramis III xapakTepusyeThCsl OKIIO3IMHMMH TPOCBIT 3MIHAMH — MOAAJIBIINM ITOTOBIIECHHSAM MEii,
rinepruiazii iHTUMU Ta ¢iOpo3HOo-enacTuyHOoi TkaHuHH. Cramis [V — BUTOHYEGHHS Memii, auiaTaIlis
CYyIWHH, OKIIt03is ii mpocBity ¢iOpo3Horo TkanuHowo. III cramis — B HalKpamoMy BUNAJKY YacCTKOBO
obopotHa. IV cramis —alcomoTHO HeobGoporHa. Cramii V 1 VI € TepMiHaJIbHUMH — BHMHUKAIOTh
aHT1OMaTO3HI 3MIHM y BUIJISAI MHOXUHHMX TOHKOCTIHHHUX CYIMH, SIKI IPOJOBXKYIOTHCS y Kamuispu
cTiHOK anbBeol (V), GpiOpuHOIAHMI HEKpPO3 1 TSKKUN peakTHUBHHMH 3alalbHUN eKCyAaT y BCIX Iapax
cyauH (VI).

OnHak KJIiHIYHE 3HAYEHHsS BHSBIICHHS XapakTepHUX Juis JIAD ricTomoriyHuX 3MiH y JIET€HEBHX
CyIuHaxX HE3HayHe, TOMY IO JUId iX BUSBIEHHS HEOOXiJHA MPHUKUTTEBA O10MCis JiereHiB (BiakpuTa abo
€HJIOCKOIIIYHA), KA Terep He PEKOMEHIYEThCS Y 3B’ 513Ky 3 MOXKIIUBICTIO CEPHO3HUX YCKIIaHEHb.

Excniepramu BOO3 y 1998 porii 3anponoHoBaHa MopgoJioriyHa Kiacudikallis ypaxkeHb CyJIuH IpU
JIT', sixa Oyna moaudikoBana Ha BcecBiTHboMy cumno3siymi 3 JIAD y Benenii y 2003 p. (tabn. 2). s
kiacudikaiisi Mae 3HaYeHHS NOpu MoposoriuHiid iAeHTUdIKalli 3aXxBOPIOBaHHS IIBHUJIIE 3a BCE
MIOCMEPTHO.

Komenmap pooouoi cpynu:
B Vxpaini cmanom na 01.01.2016 p. Aminopexc He 3apeecmpogaHull ax IiKapcyKuil 3acio.

Tabnuya 2. Mopdosoriuna kjaacugpikanisi BacKyJaonariii npu JiereHesiii rineprensii

Kaacudikauis 2003 p. Tunosi mop¢oJioriuni o3HaKku

1. Inexcudopmui nomkomkeHHs, 3/ | [lnekcudopmui nomkomkenns. I'ineprpodis

6e3 TPOMOOTHYHUX MOUIKO/KEHb Meii.

2. TpoMOOTHYHI 3MiHU TpomOu (cBiXki, IO OPTaHi3OBYIOTHCS, OpPraHi3oBaHi 1

CUTOIOAIOHI pekaHai3arlii);

Pi3Huit crynine rineptpodii Meaii, BIICYTHICTh
TIeKCH(OPMHUX TIONITKO/KEHb

3. BonmwoBana rineprpodis memii [ToToBIICHHS cepeaHbOI M’ I30BOT 00OJIOHKHI

M’SI30BHX apTepil, BIICYTHICTh BUPAKEHUX 3BUYANHUX 1
OOCTPYKTHBHHX 3MiH IHTUMH
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4. ®i6po3 iaTHMH Ta TinepTpodis | ExcienTpuyHa ab0 KOHIIEHTpUYHA IIapyBaTa

menii npouidepanis ta $idpo3. PizHuit cTynine rineprpodii
MeJIii; BIICYTHICTh TPOMOOTHYHUX a00 TUIEKCU(DOPMHHUX
TIOIIKO)KCHb

5. I3onpoBaHU# apTepiit AxTuBHMI a0o0 3racarouuil  apTepiit, OOMEKCHHI

JIETEHEBUMHU apTEpPisIMU; PI3HUHA CTYHiHb TinepTpodii
Menii, pidpo3y IHTUMH Ta TPOMOOTHYHHUX TOIIKO/KEHb;
BiJICYTHICTb TUIEKCH()OPMHUX MOLIKOKEHb

6. JlereneBa BeHOOKITIO31iiHA XBopoOa | DiOpo3 IHTUMH Ta peKaHaTI30BaHI TPOMOM, OKJIIO31HI
apTepianizoBaHi BEeHH OBHOKPOBHI

7.JlereneBuii KanisIpHAMA HoBoyTBOpeHHsI TOHKOCTIHHMX KPOBOHOCHHUX
reMaHTioMaTo3 CyIWMH Yy JEreHeBil MmapeHximi, mieBpi, OpoHXax Ta
CTIHKaX JISTCHEBUX BEH 1 apTepii.

4. IATOTEHE3 JIETEHEBOI I'IMEPTEH3I

[Tatorenernuni mexanizmu JII' pi3HOMaHITHI, TpUYOMY, B 1i BUHHUKHEHHI i MPOTrpECyBaHHI MpPHU
PI3HUX 3aXBOPIOBAHHSAX MOXYTh OpaTH y4acTb JAeKinbka (pakTopiB ogHOYacHO abo mociigoBHo. Ha doni
HOBHX IPEJCTABICHb KIIOYOBOIO JIAaHKOIO maroreHe3y JII' € mucdyHKIis €HAOTENiI0 JEereHeBUX CyIUH.
Bona Moe BUHUKAaTH 4epe3 CMaJIKOBI MEXaHi3MH Ta Mij BIUIMBOM ()aKTOPIiB 30BHILIHBOTO CEPEIOBUIIA,
SKi 3MIHIOIOTH 0anmaHc MeTaboIi3My OKCHIY a30Ty, 3 OJHOTO OOKY, i €HJOTENIHY Ta TPOMOOKCAaHy — 3
iHIIoro. Lle mpu3BoIUTH 10 NOPYIIEHb BA30aKTUBHOCTI JIETEHEBUX CYJUH 1 X BAa30KOHCTPHUKIIII.

OnHUM 13 KIIFOYOBUX MOMEHTIB € 30UIBIICHHS! KOHIICHTpAIii eHJI0TEiHy Ta aKTHBAIis PEUEnTOpiB
10 HbOTO. [IpHunHOI0 POCTY KOHIIEHTpAIIl EHAOTENIHY MOXKe OyTH sIK 301IbIICHHS HOro MpOAYyKIIii, Tak i
3MEHIICHHS Oro yTHIIi3alii B JIeTeHsX. [HIIMM BakIMBUM MexaHi3MoM y maroreHesi JII' € mopymeHHs
cuHTe3y abo nocrynHocti NO. Baromum enementom y nmatorenesi JII' € Takox aktuBaiiisi TpOMOOLIUTIB,
sIKa CYIPOBOKYEThCS BUBUIBHEHHSAM LIJIOTO psiAy O010J0TYHO aKTUBHUX PEYOBHH: CEPOTOHIHY, (PaKTOPIB
3rOpTaHHS KpoOBi, TpoMmOomuTapHoro akropy pocty. HacimigkoMm IpOro € HmpOKOaryiIssHTHUH CTaH y
cucremi JIA Ta BUHMKHEHHS TPOMOOTHYHHMX YCKJIQJHEHb. YCl 3a3Ha4y€Hl MOPYLIEHHS MPU3BOASITH /10
OCHOBHMX HAcCIiJKiB AUCOYHKILII €HAOTeNilo, fAKi XapakTepHi Juis Bciei 1-oi rpynmu — jnecenegoi
apmepianvhoi einepmen3ii (JIAL):

1. Ba3oKOHCTpPHUKIIIT;

2. Pemonynsuii cyauH;

3. TpoMOOyTBOpEHHS.

3a3HaueHl MexaHi3Mu po3BUTKY JIA € 3aranbHuMu i Beiei rpynu JIAT (cxema 1).

Onnak JIAT" mpencraBisieTbes 3a MaTOr€HE30M HEOJHOPIIHOIO TPYIO0 Ta JuId KoxkHOoro Buny JIAT
€ 11 1 101aTKOB1 MEXaH13MHU 1i pO3BUTKY, 1110 HEOOX1/IHO BPaXOBYBAaTH B JIIKAPCHKIii MpaKTHUILL.

Cxema 1. Anroputm narogisionoriyaux 3min npu JIAT
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PHIME-dakTOpH TEHETHUHA CHHNBHICTE

lnokdA,
—*  EHOOTENiankHa 3AKYNOPEHHA NETEHEBMX
LHCYHKLIA CYOMH CEPOTOHIH, haKTOp

POCTY My XNMHK Gy HK LiA
NO, npocraumkniy, K+ - kaHanig

EHAOTENIH

nponide-
PALLA T 3L KOMAIOEHX
KMiTHH

AKTHEALLIA
TpombounTie

EHAOTENIANBHA
DMCHYHELIA

IMCYHKLIA NEreHeBux cyauH, okn3ia/ Tpomboembonia

L |

nporpecy BaHHATAT

Tak, myckoBi ¢akTopu B natorenesi UJII" 3anumaroTbes 10 KiHIS HE BUBUEHUMH. SIK IPaBUIIO, JIyKe
CKJIAJHO BWSIBUTU €AuHy npuumHy po3Butky LJII. Jlo i ¢opmyBaHHS MaioTh BigHOLICHHS Oarato
MEXaH13MiB, 110 PEali3yloThCs Ha PI3HUX PIBHIX — Bl TEHETUYHOI'O T4 MOJIEKYJIIPHOTO JI0 CUCTEMHOTO.
Astopu Koncencycy ekcrieptriB ACC i AHA (2009) BBaxkatoTs, mo B npomy BigHomeHnHi JIAIT moxHa
3pIBHATH 3 OHKOJIOTIYHMMH 3aXBOPIOBAHHSAMH a00 aTepOCKIEPO30M, BPaxOBYIOUHM BCIO CYKYIHICTb
MPUYMH, CIIPUSAIOUUX (PAKTOPIB 1 HATOr€HETUYHUX MEXaHI3MIB.

Ha cporoani onHi€ro 3 BiloMuX Npu4rH € MyTallis rena BMPR2, mo 3a3Buuail ycmaakoByeTbes 3a
ayTOCOMHO-/IOMIHAHTHUM THUIIOM 3 HEMIOBHOIO NIEHETPAHTHICTIO TeHa. Lleil BapiaHT Ha3MBa€eThCs «ciMelHa
JIAT » 1 3yctpivaerbes MeHIe Hix y 10% ycix BunazaxiB narosiorii. OiHak BCTAaHOBJIEHO, 110 ICHY€E TaKOX
ayTOCOMHO-pelecuBHI (OpPMH  YCMAIKyBaHHS JIETEHEBOI TIMepTeH3ili 1 BWAUIEHO O€37id 1HIINX
HereHeTMYHHUX npuuuH JII', mpu 1boMy 3HayHa 4yacTKa iX HE € OYEBHJHOIO MPUUYMHOIO PO3BUTKY Ili€l
HaTOJIOTi.

Hnst cnopaouunoi hopmu IJII" BUsBACHUHN LU psi MOKIMBUX (PAKTOPIB PU3UKY i1 PO3BUTKY: JIKU
Ta XiIMiyHi pedoBuHHU, BlJI-iHdekis, nopranpHa rinepTeH3is TOLO, sIKI BUKIMKaOTh po3BuTok IJII' 3a
HasBHOCTI TeHeTHuYHOi cxuibHOCTi. ToOTO Ha choroaHi Hemae cymHiBY, o LII' mpencrasnse rpymy
KJIIHIYHUX CUHAPOMIB 3 PI3HOIO €TIOJIOTIE0.

ITpu cnopamuuniit gopmi UII' e moke Oyt momimMopdizMm reniB, mo koayioTb NO-cHuHTa3y,
KapOamin-pocdar CHHTa3y, CUHTE3 NEPEHOCHUKIB CEPOTOHIHY, a00 1HIII CTUMYJIH, 10 BIANOBIJAIOTH 32
KOHTPOJIb POCTY JIETEHEBUX CYIUHHHMX KIITHH. ToOTO, OKpemi MaTo0iojioriuyHi mpouecu B KIITHHAX i
TkaHuHax xBopux Ha UJII" BctaHOBNIEHO, OJTHAK B3a€MOJIT IIUX MEXaHI3MIB y PO3BUTKY Ta IMPOTrPECyBaHHI
3aXBOPIOBAHHS TOYHO HEBioMi. Mo’KHa MPHUITYCTUTH, IO CMAJKOBa CXHWJIBHICTb peali3yeThCs Iif
BIIUBOM (DaKTOpiB PHU3MKY, BUKIMKAIOYM 3MIHM pI3HUX TUIIB KITHH (TpomOorut, I'MK,
SHJIOTeiallbHI, 3alanbHi KIITUHH), a TaKoXX B EKCTPALENIONSIPHOMY MAaTPUKCI JIETEHEBOTO
MIKPOIMPKYJISITOPHOTO pyca.

Jucbamanc MiK TpOMOOTMYHMMHM, MITOT€HHMMH, Ba30KOHCTPHUKTMBHUMHU (akTopamu Ta
MeXaHi3MaMHU 3BOPOTHOI Jii — aHTHKOAryJISTHTHHUMH, Ba30JWIATYIOUUMH, CIIPHUSE Ba30OKOHCTPHKII Ta
TpoMO03aM, npostihipaTUBHUM 1 3alaJIbHUM 3MIHAM B JIETEHEBUX CYIMHAX, 110 MPU3BOAUTH IO PO3BUTKY
Ta MPOrpecyBaHHs MaTOJIOTITYHUX OOCTPYKTMBHHMX MPOLECIB y JereHeBUX cyauHax, 30uibmenHs JICO,
nepeBaHTakeHHs Ta nexkommencarii [11L, cmepTi xBopux.

[Tpu TEJIA JII" po3BUBa€eTHCSI BHACIIOK 2-X OCHOBHUX MEXaHI3MiB:
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1) oOtyparii rinok JIA TpoMOOTHYHMMH MacamH i TOB’si3aHUM 13 nuM mnigsuieHHsM JICO, mo
MPU3BOJIUTH JI0 MIOPYIIEHHS SHI0TeMalbHOI (yHKIIT B cyauHax JIA;

2) BIUMBY pe(dICKTOPHUX 1 T'yMOpPaIbHHUX MEXaHI3MIB i3 BHUBUIBHEHHSM O10JIOTIYHO aKTUBHHX
PEYOBHH 3 €JIEMEHTIB TPOMOIB (IIEPEBaXHO TPOMOOIIMTIB), MO OCOOJIMBO BAXKIWUBO i1 (POPMYBaHHS
nocrrpomboem6bomiunoi JII' (cxema 2).

Cxema 2. I1aTorene3 OCHOBHMX KJiHiYHUX cumnToMiB mpu TEJIA

MexaHiuna oBCTpYKLIA nereHesoro Nerexesa Ba30KOHCTPHKLIA
CYIHHHOTO pycna (pednerTopHa, GioreHHi aminm)
3MEHLIEHHA 3MEHLLEHHA
. MNopyweHHA Mereneea BpoHxoKOH-
NPMAKEY A0 fi- " MEepTBOrD . . .
aundy 3ii rineprensia CTRMKLLIA
BOTO WNYHOUKY npocTopy
ApTepiansHa ,
. . Nerenesa He QoCTATHICTE
rinoTesia
l l L v
. [epeBaHTaHEHHA
AprepiansHa AnbBeonApHa
W ok . . LUAYHOUKY _
rinoKcemia rinokcia
(nereqese cepue)

.

KopoHapHa HeLoCTaTHiICTL

IIpu cucmemnux 3axeopiosannax cnonyunoi mranunu (CUCTEMHA CKJIEPOJAEPMIs, CHUCTEMHHUUN
YepBOHUIN BOBYAK, MOJIIAPTPUT, A0PTO-aPTEPIIT 3 yparkeHHSAM cucTeMH JIA TOII0) MyCKOBUM MEXaHIi3MOM
y nartoreHe3i JIAI' Mae 3Ha4eHHsI 3MEHIIEHHS CyIMHHOrO pycia JIA Ta miABUILEHHS Yy 3B’S3KYy 3 LIUM
JICO 3a paxyHOK 3amajbHUX 1 CKJIEPOTHYHUX 3MiH Y LIUX CyAHMHAX, L0 MPU3BOIATH /10 MOPYLIEHHS iX
€H/10TeNIaabHOT (PyHKIIIT.

B ocnoBi nigsumenns CTJIA y xBopux Ha XO3JI i npu mopakodiagppazmancnux xeopobax, a
TaKOX B 0C10, sIK1 MPOXKUBAIOTh Ha BUCOKOTIP’1, 0C10 3 CHHIPOMOM HIYHOTO arHoe, 3 cuHapoMoM [likBika,
MYCKOBUM CTHUMYJIOM IMOPYLIEHHS €HIOTeTianbHOi (YHKII] JereHeBUX CyJUH € aJbBeosIsspHa TiMOKCis,
o Oyno JoBeaeHO B KiacuyHMX poOotax Eiinepom 1 Jlinbectpanmom (1946) 1 Bimome sik pedrexc
Eitnepa-JlinpecTpanga. 3riiHO 3 ICHYIOUMMH JaHUMHM, MeJIiaTOpaMH CHa3My CYAMH € KaTeXOJaMiHH,
rictramid, aHrioreHsuH II, TpomOokcan A2 1 peski I1HOII NpPOCTarJIaHJUHU, Ba3ONPECHH, JesKi
neiikorpienu. Cii 3a3HAUYMTH, 10 Ba30aKTUBHI ME1aTOpU PEryJIOI0Th HE TUIBKM CYAMHHUHN TOHYC, aje
W MPOHUKHICTh CYAMHHOI CTIHKH, BIUIMBAIOTh HAa TPOMOOYTBOpPEHHS Ta MpoJidepallio Ii1agKoM’ sI30BIUX
KIITHUH CYJIUHHOI CTiHKHM, (iOpoOmnacTiB. BaxianBo 3BepHYTH yBary, IO Il 3MiHH MarOTh NPH IHX
3aXBOPIOBAHHSIX YacTO JIOKAJbHUI XapakTep, BIAMOBIIHO A0 MIISHOK TIMOBEHTWJIALI] aibBEOJSPHOI
TKaHUHH.

Jlo natorenernynux MmexanizmiB JII' y xBopux Ha XO3JI HamexuTh TakoX MOpPYIIEHHS (QYHKIIT
JIUXAIBHUX M’S31B, MIABHUILEHHS BHYTPIIIHbO-TPYAUHHOTO TUCKY, 301IbIIICHHS XBUJIMHHOTO 00’ €My KpOBIi
B pe3yJbTaTi TIMOKCUYHOTO TMOAPA3HEHHS XEMOPELENTOpPIB aOpTalbHOI Ta CHHOKApOTHIHOI 30HH,
MOPYIICHHSI peoJIorii KpoBi 3 ¢GopMyBaHHAM BTOpuHHOI moiinereMii. Ilpu possutky JII' y XBopux i3
COHHHM aITHOE Ma€ 3HAYEHHS YaCTKOBE 3BY)KEHHS BEPXHIX JAUXAJIbHUX LUIAXIB MiJ 4ac CHY.
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YucneHHl KIHIYHI JAOCHIPKEHHS IMX TPYH XBOPUX 3 BUKOpHCTaHHAM karerepusauii [T 1 JIA
JO3BOJIMIIM  3pOOMTH BaXMMBUKW BHUCHOBOK mipo Te, mo CTJIA y xBopux 3 OpOHXO-JIETEHEBUMH
3aXBOPIOBAHHSAMHU, SK MPABUJIO, HE BEIMKHM, nocsrae He Outbine 40-50 MM.pT.CT. 1 mporpecye ayxe
MOBUIBHO, 3pOCTAIOUH 32 2-3 POKU B CEPEIHBOMY Ha 2 MM.PT.CT., @00 MPAKTUYHO HE 3MIHIOETHCS. Y TOM
K€ Jac CIIiJ] BIIMITUTH, 110 HABITh HEBEJIMKE MiABHILEHHS TUCKY B JIA y xBopux Ha XO3JI Moxxe matu
nporaoctuyHe 3HadeHHs. [Ipu CTJIA > 45 MM.pT.CT. TPUBAJIICTD KUTTSA piaKo nepepuinye S pokis (Galie,
2004).

Ilpu 6podocenux eadax cepys (BBC) 31 30UIbIIEHUM JISTEHEBUM KPOBOTOKOM (medexT
MDKIUTYHOUKOBOT meperopoaku (AMIIT), ne3apomenns aptepiansHoi mnpotoku (HAII), nedexr
MiKkIiepeacepanoi neperoponku (JAMIIIT), 3aranpHuii apTepiasibHuii CTOBOYp, aHOMaJIbHUN JpEeHaX
JIETEHEBUX BEH, JAe(PEKT a0pTO-JIereHeBOI meperopoaku, komoiHoBani Baau) JII' 6€3 paHHBOT KOPEKIIil Baj
3ycTpivaeTbes npubnusno y 30% miteit i3 BBC.

Ha »xainb, y neskux BHIIQJKax BOHA MOKe 30epiratucs Ta HaBiTh MPOTPECYBaTH, HE3BAXKAIOUM Ha
anekBaTHe Xipypriune unikyBanHs. Kpim BBC 31 30inbmieHum nereHeBuM kKpoBoTokoM JIIT moxe
CIIOCTEpITaTUCs MPH HU3LI [IaHOTHYHUX BaJI, TIBUIICHHI THCKY B JIereHeBUX BeHax (BeHo3Ha JII).

PospizHsaoTh Bpomkeny ta HaOyTy dhopmy JII' mpu BBC. Yepiie gymMKy mpo BpoKeHHI XapaKkTep
JIT" mpu mux Bagax BuciioBuB Edwards (1950), BusBuBIIM MOAIOHICT y OYIOBI JIETEHEBUX CYAHH IUIOAA
Ta MOMEPIUX XBOPHX 3 KoMmIuiekcoM El3eHMeHrepa. ¥ 1nux BUIaJKax yxe B IUTHHCTBI y xBopux 3 BBC
HaBiTh NMPU HEBEIMKOMY INYHTI AoMiHytoTh o3Haku JIAI' 3 Bucokum JICO. Ha ¢oni Bucoxoro JICO
apTepiOBEHO3HUN BUKHUJ MPAKTHUYHO BIACYTHIN a00 Mae Miclie 3BOPOTHE CKuAaHHS KpoBi. Lo dhopmy JII'
13 BBC nesiki aBTOpH Ha3WBaIOTh «BPOKEHUM KoMIuTekcoM Eifzenmenrepay.

Opnak, nmpu BBC cnocrepiraetscst vactime nHadyra ¢opma JIAL, maToreHe3 sikoi MmoB’si3aHUil 3
TINepBOJIEMIE€I0 MAJIOTO KOJIa, IO CIOYaTKy MPHU3BOIUTE 10 PO3BHUTKY momipHoi JII', komu cepenHiii THCK
y JIA He nepeuitye 50-55 mm.pT.cT., a JICO 3anumaerscss HopmanbHUM. Lle Tak 3BaHa rinmepBojieMiuHa
dopma JII" (bypakoBcekuii B.1. 1 criBaBT. (1975 p.). Hagani npuennyeThes cnasm JETeHEBUX CYIUH 1 iX
pemMoaynsiisa, y 3B’s3ky 3 uuM miaBumnyetrbes JICO, mo Ha piBHI Cy4acHMX 3HaHb CJiJ MOSCHUTH
BKJIIOUEHHSIM (pakTOpa eHjoTenianbHoi TUCYHKIIT 3 KackaJIoM AucOanaHcy Ba30aKTUBHUX PEYOBHH Ta
IpUEAHAHHAM MOP(OIOTIYHUX 3MiH JIETEHEBUX CYIWH y BUIIIAAI mpoiidepanii IHTUMH, enactodiopo3y
TOILIO, Y PO3BUTKY SIKMX MOXJIMBO BIJIIIPalOTh 3HAYEHHS 1 4acTl 3amajibHl MPoLecH B OpOHXOJIEreHeB1H
cucTeMi B TUTSIYOMY Billl Uepe3 TinepBosieMito manoro koja. ToOto maroreHe3 JII' mpu BBC € Takox
CKJIa/IHUM, MalOTh 3HAUYEHHS HACTYNHI (aKTOpH, sKi NpU3BOAATH 10 JIAL, peMoaymsii CyuH JeTreHb,
TPOMOOYTBOPEHHS:

* nepeBaHTakeHH4 JiBoro nepeacepas (JIII);

* IEPETIOBHEHHS BEHO3HOT'O PYCIIa JIETE€Hb;

* 3aMajbHI MPOIIECH B JIETEHSX;

* peyieKTOpHUI cria3m apTepiod,

* TucYHKIIS €HAO0TENIIO.

[TizHto crangito B po3BuTKy BBC 1 BenmMKHMX CyIuH 13 CHCTEMHO-JIETEHEBUM IIYHTOM IIpU
BUHUKHEHHI TIepeXpecHOro abo 3BOPOTHOTO CKHJAHHS KPOBI TPHHHATO HA3UBaTH CHHIPOMOM
Elizenmenrepa.

Mexanizm po3Butky JIAD npu Bl/I-ingexyii 3anumaerbes He3posymummMm. [Ipumyckaerbes
Henpsmuil BruuB BUI uyepe3 mmrokinm, enpoteniH-1, poctoBi ¢aktopu, Tomy mo BipycHa JIHK y
KITITHHAX JIETEHEBOTO €HIOTEIiI0 He BUSBISETHCS. MOXKIIMBO Ma€e 3HAUECHHS TEHETUYHA CXMIIbHICTh, TOMY
mo JIAT' po3BuBaeThcs TUTbKM B MeHIIOi yacTuHU BlJI-iHpikoBaHMX XBOpHX, y TOH k€ 4ac NpH
nociikeHHl Myrtanii BMPR2, ski xapaktepni s crnagkoBoi ¢opmu UII' y 20 xBopux na BIJI-
aconiiioBany JIAI', He Oyno BusiBneHo. € mpunyuieHHs, mo B natoreresi JIAI' y ux XBOpHX MaioTh
3HAYEHHS 1 1HILI MEXaHI3MHU:

1. BlI-indikoBaHi anbBeossspHi Makpodard BHUBUIBHSIOTH YHCICHHI O10JIOT1YHO aKTHBHI
PEYOBUHHU, TaK1 SIK aHIOH, JTIM(POKIHU, TKAHUHHUHN (AaKTOp HEKPO3Y-0, IPOTEOTITUYHI (PEPMEHTH.
2. Moxe matu micue npsiMuii a6o Henpsimuii BiuB BIJI — perynaropHoro resa, mo Moxe

CIPUATH Yepe3 CTUMYIIAIII0 SHIOTEMAIbHUX KIITHH, BUBUILHEHHIO TPAHCPOPMYIOUOTO (DAKTOPY POCTY
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B, emizepmManbHOTO (haKTOPy POCTY Ta TPOMOOIUTAPHOTO (HAKTOPy POCTY, IO Y CBOIO YEPry MOXKE IMOTIM
BILUIMBATH Ha Mpoideparito eHI0TeNaTbHUX KIIITHH.

3. MoxmmBo 6Oinoxk BIJI I[P-120 6e3mocepeaHbo CTUMYIIOE BUPOOHUIITBO MOHOLUTAMH
TKaHUHHOTO (haKTOPy HEKPO3y- o 1 eHAoTeiny-1.
4. Takox nependayaeTscsi ayToiMyHHUI MexaHi3M y po3BuTKy BlJI-acomiiioBanoi JIAT .

VY XBOpUX Ha yupo3 newiHku A0 MATOJOTIYHOTO MPOLECY 3ay4aeThCs Maje KOJO KpOBOOOITY 3
po3ButkomM JII'. ¥V mitepatypi kombinamist JIAT i mopTanbHOI TimepTeH3ii iHOAI OMUCYETHCS i HA3BOIO
«MOPTONYJIBMOHAJIbHA TIMEPTEeH31s». XBOpl Ha MOPTONMYJIbMOHANBHY TIMNEPTEH31I0 CTaHOBIATH 8% YyCiX
Bumnakis JIAT, a y THX, 110 OUYIKYIOTh Ha TPaHCIUTAHTALIO Meuinku, yactota JIAT nocsirae 3,5-8,5%, a 3a
nesikuM JaHumu jitepatypu — He menme 10%. [latorenes po3sutky JII' y mux XxBOopuxX Haifuacrtimie
MOSICHIOIOTH TIMEPBOJIEMIEI0 MAJIOTO KOJIa KPOBOOOIry BHACIIIOK MOPTOMYJIbMOHAJIBHOTO ITYHTYBAaHHS.
Mae 3HayeHHS 1 MOPYIICHHS METa0oJi3My MICLIEBO JIIOYMX BA30aKTUBHUX PEUYOBHH (OKCHUJ a30TYy,
eHNTENIHY-1 TOIO), MmO BHPOOISAIOTHCS CHHYCOINATHHUMH KIITHHAMH, CIHPHSIOTH ITiIBUIICHHIO
MOPTATBHOTO CYIUHHOTO TOHYCY. [IpUYMHOIO TinepInHaMIYHOTO CTaHy JIEreHEBOTO KPOBOTOKY MOXKYTh
OyTH CyIMHOPO3IIMPIOBAIIEHI PEYOBUHH, SIKI HAAXOATHh YE€pe3 MEPEKY MOPTOKABAIBHUX IIYHTIB, TaKi sIK
TJIIOKOTOH, aJJpeHOMENYIIiH, TPOCTarJaHAnHHU, aICHO3UH TOWIO, SKi 3a3BUYail BUBOSATHCS MEUiHKOIO.

Oco0smmBocCTI narorene3y iHIMMX (pOpM JiereHeBol rinepreHsii

Benosna (nocmkaninapna) JII. Jlo ennorenianpHOoi aucdyHkmii cynuH y Oimbme, Hix 80-90%
BUIAJKIB MPU3BOAUTH MATOJIOTIS JIBUX BIAAUIIB cepIls, SKI XapaKTePU3YIOThCS MiJABHUILEHHSM THCKY B
JII. Tlpm wmiTpanpHiii HEIOCTAaTHOCTi, aoOpTaJbHUX Bajax, imeMivyHiid xBopoOi cepust (IXC)
JUIIaTalidHIA KapAioMionarii OCHOBHOIO MPUYMHOO MiJiBUINEHHS THCKY B JIIT € mopyiieHHs: CUCTOMIYHO1
¢ynkuii JILI, a mpu apTepianbHiii rinepTensii, rineprpodiuniii KapaioMmionarii, aMiIoino3i cepiis paHimie
po3BUBaeThCS niacToniyHa aucdyHkiis. [Ipu mitpansHOoMy cTeHosi, mikcomi JIII, TpomOo3i, y TomMy
YHCII KYJISICTOMY, MigBUIIEeHHS TUCKY B JIII BUHUKaE y 3B’ 513Ky 3 MOPYIIEHHSIM BiITOKY KPOBI 3 HBOTO.

Sk mpaBuio, y Ounpmocti xBopux JII' i3 BKka3aHMMHM NaTOJIOTiIIMU HE JOCATa€ BHCOKUX LU(DD,
Bianosimaroun [-II ct. Ile Tak 3Bana macuBHa JII' (muB. Tabnm. 1). ¥ pemrti nux xBopux JII' €
HEeNponopLifHO BHUCOKO. BoHa HocuTh Ha3By peakTuBHOI mnoctkaniipHoi JII'. Judepenuiitna
JIaTHOCTHKA MK IMMU (OpMaMM IPYHTYETbCS Ha PI3HULI TPAJI€EHTy TPAHCHYJIbMOHAJIBHOTO THUCKY —
I'TT (cepenniii Tuck B JIA minyc T3JIA, mo BumiproeThes npu karerepuzanii). SAxmo I'TT< 12 mm.pr.cT.
— ne nacusHa JII', sxmo I'TT >12 pt. cT. — ne peakruHa (Henpomnopuiita) JII. Came npu octaHHiH
¢opmi JII' mpu nikyBaHHI, KpIM OCHOBHOTO 3aXBOPIOBAHHS, JOJAlOThCS Ba30JMIATATOPH, SKi
pexkomMenioBaHi s JIAT .

ITpu mitpanibHOMy cTeHo31 MoxknuBe minBuiieHHs CTJIA mo 100 mm.pt.cT. 1 Bume. Lle#t ctan 3
Brcokoro JII" mpu MiTpambHOMY CT€HO31 TO3HAYAETHCS SIK «IAPYTUM 0ap’€py, 110 BUHUKAE:

* BHACHIJIOK TPHUBAJIOrO0 ICHYBAaHHS BHUPAXXEHOI'O MITPAJIBHOTO CTEHO3Y, TPOMOOYTBOpPEHHS,
3aMnajbHUX 1 CKJIEPOTUYHUX 3MiH y APIOHUX Cy/IHHAX JIET€HIB;

* BHACHIOK BIUIMBY peduekropHux (pednexc KurtaeBa) 1 TrymMopadbHHUX MeEXaHI3MiB 3
BHUBUILHEHHSIM 010JIOTIYHO aKTHBHUX PEYOBHUH 3 €JIEMEHTIB TPOMOIB (37€01IBIIIOTO TPOMOOITUTIB).

5. IIATHOCTHUKA JIEFTEHEBOI I'IINEPTEH3II
JIT' y KJ1iHIYHOMY BiJHOIIEHH1 BU3HAYAIOTh SIK CHHAPOM, a He HO30JIOTIYHY (hOpMY 3aXBOPIOBAHHS,
SAKUN € 3aralbHUM JJIs BCIX KIIHIYHUX (OpM 1 HPOSBISETHCS OJHAKOBUMHU KIIHIYHUMHU O3HaKaMU

(cxema 3).
Etanu niarnoctuku JIT'™:
1. ITino3pa Ha HasBHICTB y XBOporo JII':

— KJIHIYHI CUMITTOMU,

— (i3uKanbHe 0OCTEKEHHS.

2. Bepudikamis giaraosy JII':

— EKT;;

— peHTreHorpadist opraHiB rpyaHOI KJIITHHU;
— TpaHcTopakaiabHa ExoKI';
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— TeMOIMHAMIYH1 TTOKa3HUKH — KaTeTepu3allis MPaBUX BiUILUTIB cepIls, BA30OPEAKTUBHUN TECT.

3. Bcranosnenns kiinigyHOTro Kiacy JII' (3rimHo 3 kinacudikariero):

— ¢yHKIIis 30BHIITHBOTO AuxaHHs (D3 /1);

— BEHTWIALIHHO-TIepdy3iiiHa clMHTIrpadis JIereHb,

—KT;

— a”riomyiabMoHoOrpadis;

— 3aragpbHUN 1 OlOXIMIYHHMI aHaNI3U KpOBi, IMYHOJIOTiIYHI nociimkeHHs, Tect Ha BLUI, Y3]I
BHYTPIIIIHIX OpraHiB, HATpiHypeTHYHHi ropMoH (B-tumy) (BNP).

4. OyHKIIOHATIbHA 3JJATHICTh XBOPUX:

— TECT 3 6-TH XBUJIMHHOIO X0/160010 (T6XX);

— KapaionyJIpMOHAIBHUHN TecT (TlikoBe crioxuBaHHs 02).
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Cxema 3. JliarHOCTHYHMIT aITOPUTM NPH JiereHesiii rineprensii (3rinno 3 ESC-ERS, 2009)

CuMnToMu, CHHAPOMH, aHaMHe3, mixo3pim xo JII'

I'pyna 2. XBopoOu siBuX
Kamep cepus

Tak

HeiuBasusHi Mmetoau niarnoctuxu JII' —_— >
Hi
Tak
\ 4
. . I'pyma 3. XBopobu
Owinnty 3araigbHi npuaunay JIT —» . .
JIET€Hb, TIOKCEMIs
\ 4

AHaMHe3, CHMIITOMH, CHH-
npomu, EKT, ExoKT', R-
rpadis, KT-BP, ©3]]

v

Iommryku IHIITUX IIPpUYNH
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A

JIT" BinmoBizae TSHKKOCTI
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JlikyBaHHSI OCHOBHOTO
3aXBOPIOBAHHS
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v

v

Busnauutu BIIC

Cermenrapsi gedextu nepdysii

JlereHeBa BEHO-OKIIFO3MBHA
XBOpOOa/IeTeHeBUH KallIApHIHA
reManriaMmaros’

JIik{, TOKCHHHA
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CTaHy

JIT" He BigmoBinae TAKKOCTI

CucteMHI 3aXBOPIOBaHHS
CIIOJIyYHOT TKAaHWHH
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»
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I'pyna 1:moxuBa jereHeBa Po3rissHyTH MOXKIIMBICTD 1HIINX
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'><Bopo6va/ JIereHeBIH Po3risiHyTH MOXKIIMBICTD 1HIIUX 7'y
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v Tak
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XpOHIYHUN reMoIiani3
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Inionmarnuna a6o cimeitna JII'
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1 — xiHIYHI CUMITOMH, aHTHUHYKJICAPHI aHTUTINA, 2 — aHamHe3, 3 — tect Ha BUI-iHdexkuiro, 4 —
¢i3ikambHEe 00CTEXKEHHs, TabopaTopHi aHami3u, 5 — Y3/, meuiHkoBi TecTH, (i3ikanbHe 0OCTEKEHHS, 6 —
ExoKT', Tpancezodareanpna ExoKI, marnitHo-pe3onancHa tomorpadis (MPT) cepus, 7 — reHeTudHe
JIOCIIIKEHHS.

6. KJITHIYHI O3HAKHU JIETEHEBOI I''ITEPTEH3II

PerenbHO 310paHuii anammues 3 ypaxyBaHHSM ()AaKTOPiB HABKOJHIIHBOTO CEPEIOBUINA, CIMEHHOTO
aHaMHe3y, IIKIJJIMBUX 3BHUYOK, MPO(ECIMHNX BIUIMBIB, 3B SI3KH 3aXBOPIOBAHHS 3 BariTHICTIO, MOJIOTaMH,
ONIEPaTUBHUMH BTPYYaHHSMH TOILIO, € 3alOPYKOI0 yCIixy B moctaHoBmi naiaruo3y JII'. OcobnuBa yBara
MMOBUHHA OyTH CIIPSMOBaHA Ha TAII€HTIB, Kl B aHAMHE31 MalOTh MPUMOM TIpenapariB abo TOKCHHIB, 10
MOXYTh BUKJIMKATH JIETEHEBY TinepTeHs3ito (Tadi. 3).

Tabnuysa 3. OHOBJIeHHI piBeHb PU3UKY NpenapaTiB i TOKCHHIB, 31aTHUX BUKJIANKATH JIAT

Buznauenuii MoxanBui
* Kokain
* AMiHOpeKC *  OeHIMIpONiHOIaMIH
» dendnypain * 3Bipo0iit
* Jlexcdendmypamin + XiMioTepaneBTUYHI IpenapaTH
* TokcuyHe paricoBe Macjo * CenekTuBHHMI  1HTIOITOp  3BOPOTHOIO
* bendayopekc 3aXOIUICHHS CEPOTOHIHY
* AmderamiHIIONIOHI TpenapaTu
NmoBipHuii
*  AmperomMinu MauJiolimoBipHuMit
* Jl-rpunrodan  IlepopaibHi KOHTpALENTUBU
* Meramperominu * Ecrporenu
e Jla3zaTiHiO * [laninus

e InTepdepon a Ta B

Komenmap pooouoi epynu:
B mabnuyi 3 3 nepenixy nikapcokux 3acobie ¢ Vkpaini cmanom na 01.01.2016 p. 3apeecmposanuii
minvxku Inmepgepon o ma p.

Crneuungiunux cumnromis st JII' Hemae, abo mouaTkoBi nposiBu JII' MOXKyTh OyTH MiHIMaJIbHUMU,
10 € IPUYMHOIO Mi3HbOI JIarHOCTUKM 3axBoproBaHHs. Ilino3pa Ha JIAI' moBUHHA BUHUKHYTH 3 MOSBOIO
TAaKUX 3arajJlbHUX CHMIITOMIB, SK 3aJMIIKa, 3arajbHa cJIa0KiCTh, CTOMJIIOBAHICTb, 3HW)KEHHS
npaue3fatHocTi. Kuiniuni cumnmomu JIAI" — 3aquiika, cnabKicTh, O11b B JUISHII CEeplis, 3a1aMOPOYEHHS
Ta CUHKOMNAJIbHI HaMaJu — 3yMOBJIEHI JBOMa OCHOBHHUMH NPUYMHAMU: MOPYIIEHHSAM MMOCTAYaHHS KHUCHIO
JI0 OpraHiB 1 3HUKEHHSIM CEPIIEBOTO BUKUY.

Haituacrime ckaproro y xBopux Ha JIAI € 3aguiika iHCcIipaTopHOTro Xapakrepy. BoHa He TiJIbKH €
CKaproto, ajie i 00’ eKTUBHUM cuMnToMoM. Yum Buiie Tick y JIA, TUM 4iTKillIe BUpaKeHa 3a/IMIIKa, X04a
HE B yCIX BHUIAJKaxX CTYMiHb ii BUPKEHOCTI BIANOBIa€ CTyMeHIO miaBuieHHs Tucky B JIA. Hamanis
3aIyXH 31 CTAHOM OPTOTTHOE HE CITOCTEPIra€ThCA.

CepueOHUTTs 3yCTpIHa€eThCS TaK €aMO 4acTo, SIK 3aJuIIKa. BOHO CynpoBOKye 3aJMIIKy NPH
¢G13MYHOMY HaBaHTAKEHHI Ta B1AOOpaXkae 3HMKEHHS CEPLIEBOIO BUKHLY.

Hepinko y xBopux Ha JIAI' ciocTepiraioTbcsi 3alaMOpOUYeHHsI, CHHKOIE (CeplieBl HETPUTOMHOCT).
3BUYaiiHa TPUBATICTH HEITPUTOMHOCTI Bif 2-5 XB, 1HKOIU 10 20-25 xB. SIK IpaBuUIIO, 11l CTAHH BUHUKAIOThH
npu (i3MYHOMY HaBaHTAXEHHI 1 € pe3yIbTaTOM (PiKCOBAHOTO CEPLIEBOTO BUKHUY.

bine B obOmacti cepus € wactoro ckaproto mpu JII'. Yacto BiH Haragye TuUmoBui OuIb mpu
CTEHOKap/il — Ma€ CTUCKAIOYHMH XapakTep, JIOKAII3YETbCs 3a TPYIUHOIO, 1ppafiloe B pPyKy, JIOHATKY,
I ICUITIOETHCS TTPH (D I3MYHOMY HABaHTAKEHHI, OJTHAK TPUBAE BiJ ACKITLKOX XBUJIMH 10 ACKITHKOX TOJIUH
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1 106u. 3a3BUuail He KymipyeThCs HITPOTJILEpUHOM, Ha BinMmiHy Bif IXC, 3aBXaAu CYMpPOBOIKYETHCS
3aIUIIKOIO.

Kamens Takox € yacroro ckaproio xBopux Ha JII'. IIpuumHOI0 Kamuwio € THCK Ha OpoHXH
PO3MIMPEHUMH Ta YIIUIbBHEHUMHU JIeTeHeBUMH apTepisiMu. OcoOMUBICTIO TaKOro Kalullo € Horo
HEMPOYKTUBHICTH 1 MPUCTYNOMOAIOHUH XapaKTep, 10 MOCHIIOETHCS B JIEKAUOMY TTOJI0KEHHI.

B okpemMux BHmamkax CIOCTEPIraeTbcsi 3MiHA TOJIOCY (XPHUIUIMMA, CHIUIMH, OCUIMHA TOIIO).
BBaxaerbcsi, mo neil (eHoMeH MOB’sI3aHMM 31 3AABICHHSAM N. recurens pO3MIKUPEHUM OCHOBHUM
cTOBOYpOM Ta/abo iBoto TUIKOI0 JIA y XBOpHX 3 BUCOKUM cTyreHem JIAT.

KpoBoxapkanust Texx Moxke Oyru o3Hakow JIAI, mo moB’s3aHo 3 po3pUBOM OpOHXO-JIET€HEBUX
aHACTOMO3I1B, APIOHKUX CKIEPO30BAaHUX apTepiid, PO3BUTKOM iH(PAPKTY JIETEHIB.

BaxmuBum ertanom piarHoctuku JII' € ghizuxanvne obcmedswcenns xeopozo. Hacammepen, ciin
3BEpHYTU YyBary Ha 30BHIIIHIA BUIJIsLA XBOoporo. Ilpu po3BuTKy XxBopoOu 3 IUTUHCTBA 1 BupaxkeHiit JII
BiMIYa€ThCA BiicTaBaHHA y Maci Tia. Hepinko crocrepiraerscs gedopmartisi Ckenery rpyAHol KIiTHHH,
1[1aHO3, HITTI y BUIJIAMI «TOJWHHUX CTEKOJ», Mallblli PYK 1 HIT Y BUIIAAl «OapaOaHHUX MaIHuOK».
VY31I0BK JTIBOTO Kparo TPYAMHH Ta B €MIracTpalbHINA MIISHIN MOkHA OaunTu myinbcarito [1I, sika kpamie
BHU3HAUAETHCS MalblaTOpHO. Bu3HaueHHs rpanuls cepus s niarHoctuku JIAIT He Mae BHCOKOI
iHpOpPMATUBHOCTI, TOMY IO TXHiil 3CyB MOke OyTH 1MOB’si3aHmii 3 po3BuTKoM CH.

[Ipu ayckynbTalii cepisi BUSHAYAETHCS AKLIEHT 2-TO TOHY Hal JIA, 1o BBa)kaeTbcsl HAAIMHOIO
O3HAKOI0 MigBUIIEeHHS THCKY B JIA. IHOII MPOCITYXOBYETHCS TaK 3BaHE CHUCTONIYHE «KIIAIAHHS», IO
noB’si3aHe 31 ckiepozoM JIA 1 ii aneBpusmoro. [Ipu po3BUTKY BiTHOCHOT HENOCTAaTHOCTI KiamaHy JIA
MPOCITYXOBY€EThCS TpoToAiacToniuanii myMm ['pexema Crisuta. [HOI IPOCITyXOBYETBCS PUTM TAJIONy HaJ
[1LI (Ta6mn. 4).

Tabnuys 4. Yacrora kiainiunux o3nak JIAI' y po3ropuyriii cranii 3axBopioBaHHsA

Kniniuni o3Haku YacTora B%
3amumika 100
CnalkicTh 90
3anaMopoYeHHsI 60
binb B 065acTi cepus 70
Kamens 65
KpoBoxapkaHHs 34
3MiHa roiocy 11
[iano3 32
Manuii mynsc 96
[Tynpcanis [ y npexapaianpHii AUISHII 86
Po3mmpenHs rpaHuLb ceplis BIIPaBo 72
Axuent Il tony nag JIA 100
Iym I'pexema Crimta 28
I11-IV ToHN 41
CucToniyHUi IIyM TPUCTYJIKOBOI HEAOCTATHOCTI 21

Oiopusis nepencepas (PII) e € xapakreprotro 1 JIAI. ApTepianbHuil THCK Ma€ 31aTHICTb A0
3HIDKEHHS, 10 MOB’si3aH0 3 peduiekcom B.B. Ilapina. OgHak He BuKIOUaeThes 1 koMOiHaris JIAT 3
apTepilaJIbHOIO T1MEePTEH3IENO.

IndopmaTuBHiCTh iHCTPYMEHTAJIBHUX METOAIB AOCHIIZKeHHS 1A AiarHocTuKU JIAT

Enexmpokapoiozpagia

EKI" — ne oxgne 3 mepmmx oOcrexenb npu mino3pi Ha JIAT. Bussnstore rineprpodiro I, P-
pulmonale”, yacTkoBy abo moBHYy Oyiokaay mpaBoi HiKKM Iy4ka [ica. IIpu mpomy peecTpyeThecsi Tak
3Banuii R abo qR-tum EKT' y BimBemennsix III, II, AVF, V1-V2, mo xapakrepusye mnepeBa)xHO
rineprpodiro musixiB Binroky I, 3umxenns ST i1 HeratuBHuil 3ybens T y IuX BiIBEICHHAX
OB’ SI3YI0Th TAaKOX 13 cucToMiyHUM mnepeBanTaxkeHHsM [III (puc. 3). Omgnak EKI' He BiapizHsA€ThCS
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JOCTaTHBOIO YyTIUBICTIO (55%) 1 cneundivnictio (70%). O3naku rineptpodii ITHI i nepeBanTakeHHs
[1IT € mizHiMu Ta Henpssmumu o3Hakamu JIAT. Ilpu cnabko Bupaxeniit JIAI' na EKT y cmokoi mokHa He
BUSIBUTH HisIKMX XapakTepHux 3MiH. [Ipore came mani EKI mix yac BiacyTHOCTI crienugiuHuX KIIHIYHUX
O3HaK € €JUHOI0 JOCTAaTHHOIO MiJCTABOIO ISl MOJAIBLIOrO JOCTIIKEHHS 3 METO0 MmiaTBepxkeHHs JIAT
(ExoKT', a moTim kaTeTepu3ariisi mpaBuX BIAILIIB CepIis).

VY xBopux Ha JIAI' TpuBanuii 4ac 30epiracTbCsi CAHYCOBUM PUTM, TOMY IIpH BHUsABIeHHI o3HaK JII 1
@I1 moTpiOHe moanbiIe 0OOCTEKEHHS I BUKIIIOUEHHS ocTKamuisspHoi hopmu JIT.
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Puc. 3. EKT, xeopuii 30 poxis. /liacno3s: idionamuuna JIAI'. CT/IA 130 mm.pm.cm.

Penmezenozpacghin

PenTrenosnoriune JOCiKEHHSI OPraHiB IPYAHOI KIITUHU J103BOJISIE BUSBUTH MATOJOTIYHI 3MIHU Y
90% BunaakiB. Cepes HaifyacTiIMX CUMNOTOMIB: 30iiblIeHHS KOHyCY JIA (BuOyxaHHS 2-0i Ayru 1o
JIBOMY KOHTYpY cepls B IpsMiil mpoekiiii), 30uibieHHs giamerpa npasoi riiku JIA (y Hopmi 14 mm),
«301HIHHA» JIETEHEBOTO MaJllOHKa Ha nepudepii 3a paxyHOK 3BY)KEHHS Ta 3aIllyCTIHHS APIOHUX CYAMH
nereHiB (puc. 4). Moxinue BusasineHHs: posmupenHs [T Ta I, siki kpamie BU3HA4aOThCsl B O14HIM
MPOEKIIii.

[Ipu pentrenorpadii BU3HAYAIOTh JETCHEB1 3aXBOPIOBAHHS, 3aCTilHI SIBUIA B JICTEHSX, K O3HAKa
noctkaniasipHoi JII', o3Haku 301MbLIEHHS JIBUX BIIIUIIB cepl, 3MiHAa KoOHQIrypauii cepus mnpH
BPO/KEHHX BaJlax CEpIls, 0 BaXKJIIMBO MAaTH HA yBa3i s qudepeHitianbHoi giarnoctuku JII.
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Puc. 4. Penmezenozpama é npamii npoexuyii. /liaznosz LII.

Exoxkapoiozpacpin

Cepen neinBazuBHHX oOcTexkeHb ExoKI' mae Haiibinplry 4ymiuBiCTh 1 CHEHUQIYHICTD 1 €
HaiBaxmBimuM MetonoMm ckpuHinry JII. TumoBa wmopdonoriuna kapruna npu JIIT Bkirodae
rineprpodiro Ta posmupenns 111, napagokcanbHUll PyX MIKIUTYHOYKOBOI MEPErOPOAKH, PO3IIUPEHHS
II1. V xBopux Ha JIAI' munaramis IIL BusHauaerbcs y 75% BHNAAKiB, MapaoKCaTbHUH PyX
MDKILTYHOYKOBOI eperopoaku — y 59%. Kinuesuit aiacroniunuii 06’em JIII 3anumiaeTscss HOpManbHUM
a00 3MEHIICHUM Yepe3 HEeJIOCTATHE OT0 HAITIOBHCHHSI.

s niarno3y JII' BaXITMBUM € JOMIUIEPIBChKE BUMIPIOBAHHS IIBHKOCTI 3BOPOTHOTO CTPyMy Ha
TpUKYycHigaapbHOMYy Kiamnani 3 oriakor CTJIA (puc. 5).

Puc. 5. ExoKI xeopozo na I, CT/IA 110 mm.pm.cm.

Jlns pospaxynkis CTJIA BuxopucToByioth dopmyry: CTIIA = AP + tuck. y III1, ne AP = 4v? —
CUCTOJIIYHUNA TPAHCTPUKYCIIJATbHUM IpaJllEHT TUCKY, V — MaKCHMaJbHa MIBUJKICTh MOTOKY perypriraiii.
Tuck y Il mae nopiBHIOBaTH 5 MM.PT.CT. 32 YMOBM CHaJaHHS HW)KHBOI MOPOKHUCTOI BEHU MiCIsSA
rmbokoro Bauxy Ouabine 50%. SIKmo cmamaHHs HWKHBOI MOPOKHUCTOI BEHU CTaHOBUTH MeHIne 50%,
tuck y III1 mae mopiBaroBatu 15 Mm.pt.cT. (Kircher et al., 1990). Taka orinka 3HaXOJUTHCSI B TICHIH
kopessuii 3 iHBa3uBHO BcraHoBieHUM CTJIA. 3a manumu mitepaTypH, 4yTiuBicTb ii B aiarHoctuii JII
KonuBaeTbes Bi 79% mo 100%, cnemudivunicts Big 69 no 98%. TeopeTHdHO po3paxyHOK CEPEAHBHOTO
tucky JIA moxnuBmit 3a popmynoro: Cepenniit tTuck JIA = 0,61 x CTJIA + 2 mm.pr.ct. (Fisher MR. et
al., 2009). B mpaktumi 3yctpidaroTbcs po30ikHOCTI Mixk maHumu ExoKI i xarerepizamiero JII' mo 20, i
HaBiTh 40 MM.pT.cT. TOMy «3070THM» CTaHAAPTOM € KaTeTepu3alis NMpaBuX BipauniB cepus ta JIA i3
IPSIMUM BUMIPIOBAHHSM THUCKY B HUX.
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YepescrpaBoxinna ExoKI' He mae mepeBar mepen TpaHCTOpakaibHOWO y niarHoctuii JIAL, omHak
BOHA KOPHCHA y BHSBJICHHI BHYTPIIIHHOCEPIIEBUX IIYHTIB (OCOOIMBO MIKIIEPEACEPIHOT IEPETOPOIKH) 1
BEIMKUX TpombOoeMOomniB y JIA, mo crocrepiraerbes mnpu TpodoemOomivniin JII', a Takok HasBHOCTI
TpOMOIB y MMOPOKHUHAX CEPIIA.

SAxmo npu ExoKI' BusiBieni o3Haku JII' i3 ogHOYacHWM 30UIBIICHHSM JIIBHX Kamep Cepus
(oco6smBo JIIT), cucromiunoro abo miacromivnoro aucdyskitiero JIII, HasBHICTIO Baa aopTaibHOro adbo
MITpaJbHOTO KJANaHiB, CIif giarHoctyBatd mnoctkamiysipuny JIIT (kmac pexkomenpamiii Ila, piBeHb
nokazoBocTti C).

[TpononyeTrbest Tabmuus juis Bu3HayeHHA JIIT Ha OCHOBI MIKOBOI MIBHIKOCTI TPHUKYCHiJaTbHOT
peryprirtarii (tab:. 5).

Tabauysa 5. JloBiibHi KpuTepil AJs1 BU3HaYeHHs1 HasiBHOCTI JII' Ha ocHOBI mikoBoi mBUAKOCTI
TPUKYCHiganbHOI perypritanmii Tta gommieppo3paxosanoro CTJIA y cmokoi (3a yMOBH
HOPMAJILHOIO0 THCKY y HpaBoMy mnepeacepai S Mm.pr.ct.) i Ha ocHoOBi goxarkoBux ExoKr
NoKa3HuKiB iimoBipHoi JIT'

Kaac PiBenn
pexoMeHaaNii | J0Kka3iB

Exokapaiorpagiuna giarnocruka; JII' masoiimoBipna

[IBuKicTh TpUKYCHiAaNBbHOI perypritamii < 2,8 MM y cek., CTJIA
< 36 MM.pT.cCT., 6€3 Oyab-akux nonatkoBux ExoKI moka3HukiB, 1o I B
npuiyckarors JII'

Exoxapaiorpadgiuna giarnocruka; JII' moxiaunsa
HIBuakicTh TpUKycHiganbHOI perypritamii < 2,8 MM y cek., CTJIA

< 36 MM.pT.cCT., aie 3a HasgBHOCTI qonaTtkoBux ExoKI moka3HuKiB, la c
110 NpUNycKarTh JII'

HIBuakicTs TpUKycHmianbHOI perypritamii 2,9-3,4 MM y cek.,

CTJA < 37-50 mm.pt.cT., 63 ab0 3a HASIBHOCTI JOJATKOBUX a C

ExoKI" noka3HukiB, 1o npunyckarots JII'

Exoxkapaiorpagiuna giarnocruka; JII' imoBipHa

[IBunkicTh TpuKycHiganpHOi perypritauii >3,4 mm y cek., CTJIA
>50 wmm.pr.cT., 6€3 abo 3a HasBHOCTI nmoaatkoBux ExoKI | B
MOKA3HUKIB, 110 MPUMYCKaOTh JII'

[TpoBenennss ExoKI' mpu HaBaHTa)keHHI HE PEKOMEHIOBaHE IS

CKPHHIHTY JIET€HEBO] rinepTeHsii I C

Tak, sk exokapmiorpagiyHOMy AOCTIIKeHHIO i AiarHocTHKY JIIT HamaeTbes BeMKe 3HAYCHHS,

excriepramu BOO3 (2009), Tabm. 6.

Ta6nuys 6. Vimosipuicrh aiarnosy JIAT i 3ampomoHoBana TakTHKa BinmopinHo mo ExoKT
piarHoctuxku JII' (TadJ. 8), cuMnTomMu Ta 10AaTKOBA KJiHiYHA iHGopManis

Hwu3sbka iimoBipHicTh giarnosy JIAT Kaac? PiBenn”
ExoKI"  miarno3  «mamnoiimoBipuoi  JII'»,

CHUMIITOMU BIJICYTHI: TOJaTKOBE OOCTEKECHHSI HE | C
PEKOMEHIYEThCS

ExoKI"  miarmo3  «manoimoBipaoi  JII'»,

HasIBHICThP CHMIITOMIB 1 IOB’A3aHHX 3 HUMH | C
cTaHiB 1 ¢akTopiB pu3uky s rpynu 1-JIAT:
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pexomennyeTbest EXoKI - KoHTpoJIb

ExoKI'  miarHo3  «manoimoBipHoi  JII'»,
HAsBHICTh CHUMIITOMIB, a TaKOX BIJICYTHICTh | C
acoriiioBaHux cra”iB abo GaKTOpiB PUBKKY AT
rpynu 1-JIAT'; pekOMEHIyeThCSl OILIHKA 1HIIMX
IPUYHH CUMIITOMIB

Cepenns iimoBipnicts JIAT Kaac? Pisenn”
ExoKI' giarmo3  «moxiausol JII'», 0e3
CHUMIITOMIB 1 BIJICYTHICTh acOIlIIOBaHMX CTaHIB | C

abo ¢axrtopiB pusuky i rpynu 1-JIAT:
pekomenayetrbess ExoKI™ koHTpob

ExoKI' giarno3 «moxkauBoi JII'», HasgBHICTH
CHMIITOMIB, a TaKOX AacOI[IHOBaHUX CTaHIB 1 Ilb C
dakropiB pusuky mia rpynu 1-JIAI: moxe
posrisigatucs B KIIC

ExoKI' pmiarHo3 «wmoxnuBoi JII'», HasgBHICTH
CHMIITOMIB, a TAaKOXX BiJICYTHICTh acOIIi{OBaHMX Ib C
cTaHiB 1 (aktopiB pusuky mis rpynu 1-JIAT:
MOXYTh OyTH PO3TJSHYTI  aJbTePHATUBHA
niarHoctka Ta  ExXoKI'-koHTposb.  Skmio
CHUMIITOMH SIK MIHIMYM IOMIpHO BUpPa)X€Hi, TO
Moxe posrsigatuca KI1C

Bucoka iimoBipnicts JII' Knac? Pigenn’
ExoKI"  miarmos «imoBiproi  JII'» 13
CUMITOMaMH Ta HAasABHICTIO ab0 BiICYTHICTIO I C

acoliiioBaHUX CTaHiB a00 (haKTOPIB PU3MKY JJIS
rpynu 1-JIAT": pekomenayetncst KIIC
ExoKI" nmiarHo3  «imoBipuoi JII»  0e3
CUMNOTOMIB, 3 HasfBHICTIO a00 BiJACYTHICTIO ITa C
acoliiioBaHUX CTaHiB a00 (haKTOPIB PUBMKY IS
rpynu 1-JIAT: chin posrnsaytu KIIC

a — KJIac peKOMEH/Ialliid, b — piBeHb IOCTOBIPHOCTI.

Tecmu 0ns 0ocniorscenHns OpoHXO1e2eHe80i cucmemu

Hocmimkenns @3/ 1 nudysiiiHOT  31aTHOCTI  JIETeHIB  HEOOXiAHI A BUKIIIOYEHHS
OpOHX00OCTPYKTUBHUX 3axBoproBaHb (XO3JI y mepiry uepry), BUPa)K€HUX PECTPUKTUBHUX CTaHIB 3
MeToro audepenuianbHol giarHoctuku JII' 1 yrouHeHHs TSKKOCTI ypaxeHHs jereHiB. [Ipu gocmimpkenHi
mudysiitaoi 3matHocti CO y xBopux Ha JIAT BusBisierhest 3HmKeHHS 10 60-80% Big HOpMU. 3HAUYEHHS
mente 50% BiJl HEOOX1AHOTO BKa3ye Ha XBOPOOY JIETeHIB a00 3aXBOPIOBaHHA CIOJIYYHOT TKAaHUHHU.

[Ipu mynbcokcumetpii npu JIAI' BUSIBIISIFOTHCS HOpMaJIbHI TOKAa3HUKH a00 371eTKa 3HIXKEHI B MeXax
93-95%. Takox BUSBISETHCS HE3HAUHE 3HIDKEHHS HANpPYrd KHCHIO Ta 3a3BHYail 3HMKEHUH uepes
anpBeossipHy TinepBeHTW A0 pCO2. HasBHICTH 00CTPYKINIi AMXATbHUX NUISIXIB CBIAYUTH HA KOPUCTH
XO3JI. 3HmkeHHs JereHeBHX 00’emiB 1 Audy3iifHOI 3AaTHOCTI JIETE€HIB MOXYTh BKa3yBaTW Ha
MapeHxiMaTo3Hl W IHTEPCTHUIlIaIbHI 3aXBOpIOBaHHS JereHiB. [lomicomHorpadiss A03BOJISIE BUKIIOYUTH
OOCTPYKTHBHI MOPYIICHHS i/ 4ac CHY.

[Tepdysiitna mynsmoctuaTUTpadis (IICJ) 3 Te 99m noBunHa OyTH BUKOHAHA VISl BUKIIFOUCHHS
XTEJIT'. [Ipu BHYTpilIHLOBEHHOMY (B/B) BBEJICHHI 130TOMY BOHA Ja€ MOXJIHUBICTh miaTBepautu TEJIA B
81%, sKio BusBIEH] nepy3iiiHi AeQeKTH, 10 OXOIUIIOITh YacTUHY a0o0 1Ty JereHto. HasBHICTH nuie
CerMEHTapHUX Je(EeKTIB 3HMKYE 11eil mokazHuk 10 50%, a cydcermeHTapHux — 110 9%.



28

IIpu JIAT' 3a3Buyaii crHocTepiraeTbCsi HOpMaibHa ab0 HH3bKAa KaptuHa. CrenugiyHicTh
nepdy3iiiHoi cuuHTHTrpadii HIKYa, HDK 11 9yTJIMBICTh, TOMY 32 JaHUMHU CUUHTUTpadii 3 BIIXUICHHIMU
BiJl HOpMU TIOTPIOHO MPOBECTH JIETEHEBY apTepiorpadiro.

Komm’rotepry Tomorpadiro (KT) 3acTocoByroTs 115 mudepeHIiaibHOl 11arHOCTUKHA, TOMY 10 TIPH
JIAT mapenxima nereniB y HopMi. Cripanbna KT nae MOXIHMBICTh IpY IIPOBENIEHHI 11 3 KOHTPACTYBaHHSIM
BUBYMTH cTaH JIA 1 ii posramyxens. st giarHoctuku TEJIA BoHa € HamiiHMM METOAOM, 3aMiHSIOYH
aHriorpadiro Cy/JHH JIETeHIB.

Kamemepusayia npaeux €ioodinie cepuys

Karerepuzanis npasux BigauniB cepus (KIIC) nHeoOXimHa nmjisi MiATBEpUKEHHS HAsSBHOCTI Ta
BHU3HaUCHHS TsHKKOCTI JIAT, BUKITIOUEHHS 3aXBOPIOBAHb JIIBUX BIIILIIB CEPIlsl Ta BHYTPIIITHHO-CEPIICBOTO
IIYHTYBaHHS (HEOOXiTHO BHU3HAYHTH THCK «3aKJIMHIOBAHHS», MIJIBHINCHHS SKOro BUIlne 12-15 MM €
XapaKTepHUM IS TAKMX XBOPHX), a TAKOXK JUIsl MPOBEICHHS MPOOH 3 Ba30MIATATOPOM, TaK 3BAHOTO
Ba3opeakTUBHOro TecTy. [lokazaHHS JJIsl MPOBEICHHS KaTeTepu3allii MpaBUX BIAIUTIB cepis IUB. Y
Tabmii 7.

Karerepi3alis mpaBux BiJiIIB Ceplis MPOBOIUTHCS Y BIAMOBIAHOCTI JO MI>KHAPOJHOTO MPOTOKOIY
(Hdomarox 2 no VYwuidikoBanoro mporokory) (Chemla D., Castelain V., Herve P., Lecarpentier Y.,
Brimioulle S. Haemodynamic evaluation of pulmonary hypertension. Eur Respir J 2002; 20: 1314-1331;

Davidson CJ, Bonow RO. Cardiac catheterization. In: Libby P, Bonow RO, Mann DL, Zipes DP,
eds. Braunwald’s heart disease: a textbook of cardiovascular medicine. 8th ed. Vol. 1. Philadelphia:
Saunders,2007:439-63; Kelly C.R., Rabbani L.E. Pulmonary-Artery Catheterization. N. Engl. J. Med.,
2013, 369; e 35, 1-7).

Tabauys 7. PexoMeHaallii 3 kaTerepu3anii npaBux BiIijIiB cepist

Iloxka3zanus Kuaac? PiBenn”
KIIC mnokazana BciM mamicHtam 3 JIIT  mios

HIATBEPKEHHSI ]IarHO3y, OLIIHKU TSDKKOCTI Ta MpH 1 C
po3risi cnenugiyHol JIKapCehbKOoi Tepamii

KIIC nmnoBuHHa TNPOBOJUTHCS B  EKCHEPTHUX I B

[IEHTpax uepe3 Te, L0 BOHA MOTpedye MEBHOIO
TEXHIYHOTO YCTAaTKyBAaHHSI Ta MOX€E acCOIIFOBAaTUCS
3 CepHO3HUMHM YCKJIQAHEHHSIMHI

KIIC moxe nmpoBoaMTCS MallieHTaM 13 ypaXeHHSIM I C
JIBUX BIAJITIB Ceplis Ta 3aXBOPIOBAHHSAM JIET€Hb Y
BUIMAJKY KOJM OOrOBOPIOETHCS MHUTAHHA IHOJIO
OpraHHoi TpaHCIUIAHTALi

Komu pesynabratu  BumiptoBanHa T3JIA € ITa C
HENIEBHUMH, PEKOMEH/I0BAHO IPOBOAUTHU
KaTeTepu3allilo  JiBUX  BIIAUIIB  cepus  JUis
BUMIPIOBAHHS KIHIIEBO-J1aCTOJIIYHOTO THCKY B
JIBOMY HUTYHOUKY

KIIC moxxe oOroBoproBaTHCS Yy MalLlI€HTIB, Y SKUX IIB C
migo3proetbess JIIT Ta € 3axBOprOBaHHS JIBUX
BIIIITIB cepust abo JiereHb Il MPOBEACHHS
Tu(EepeHIiifHOTO 1iarHO3y Ta BU3HAYEHHS TAKTHKU

JIKYBaHHS

KIIC moBuHHa TpPOBOAWUTHUCS ISl MiATBEPIKEHHS

edexTuBHOCTI cienudiunoi repanii JIAT Ila C
KIIC moBuHHA TPOBOAWTHUCS ISl MiATBEPIKCHHS

KJIIHIYHOTO TIOTIPIICHHS 1 SK OCHOBA JUIsl OIlIHKH lla C

e(peKTUBHOCTI  MOCHWJEHHA  Tepamii  Ta/abo
MpU3HaYeHHs KOMOIHOBAHOI Tepamii
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a — KJIac peKOMEeH/alliif, b — piBeHb JOCTOBIPHOCTI.

Ba3zopeakTuBHuii TeCT

[IpoBeneHHs1 TecTy HEOOXITHE NJIsl BUSBJICHHS XBOPUX, TAaK 3BAHUX «BIANOBIJAYIBY», IKUM MOXKE
OyTH TMOKa3zaHa Tepamlis aHTArOHICTAMM KaJbIlifo. Y SKOCTI Ba30JHIATaTOPiB BUKOPUCTOBYIOTHCS
Ba30IMJIATATOPHU KOPOTKOI 1ii — iHTanmsmii okcuay a3zoty (NO), utonpocty, B/B BBEICHHS aJICHO3UHY a00
MPOCTAIUKIIIHY. YCi BOHU MBUAKO 3HWKYIOTh JICO, Maiike He BIUIMBAIOYM HA TOHYC CYIUH BEIHKOTO
KoJia. AJIGHO3WH BBOJATH NUIAXOM B/B iH(Y3ii, mounHaroun 3 50 Mr/ Kr/xB, 301IbIIYIOYM MIBHAKICTH
KOXHi 2 XB JI0 MOsIBU MOOIYHUX €(eKTiB (TIMOTeH3is, TOJOBHHMA Oifb, MOYEPBOHIHHS TOIIO). Pesynprar
OIiHIOITH 3a 3HIWKEeHHsIM JICO y BiIMoOBiIb Ha HAWOLIBINY 103y, IO HE BHKJIMKAE MOOIYHUX €(EKTIB.
[TpoOy 3 mpocTanUKIIHOM (€MOMPOCTEHOJI) MPOBOSATh TaK CaMo, alie MOYAaTKOBA IIBHUJKICTh YBEICHHS
CTAaHOBUTH 2 HI/KI/XB, a 30LIbIIyIOTH 11 KOkHI 30 XB. OKCHJ a30Ty BBOJATH IHTAJAIINHO: MOYAaTKOBA
KOHIICHTpALlis PEYOBUHU Y CYMillli, IO BAUXAETHCS, 6-13 Mrm 3, ii 301IbLIYIOTH 13 iIHTEPBAJIOM Y JIEKiJIbKa
XBWJIMH JI0 JIOCSTHEHHSA MaKCUMalbHOTO edekTy. [Ipody 3 110mpocToM MpOBOASTh HACTYITHUM YMHOM. 32
JOTIOMOTOI0 KOMITpeciiHOro HeOymnaii3epa BBOAATH 5 MKI LIOMPOCTY mpotsaroM Onmsbko 15 xB. Ilo
3aKIHYEHHIO 1HTaJSII] pPeecTpyrOTh TeMOJAMHAMUYHI MapaMeTpu Ta Tra3u KpoBi. [103UTHBHOIO TOCTpPOIO
BimoBiro B boMy nociimkerri ACCP i ESC BBaxkaroTh mapameTpu: 3HIKEHHs cepeqaboro JIAT >10
MM.PT.CT. IO TOCSITHEHHS BeNHUnHU < 40 MM PT. CT. 3 miABUIIEeHUM a00 He3MiHHUM ClL.

[TokazaHHs JUIst IPOBEIEHHS Ba30PEaKTUBHOIO TECTY HaBEACHO B TaOIuI 8.

Komenmap pobouoi epynu:
B Vxpaini cmanom na 01.01.2016 p. Ilpocmayuxnin (enonpocmernon) ue 3apeecmpo8anuil sk
JKapcovKuil 3acio.

Tabnuya 8.1loka3aHHs Ta OiHKA Ba30PEaKTHBHOIO TECTY
IToxa3anus Kaac? | PiBenb

b

BaszopeaktuBHe TecTyBaHHs mokasaHe mnaunieHTam 3 UJIAI, cnaakxosoro
JIAT 1 JIAI, noB’s3aHOI0 3 AHOPEKTHKAMH, BUKOPUCTOBYETBHCS IS I C
BUSIBJICHHS MAIlIEHTIB, IKUX MOXHA JIKYBaTH 3a JJOIIOMOTOI0 BUCOKHUX 703
AHTaroHICTIB KaIbIII0

[lo3uTBHA BIANOBIAL HAa Ba30PEAaKTHBHH TECT BHU3HAUYAETHCS 5K
3MeHIIeHHs cepeqHboro JIAT >10 MM.pT.CT. Ta TOCSATHEHHs aOCOIIOTHOTO I C
3HayeHHs cepeaHboro JIAT < 40 mMm.pT.cT. 31 30iIbIIEHIM a00 HE3MIHHUM
CEpLIEBUM BUKHIOM

BaszopeakTuBHUI TECT MOBUHEH MPOBOJIUTHUCS B CHEI1aJII30BAHUX IEHTPaX I C
BaszopeakTuBHUI TECT MOBHHEH NMPOBOAMUTUCS 3 BUKOPUCTAHHSIM OKCHUIY I C
a30Ty SIK Ba30J1MJ1aTaTopa

BaszopeaktuBHe TecTyBaHHS MOKE MPOBOJUTHCS 3 BUKOPHUCTAaHHSIM B/B I C
€IOIPOCTEHOILY

BasopeakTuBHE TecTyBaHHS MOKE IPOBOJUTHCS 3 BHUKOpucTaHHsM | IIB C

IHTJILIHHOTO UIJIONPOCTY SIK aJIbTepHAaTHBA
BaszopeakTuBHE TecTyBaHHS MOXKE IMPOBOJUTHUCS 3 BUKOPHUCTaHHSM B/B

aJICHO3WHY SIK aTbTEPHATHBA 1B C
3actocyBanHa  nepopaibHoro ab6o BB BKK mpum  rocrpomy
Ba30pPEaKTUBHOMY T€CTYBaHHI HE PEKOMEHAYETHCS Il C

BazopeakTuBHe TecTyBaHHSI [JIsl BHSIBICHHS TAIlI€HTIB, SKi O€3MEYHO
MOXYTh JiKyBatucs BHucokuMU pno3amu BKK, He pexomenmyerbcs Il C
narienTam 3 iHmmMu rpynamu JII (rpynu 2, 3, 4, 5)

a — KJIaC peKOMEH/Ia1liid, b — piBeHb TOCTOBIPHOCTI.

Tnwi memoou oocnioorcennsn
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Haiikpammum meromoMm, 1o go3Boiisie miarHoctyBatd TEJIA Ta BCTaHOBUTH TOKa3aHHS JI0
EHJApTEPEKTOMIi, BBAXKAETHCS aHT10MyIbMOHOpadisl.

V3]1 BHYTpILIHIX OpraHiB 103BOJISE A1IarHOCTYBATH IIMPO3 MEUiHKU Ta/ab0 MOpTaibHy TilnepTeHs3ito.
Opnnak HEOOX1THO 3a THITUMHU METOJaMHu (KIIHIYHUMH, BUMIPIOBaHHS IIEHTPAJIbHOTO BEHO3HOTO THCKY,
BUKOPUCTaHHA KOJBbOPOBOi jpommiieporpadii) BHKIIOYUTH MOPTAJBbHY TINEPTEH3iI0  BHACIHIJOK
npapouuyHoukoBoi CH.

VY SKOCTI METOJIB OOCTEKEHHSI PEKOMEHIYEThCS JOCITIKEHHS 3araJlbHOTO aHali3y KpOBI — BMICT
reMorjao0iHy, epUTPOILMTIB, TEMAaTOKPUTY, JICUKOIUTIB, TpoMOouuTiB. HeoOXimHuii GloXIMIYHMIA aHaTI3
KPOBI JUIS OIIHKHM (PYHKIIT HUPOK, MEUiHKH, IMyHOJIOTIYHUN — HA HASBHICTb LUPKYITIOIOYMX AHTUTUI A0
KapAloJiniHy, BOBYAaKOBUW AaHTUKOATYJSIHT, KOAaryjJorpaMma, TOPMOHHM UIMTOBUIHOI  3aJ103H,
ceposioriunuii Tect Ha BIJL

Bussnenns SSA, SCI-70 a6o Bucokux tutpiB JIHK-aHTHTILT BKazye Ha 3aXBOPIOBAHHS CIIOJIYYHOT
TKaHWHH, & BUCOKI TUTPH aHTHKAPIOTIIMIHOBUX aHTUTLI cBiquaTh mpo X TEJIT.

Busnauennsa goynkyionanvnoi 30amuocmi xeopux JII'

O06’exTHBHA OIliHKA (DYHKIIOHAIBHOI 31aTHOCTI XBopux Ha JII' HeoOxiaHa it OUiHKH TsKKOCT JIT
1 TMHAMIKH KJIHIYHOTO cTaHy Ha (oHi mpoBeaeHoi Tepamii. Ha cboroaHi TecT 3 6-XBUIMHHOIO XOb0010
(T6XX) € HaWBaXIMBIIIMM TECTOM IS OMIHKK (izumuHoro crany xsoporo mpu JII. Tlpu HbBOMY
BUMIPIOETHCS JUCTAHIIIS, IPOW/ICHA MAIlIEHTOM IIIKK 332 6 XB Y 3py4YHOMY JJIsl HBOTO TeMi. Pe3ynbraTu
TECTy BaXIIMB1 JJi1 YTOYHEHHS /AiarHo3y NpU KOMIUIEKCHOMY OOCTEXEHHi, MOHITOPYBaHHI JWHaMIKH
3aXBOPIOBaHHs, €(QEKTUBHOCTI JIKyBaHHS Ta OIIHKK MpOrHo3y (piBeHb JoKa3oBocTi B, kiac
pexomenpaniii 1). Tect 3a3Buuail JOMOBHIOETHCS OIiHKOIO 3aauiiku 3a Borg G. (1982) (nuB. Jonartox).
Hucranmis xons0u < 300 M BKa3ye Ha HECIPHUSITIUBUANA IPOTHO3.

KapgaionynbMoHanbHMI HaBaHTKYBAIBHHUIM TECT Ja€ MOXIMBICTH OIHUTH BEHTWIAIIID Ta
ra3oo0MiH TiJ dYac J1030BaHOrO (hi3MYHOTO HABAHTAXKEHHS, IHJEKC IMiKoBOro croxuBaHas Op,
aHaepoOHuii mopir. ¥ xBopux Ha JII' 3HMKEeHA BelWYMHA aHAEPOOHOTO MOPOTY Ta MIKOBOTO CIIOXKHBAHHS
Oq. Leit Tect He Mae niepeBar y nmopiBHsHHI 3 T6XX 1 3aCTOCOBY€ETHCS PIIKO.

Jugpepenyianvha diacnocmuxa 3axeo0proeamns, w0 cynpoeooxcyromocsa JII'

loionamuuna necenesa cinepmensis. HaBite 115 dikapiB po3BUHEHUX KpaiH cBity IJII" sBisie coboro
HE IIpocTe KJIiHIYHE 3aBAaHHA. OJJHaK OCTaHHI POKH O3HAMEHYBAJIHCS CYTTEBUM IOIOBHEHHSIM J0KAa30BOi
0a3u y 3B 513Ky 13 cepi€ro PpyHIaMEHTaIbHUX 1 KJIIHIYHUX pOOIT, MPUCBSIUEHUX HOBUM 1HCTPYMEHTAIbHUM
MeToJaM OOCTEeXKEHHsI Ta JIIKyBaHHS. 3aBISKH BETUKIM yBa3zl 70 IMi€l Maroyorii OCTaHHIM YacoM
MoKpamuiacs ii KJiHIYHA IIarHOCTUKA, ane AiarHoctyBaT IJII' Ha paHHiX eTamax Tyke CKJIaIHo.

Tunosi cumnromu, 3a sskumu MoxkHa 3amigo3putu U, Hecnienugivni. JliarHocTHKA 3aXBOPIOBAaHHS
MOJKJIMBA B PO3TOPHYTIN CTaJlii 3aXBOPIOBaHHS.

Cumnromatuka ciMelHoi Ta cnopaauyHoi ¢opm JIADIT onnakoBa. 3axBOpIOBaHHSA YacTille
3yCTpI4a€eThCcs y MOJIOJUX KIHOK. Y po3ropuytiit craaii UII' 3aguimika € HaifOuIbII MOCTIHOIO 03HAKOIO
xBopoOu. Llinuii psa IHIMX KIIHIYHUX MPOSBIB (3alaMOpPOYEHHS, HEMPUTOMHOCTI, pi3Ka clIaOKICThb)
noB’si3aHi 3 MajuM, ¢ikcoBaHuM yaapHuM o6’emom JIIII wyepe3 Bucokmit JICO. 3a manumu
Hamionansnoro perictpy CHIA 3agunika Oyna mo4yaTkoBoro o3Hakoro gaHoi popmu JIAI' y 60%, yactoTta
il 36imbIyBanacs 10 90% y posropHyTiil crajii, cnaOkicTe Big3Havanacad y 19% BumajakiB Ha MOYaTKy
3axBoproBaHHS Ta y 47% — y po3ropHyTidi craziii, Ouib y TpynHid kmituHi — y 5 1 47%,
nepea3anaMopoOwIMBHIA CTaH Ta HEMPUTOMHOCTI — Y 13 1 77% BignoBigHO. Y 3B’S3KY 13 IIMM HEOOXiJHO
3BEpHYTHU yBary Ha Te, 10 sK 1 npu iHmUX ¢opmax JIAL', y XBopux BiACYTHI KJIIHIUYHI O3HAKH 3aCTOIO B
JereHsx Ta He OyBae cTaHy opTomnHoe. [{iaHo3 y crokoi He € MOCTIHHOI 03HAKOI0, TOMY 110 HACUYEHHS
KpoBi KucHeM (SaO2) TpuBaiIuii yac 3aIMILAETHCSI HOPMATBHUM.

IHmni xmiHivHI 03Haku — akueHT II-ro Tony nHax JIA, BusBnenns rineprpodii T 1 ITIT mpu EKT,
ExoKI" — takox € 3aranbaumu 3 iHmmMu ¢popmamu JIAT. 3 ocobnuBocteit IJII' moTpiOHO BiI3HAYUTH, 11O
o3Haku rineptpodii 11 pizko BUpakeHi, epeBakaroTh HAJ JUJIATALI€I0, JOBro 30epiraeThest OIM3bKe
70 HOPMH HACUUYEHHSI KPOB1 KUCHEM.



31

HiarHoctuka UII' rpyHTYyeTbCS Ha MOCTIZOBHOMY BHKJIIOUEHHI 1HIIMX, OUIBII PO3MOBCIOIKEHHX
MPUYUH 31 CXOXKOK KITIHIYHOK CHMITOMATHKOIO. J[Js CKpPUHIHTY, KpiM TIPOCTOTO KOMIIJIEKCHOTO
oOcTexeHHs, HeoOXiaHO oiHUTH THCK Y JIA 3a mormomororo ExoKI .

Hiarno3 cimeitnoi JIAI' craBuThCs y BUIAAKax, SKIIO XBOpi, NOHAMMEHIIe, IBa WieHH ciM’i. Ha
CHOTOJHIIIHIN JIeHb BU3HAYEHO JIBa TEHETHUYHUX JePEeKTH, sSKi BUKIMKaOTh JIAL: MyTamii B KicTKOBOMY
MopdoreHeTuuHOMy TpoTeiHoBoMy perentopi 2 Tuny (BMPR-2) y xpomocomi 2q33, mpuBoasdu 10
JIAT y 20% HociiB nux myTtauii, i myranii B reni ALK-1.

[Ipu JII', acoyitiosariii 3 ypascenuam ouxanvroi cucmemu (XO3JI, iHTepcTHIIIaTbHE 3aXBOPIOBAHHS
JIETEHIB), paHille BChOro B KIIIHIII Ma€ Miclie MPOsB JIETEHEBOI HEIOCTaTHOCTI — OOCTPYKTUBHA ii opma
npu XO3J1, pecTpukTUBHA — IIpH ypaskeHH1 nmapenximu JiereHiB. Yactora JIAI cranoButh 30-50% cepen
XBOPHX 3 TSDKKMMH 3aXBOPIOBaHHSMH OpoxojereHeBoi cuctemu. OnHak, menme HiX y 10% marienTis
CTJIA nocsrae 6iabine 40 MM.pT.cT. BaxmBum € i ¢akT panaboro po3Butky I HemocTaTHOCTI HABITH
npu Hepizkomy migsuieHHi CTJIA Ta nmpu HOpMaNbHUX HOTO IU(pax, MO0 HU3KOK AaBTOPIB OCTAaHHIM
4acoM TMOSICHIOETBCS PO3BUTKOM AUCTPO(IUHUX MPOLECIB y MiOKap/i, MOB’S3aHUX 13 XPOHIYHOIO
TIMOKCEMI€I0 Ta IHTOKCHKaIi€r. ToMy XapakTepHi Taki CUMITOMH, K ekcmipaTopHa 3aaumka (XO03JD),
paHHs mosiBa AUQY3iHOrO IiaHO3y, IO KOPENIoE€ 3 TimoKcemiero. BUsBIAIOTbCS O3HAKU eM@izeMH
JIETEHIB, OPOHX000CTPYKIIIT 13 CYyXMMH XPHUIIAMH, III0 HAPOCTAIOTh 3MiHAMH IMOKa3HHUKIB D3]], 3HUKCHHIM
00’emy ¢QopcoBaHoro BuAMXy 3a 1 CekyHAy, MIKOBOI 00’€MHOi MIBHJAKOCTI 1 IHIIMX TOKa3HHKIB
OoponxooOctpykmii. Ilpm mnapeHxiMaro3HOMYy ypakeHHI (XpOHIYHA IHTEpCTHUIliaibHA ITHEBMOHIs,
TyOepKylib03, KaHIIEpOMAaTo3, MHEBMOCKJIEPO3, CTaH IMICJs Pe3eKlii JIereHi) BUSBISIOTHCS MEPKYTOpPHI
3MiHH, KpEeMiTallisi, BOJOT1 3By4YHI XPHIIHA, PEHTI€HOJIOT14HI BKa3iBKM Ha ocepeaKoBi abo nudys3iitHi 3MiHHI
B JIET€HAX, 3MEHIICHHS 00’€My JIeT€HEeBOI TKAHWHU, 3HUKEHHS YKUTTEBOI €MHOCTI JIET€Hb 3a JaHUMHU
@3 /.

[Tpu XO3JI HaBiTh HE3HAYHE MiABUINECHHS THCKY B JIA Moke MaTtu moranuii nporuno3. Bimomo, 1o
npu JII" 6inpine 45 MM.PT.CT. TPUBAJICTD XKHUTTS PiJIKO MEPEBHUILYE 5 POKIB. Y TaKHX BUIAIKAX CUMITOMHU
JII' MOXKyTh TIepeKpHBaTH CUMITOMH OCHOBHOTO 3aXBOproBaHHs. OJHaK, KiiHiuHI o3Haku JII' (3agumika,
ciabkicTh, OUTb B 00JACTI ceplls, 3alaMOpPOYEHHsS TOIIO) MOXYTh OyTHM W HposiBaMU JIET€HEBOi
HE/I0CTAaTHOCTI, SIKa Y XBOPHX 3 JIETEHEBOIO MATOJIOTi€r0 BUHUKaE paHime CH.

EKT 1 pentreHorpadist He € 1O0CUTh YyTIMBUMU Ta cneruiyHuMu 1 aiarnosy JII' y uux xBopux.
ITpu EKI' sepinko o3naku rinmeptpo¢ii [T ne BusBnsrorbesa. Yacrime peectpyerbest S-tun EKT,
Osokazna npaBoi HiKkM mydka ['ica. ExoKI' wacto yckiagHeHa yepes3 3MEHIIEHHS exoKapiorpadiuHoro
BiKHA BHACIIOK eM{}i3eMH JIEeTeHiB.

Jlecenesa ecinepmenzisi npu 3aX80pPHGAHHAX, WO 00OMedxcyromv pyx epyouoi kuimuuu. Jlo
3aXBOPIOBaHb, 110 0OMEXYIOTh PyX I'PYJIHOI KIITHHH, HaleXaTh Kiho3, Kihockomios, xBopoba bextepesa,
MepeHeceHa TOPOKOIIaCTUKa Tollo. BcranoBnena mpsima 3anmexHicTh JIIT Big TSDKKOCTI Ta JTaBHOCTI
nedopmarii rpynHoi kmituHU. Kminiydi cumnromu JII' HapocTaloTh y Mipy HporpecyBaHHsS OCHOBHOTO
3aXBOPIOBAHHS — MIJCWIIOEThCSA 3aJMILIKA, HapocTae IiaHo3. JlereHeBi 00’eMu (KUTTEBa Ta 3arajbHa
€MHICTb JieTeHiB) 3MeHIIeHi. Hacuuenns kamninsproi kpoBi Oz 3HmwkeHe. Jliarno3 JIAT miarBepmaxyeTbes
ExoKT, y pinkux Bunaakax BuHukae HeoOxiaHicTh y KIIC.

Ilpu nikgixcokomy cunOpomi XBOpl CKapXaTbCsi Ha 3aJMIIKy, COHJIMBICTb, BIJI3HAYAETHCS
MIJIBUINICHUA ameTUT, 1HOJ1 Cchpara, agdHaMis. XapakTepHa HaIIWIIKOBa Maca Tuta. [lpu ormsmi
BIJ3HAYAETbC BUpaXeHUH 1udy3iHuid niaHo3. JlereHeBa HEIOCTATHICTh 3YMOBJIEHA TaKOX
[EHTPAILHUMH TTOPYIICHHSIMHA PETYISIIii muxanHs. HaltuacTimnie 3HWKYEThCsl XBHIIMHHAN 00’ €M JIMXaHHS.
3MEHIIYETbCS JKUTTEBA Ta 3arajbHa €MHICTh JIETE€Hb, MOPYIIYETHCS PUTM AMXAHHS, YacTillle 32 THIIOM
Yeitn-Crokca 3 nepiogamu amHoe. [Ipu qocimipkeHHI Ta3iB KPOBI BUSBISIETHCS TIMOKCEMIs, T1IBUIIEHHS
Hanpyru COz. Crocrepira€TbCsi €pUTPOLUTO3, YIOBUIBHEHHS MIBUAKOCTI OCIJaHHS EpUTPOLUTIB.
Cumnromu JII™ He BiapizHsatoThes Big XO3JI.

Crain migkpeciauTd, IO TEPMIH <«IEreHeBa apTepiajibHa TiNepTeH3is» He € aJeKBaTHUM IS
XpoHI4HUX XBOpoO jereHiB ([TociOHUK 3 AlarHOCTUKH Ta JIIKYBaHHS JIETEHEBOI rinepreHsii, Studgart-New
York, 2006). Ilpm HHMX nayXe BaXIMBO ONTHMI3yBaTH JIIKYBaHHS OCHOBHOT'O 3aXBOPIOBAHHS Ta
CKOPEKTYBaTH TinmokceMiro. Ha choromHi Hemae 10KasiB, M0 MPH IIUX 3aXBOPIOBAHHAX €(EKTHBHA TEPAITis
JIAT. HacripaB/ii BOHa MOK€ YAHUTH HETAaTUBHUY BIUIUB.
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Ipu XTEJIT JIT po3BUBAETHCS, K MPABUIIO, BHACTIIOK TOCTPOi 00Typallii qucTanbHuX Biaaimis JIA
abo peuumausyouoi TEJIA. 3a pmanumm pi3HuX aBTOpiB, BoHa BuHUKae y 0,5-17% mnaiieHTiB, sKi
nikyBamucst 3 npuBony TEJIA. IIBuame 3a Bce, TOYHE YMCIO TAKMX XBOPHX HEBIJOME, TOMY IO
niarHoctuka XTEJII' ycknagHeHa uepe3 BiACYTHICTh HACTOPOXKEHOCTI IIOJO0 PU3MKY ii BUHUKHEHHS Ta
yepe3 Te, o TEJIA vacTo BUHMKae B OCi0 CepeHBHOroO Ta JITHHOTO BIKy Ha (POHI IHIIMX 3aXBOPIOBAHb
(IXC, xapaiomariii, Bajg TOIIO) 1 TOMY PO3BHUTOK IPABOILIYHOYKOBOI HEIOCTATHOCTI B TAKUX 0Ci0 4acTo
MOSICHIOETHCS LI€I0 TATOJIOTIEr0, 1 KiiHiKa JII' MacKyeTbcs UMM 3aXBOPIOBAHHIMH.

Jnst miarHoctukm 1€l ¢opmu JII' ciig BpaxoByBatu (aktopu pusuky TEJIA — TtpuBany
iMMOO1ITi3a11i10, XPOHIYHY CEpIEBY Ta JIETEHEBY HEIOCTaTHICTh, ONEPATUBHE BTPYYaHHS HA OpraHax
MaJIoro Ta3y Ta YePeBHIN MOPOXKHUHI, BariTHICTD 1 MICISIPOAOBHI TIEPioI, IEPEIOMHU KiHIIIBOK To11o. [Ipn
peumauBytodiii TEJIA npi6Hux rimok JIA cnig ypaxoByBaTH Tak 3BaHI Majl KIIHIYHI O3HAKH —
MepiOIMYHO BHHHMKAIOUl CIM30AM 3aUIIK{, 3almaMoOpoYeHHs, cyOdeOpimiTeT, dYacTi <« ITHEBMOHII»,
HapOCTaHHS O3HAK IMPABOILIYHOYKOBOI HEAOCTaTHOCTI. Mae 3HadeHHs momryk mkepen TEJIA —
XpoHIYHUN TpoMOOQIeOIT KIHIIBKY, MyXJIMHAX OpraHiB Majnoro tasy Ta iH. Kminiuna kaptuna XTEJIT
crae cxoxoro 3 UII'.

Hiaenocmuxa JII' npu BBC TpyHTYeTbCSI Ha 3MiHI KJIIHIYHOI KapTUHU CaMoOil BaJud MPHU PO3BUTKY
JIAT. Tak, npu AMIIII Ta po3BuTKy cunapomy Eii3eHMeHTepa XapakTepHUHN A Ii€l Baay CUCTOIIYHUI
IIyM IIOCTYIIOBO 3MEHIIYyE CBOIO IHTEHCHUBHICTh 1 MOXE 3HUKHYTH 30BCIM; 3 SBJSIOTHCS O3HAKH
rimeprpodii mpaBUX BB ceplis, CIOYAaTKy B KOMOiHalii 3 rineprpodiero JILI, mo BracTuBa 1iit Bai,
a Hajam 3 nepeBaxkarouoro rineprpodiero I 13 curapomom cuctosivynoro nepeantakenus (RIIT > R1,
qR abo Rs B VI1-V3, meraruBuuii T y uux BinBeIeHHsAX, Onokaga mpaBoi HiKKkM mydka [ica, P-
pulmonale). 36inbIIeHHS TPaBUX BiJALUIIB CEPLsl BUABISAETHCS 1 IHIIMMH IHCTPYMEHTAIbHUMU METOAAMHU
(pertrenonoriuanmu, ExoKI', KT). IIpu Jonmnep-ExoKI™ Bu3HavaeThcst 1BoHanpasiieHe abo mpaBo-JIiBe
IIYHTYBaHHs KpoBi. KIIIHIYHO y XBOPOTo 3 SBISETHCS 1 MIACUIIOETbCS OU(BY31HHUN 11aH03, (hOpMYy€EThCS
CHUMIITOM «0apabaHHUX MaTHYOK», PO3BHUBAETHCS MPABOILTYHOUYKOBA HEIOCTATHICTb.

IIpu BiakpuUTOMYy apTepiaJbHOMY HPOTOIl CHOCTEpPIraeThCsl AHAJIOTIYHMMA XiJ| MOJIN: 3HMKAE
XapakTepHU JUid BaAM CHUCTOJO-AlacToMiuHUN 1myM Haa JIA 3a paxyHOK CIOYATKy J1acTOJIIYHOTO
KomroHeHTy, II ToH crae akneHrtyiioBaHuM 1 HeposuiermieHMM. Dopmyerscst rineprpodis ITHI i3
MOJAJIBIIIUM MOTO TEepeBaKaHHSM 3 BIJMOBIIHOK KiIiHIKOI, aHaimoriyno JMIIII, ToOto cunapom
Elizenmenrepa.

OcobnuBictio JMIIII € Oinbmr mi3HIA pPO3BUTOK HEOOOPOTHMX 3MiH Yy CyIWHAaxX JIETEHIB 1
BIAMOBIAHOT KIIIHIKH.

Hiarnoctuka cunapomy Eiizenmenrepa npu BBC 31 3011b11€HUM JIETEHEBUM KPOBOTOKOM Ba)KJIMBa
y 3B’A3Ky 3 HeomnepaOeibHICTIO B IiH cTajii, TOMy IO KOPEKIis Baau IIBUJIKO NPHU3BOIUTH [0
MPaBOILTYHOYKOBOI HEJIOCTATHOCTI Ta CMEpPTi XBOpUX. B TakoMy pasi, OCHOBHHUII THII ONEPaTHBHOTO
BTPYYaHHS, 1110 Ma€e OYTH PO3IIISIHYTUH — Mepecaika KOMIUIEKCY «ceplie-JIeTeHi».

llos’sizana 3 Bl/I-inghexyicro JIAI" Mae Taki X KIIHIYHI Ta TeMOJMHAMIYHI XapaKTEPUCTUKHU, SIK 1
UIl, mo migTBepIKyeThCs NPOBEACHUMHU CHOCTepekeHHsIMHU. Bona 3yctpiwaetscst y 0,1-0,5% 3
OLIIHOYHOIO YacToTor0 BUHUKHEHHS 0,1% Ha pik. Bunuknenns JIAT He 3anexuTh Bia crocoOy nepenadi
BIJI. XBopi Ha BIJI moxxyTh Oyt ogHOYacHO iH(ikoBaHUMH Bipycamu renatuTiB B 1 C, y 3B’43Ky 3 4uM
MaTH KJIHIKY TemnaTtuty. B HHUX Moke pO3BHHYTHCS KapiionaTis, NepUKapAUT, TPoMO EHIOKapIuT.
Ocob6nusictio nepediry BlUI-acomiiioBanoi JIAI' y nopiBusHHI 3 UII' citij BBaskaTH OUIBILI TSKKUM CTaH
namieHTiB 3a ¢yHkiioHansHUM KiacoM JII' (1998) nmpu Ouibin HU3BKOMY cepeaHbOMYy THUCKY B JIA, a
TAaKOXX TIpIIy BH)KMBaHICTh. 3aCTOCYBaHHS AaHTHUPETPOBIPYCHOI Tepamii Ta arpecuBHE BEIEHHS
1H(}IKOBAHUX TMAIll€EHTIB MIJBULIMIO TPUBATICTh JKUTTA. Y mauieHTiB 3 BlJI-acouiiioBanoro JII'
BIKMBAHICTh MPOTATOM POKY cKiajae B 51% mo 58% (y xBopux Ha UII" 68-77%), uepes 2 poku — 32%.

Jns  3axBOproBaHb, IO CYNPOBOIKYIOTHCA nocmkaniiaproro JII, XapakTepHe NO€IHAHHS
cumntoMiB JII' 3 KJIIHIYHUMHU TPOSIBAMH OCHOBHOT'O 3aXBOPIOBAHHS NPHU CUCTOJIYHIN, AlacToiuHii abo
TiH Ta 1HmIA oxgHowacHo auchynkuii JIII. Ile IXC, nunaramiiini kapaiomiomnartii, apTepiaibHI
rinepreHsii, rineprpodiuHi Kapaiomiomnarii, aopTaJbHI BajaW, KIIHIYHA JIarHOCTHKAa SKHUX BiJOMA.
JliarHOCTHKA APYroi TPyHu 3aXBOPIOBAaHb, IO CYIMPOBOKYIOThCS mocTkamisipaoto JIIT (miTpanbHwmii
cTeHo3, Mikcoma ta Tpom6o3 JIII), Takoxkx He morpeOye ommcy. s iX MiATBEpHKEHHS HaAIHHUM
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metoaoM € ExoKI'. OcHOBHUMH KiTI0UOBHUMH (pakTopaMu 1iist aiarHoctuku JII' moB’s3aHoi 13 ypakeHHSIM
JIBHX BB CEPIIS €:

a. Kuiniuni: Bik O6i1b111e 65 pOKiB, CHMITOMH JIIBOCTOPOHHBOI CEPLIEBOT HEOCTATHOCTI, BUPAKECHUH
METa0OJIIYHUNM CHHAPOM, HASBHICTh 3aXBOPIOBaHHS JIBUX BUIIUNB y MHUHYIOMY, THEPCHCTYIOUa
¢bi0puALis Iepeacepab

b. Exokapmiorpadiusi: mopyIieHHs CTPYKTYPH JiBUX BiIminiB cepis (ypaKeHHS KJIallaHiB Cepi,
30UTBIICHHS PO3MIPY JIIBOTO TEpeaCceps, BIIXMICHHS MIXKIIEPEICEPIHOI MEPETHHKH BIIPABO, AUCHYHKIIISA
JIBOTO IUTYHOUYKA, KOHIIEHTpUYHA TirnepTpodis Ta/abo 301IbIICHHS MAacH MiOKapJa JIIBOrO IUIYHOYKA),
30IMBIICHHS THCKY HAIMOBHEHHS JIBOTO [UIYHOYKAa 3a JaHUMHU JIOMJIEPOBCKOTO  JOCIIIKCHHS
(migBumenuit E/E’, 2-3 Tun mopymieHHs MIiTPaJIbHOTO KPOBOTOKY), BIACYTHICTh JUC(HYHKIII MPaBOTO
[IUTYHOYKA, CEPeIHhOCUCTOIIYHA BUIMKA Ha JISTEHEBOMY KJIallaHi, piinHa y mepikapi);

C. Inmri o3naku: EKI" o3nakm (rimepTpodis JiBoro muiyHouka Ta/abo 0yiokama jiBoi HDKKH 1.lica
a00 mepenHbO-BEPXHBOI T'IIKH, (HiOpHIIALIs TIepeacep b, HAABHICT NaTosiorivaoro Q), pentrenorpadivni
o3Haku (B-miuii Kepmi, pimuHa y mieBpadbHUX MOPOKHHUHAX, HAOpSK JIeTeHb, 30UIbLICHHS JIBUX
BIJUTLTIB).

JIst BCIX WX 3aXBOPIOBaHb XapaKTEPHI, KPIM KIIHIYHMX CHUMIITOMIB OCHOBHOTO 3aXBOPIOBAaHHS,
O3HAKH 3aCTOI0 B JIETCHAX, SIKI MPOSBIAIOTHCS HASBHICTIO HE3BYYHOI KpermiTalii Ta ApiOHUX BOJOTHUX
XPHIIB, CTAHOM OPTOITHOE, O3HAKAMHU CEPIICBOI aCTMU Ta HAOPSKY JICTCHIB B aHAMHE31, HaBIiTh, SKIIO JI0
IBOTO Yacy y XBOpOro Oyia MpaBONLTYHOYKOBA HEJAOCTATHICTh. JIiIKyBaHHS OCHOBHOTO 3aXBOPIOBAHHS
(BigHOBNIEHHS KOpoOHapHOro KpoBoToKy mnpu IXC, edexTuBHA aHTUTINEPTEH3UBHA Tepamis MpH
apTepiaJibHIN TiepTeH31i, KOPETyrdi oreparlii Mpu Bajgax Cepiisd TOIIO) MPU3BOAATH JI0 3HIKEHHS TUCKY
B JIA Ge3 cnenianbHOrO JiKyBaHHs Takoi JII.

7. YCKJAJHEHHSI JIETEHEBOI APTEPIAJI bHOI I'MEPTEH3II
1. Baroctpenns JIAI (1ereHeBoO-TinepTOHIYHUA KPHU3)
2. CuHKONAJIbHI CTaHU

3. KpoBoxapkaHHs Ta JiereHeBa KpoBOTeua

4. AHeBpu3Ma Ta pO3pHB JIET€HEBOT apTepii

5. HepocratHicts kianany JIA

6. ITape3 ros0coBoi 3B’ A3KH

7. HepocTaTHICTh TPUCTYJIKOBOTO KJIallaHy

8. Tpom6o03 runox JIA

9. IlopyiieHHs1 pUTMY Ta MPOB1IHOCTI

10. IIpaBonuTyHOUKOBa HEJJOCTATHICTh

3arocrpenns JIAI (JiereHeBO-TinepTOHIYHUH KPHU3)

VY xBopux Ha JIAI' MOXyThb cHocrepiratucsi 3aroCTPEHHS 3aXBOPIOBaHHS, LI0 MPOSBISIOTHCS
MOCHJICHHSIM TPaBOLUTYHOYKOBOI HEIOCTATHOCTI, TIMOTEH31€10, L0 MOACHIOITH MIKIUTYHOYKOBUMH
B3aEMOJIISIMU. Y JIEKOMIIEHCOBAHOTO XBOpOTO 30ubieHHs 00’ emy [1IL mpu3BoANTH 10 TApOIOKCATHEHOTO
3CYBY MEpPEropoJKku 31 3HIKEHHSIM KiHIIeBO-AiacTomiuHoro o6’emy JIIII 1 XBUIMHHOTO 00’€My ceplis.
KniHiyHMME TIposiBAMHM CTaHy € CKapru Ha pi3Ky Cil1aOKicTh, 3allaMOpPOYEHHS, HENPUTOMHUU CTaH.
MoxumBa BTpaTta cBigoMocTi. [Ipu orisai BusiBiserscs OmimicTh MmKipu, miaHo3. Ilymsc crae
HUTKOTIOAIOHMM, MOXIIMBE TOPYIICHHS PHUTMY, apTepialibHUi THUCK 3HMXKyeThess g0  80-70/60-
40 mm.pt.cT. Ilpn ornmsaai Ta manbnaiii TpyaHOi KIITHHM BiJ3HAYAa€ThCS TMOCHIIEHA IpeKap/iaibHa
nynecanis 3a paxyHok IIHI. TlpocnmyxoByerbcs mnocunenuit 2-it ton Hax JIA. Kpim 3arampHoro
HiATPUMYIOUOTO JIIKYBaHHS Y TAKUX XBOPHX Tpeba 3aCTOCOBYBATH HACTYIHI 3 NMPUHIIMITY Tepartii:

1. 3a MOKXJIIMBOCTI — YCYHEHHSI IPUYMHU JEKOMIIEHCAIIli;

2. 3umwxkeHHs noctHaBaHTaxeHHs [ 3a 70MOMOror0 MakCUMaJIbHO CEIEKTUBHUX Ba30MIATaTOPIB
JIA;

3. 3acrocyBaHHS TMO3UTHBHHUX IHOTPONIB 1/ab0 B JESIKUX BUMAAKaX HepuPEepUIHHX
Ba30KOHCTPHUKTOPIB.
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MOXIMBUMHU TPUYMHAMH, SKI MOXXHA YCYHYTH, € TMOPYIICHHS PEXUMY MPUHAOMY IMperaparis,
TEJIA, aputwmii, OBIIbHO TpOTiKaro4ya iHGEKIs, TepeBaHTaXXCHHS PIAMHOW. B OocTaHHBOMY BHUIIAIKY
HEOOXiHEe CTUMYIIOBAHHSA Alype3y HaBiTh MPHU T1OTOHII.

[ToTpiOHO MakCHManbHO MIBHIKO Ta €(PEKTHBHO BUKJIMKATH JIETEHEBY Amiaraiito. Kpaiie BBecTH
B/B TPOCTAaHOIMM — emompocTteHon abo imompoct. IlowarkoBa nosza imompocty 0,5 HI/KI/XB, SIKY
nigBuimyoTh depe3 30-60 xB nHa 0,1-0,2 HI/KI/XB 10 nHocsrHeHHs OaxkaHoro edekty. MokHa
BUKOPUCTOBYBATH IHTAIALIMHANA 1TOMPOCT, a iHOAI Oo3eHTaH abo cunaeHadin. [HoTpomHi mpenapatu
(modamin, moOyTramiH, JICBOCHMEH/JAH) NPHU3HAYAIOTh MPU HEAOCTATHIM e(EKTUBHOCTI JIETEHEBHUX
Ba30/IMJIATATOPIB.

Komenmap pobouoi epynu:
B Vkpaini cmanom na 01.01.2016 p. bozenman e 3apeecmposanuii K HiKapcoKuil 3acio.

CuHKONAJIbHI CTAHU

Cunkomne (cepueBa HENPUTOMHICTB) BHHUKae y xBopux Ha JIAD Tinpku mig 4ac ¢i3MUHOTO
HaBaHTa)XeHHs ab0 eMoliiiHoro ctpecy. [latorenernyHo BiH noB’si3aHui 31 30ubmeHHsIM JICO 1 pizkum
posmupenasam 11 3i 3cyBoM MDKIITYHOUKOBOI neperopoaku B nopoxuuny JILI. [Ipu npomy ymapauii
00’em kposi JIII pizko magae, mo npu3BOAUTH 0 imiemii Mo3Ky. CHHKOIE MOXXHA PO3IJISAATH SIK
CHUMIITOM JICTEHEBO-TINEPTOHIYHOTO KPU3Y

KpoBoxapkaHHsi Ta JiereHeBa KpoBoTeya

[TpuunHOIO KpoBOXapkaHHsS y XBopux Ha JIAI' Haifuacrimie € po3puBHU JIEr€HEBO-OpOHXIATBHUX
aHACTOMO3iB. Y TakuX BUMAJKAX KPOBOXApKaHHS PiAKO OyBa€ 3HAYHUM 1 MPUIHHIETHCS CAMOCTIHHO. Y
xBopux 3 BBC y ¢as3i Eiizenmenrepa 3 BuUcOKUM reMatokpiToM (>60%) iHOA1 BiI3HAYAETHCS MOKPAIICHHS
CTaHy Ticisi KpoBoxapKkaHHs. [Ipu gacToMy Ta TpUBaIOMY KpOBOXapKaHHI MOYKE PO3BUHYTHUCS aHEMisl.
BuHuKae 3arpo3a JereHeBoi KpoBoTedi. TakuM XBOPUM HeoOXiHa reMocTaTHYHA Teparis. IM Moike
3Ha00UTHCS emMOoi3alis OpOHXIaJbHUX CYIUH.

JlereneBa KpoBOTE€Ya, $K IMPAaBWIO CMEpTelIbHA, BUHHMKAE Y XBOPHX 3 PpO3IIAPYBAIbHOIO
aneBpusmoro JIA. YV xBopux Ha JII" Ha poni TEJIA kpoBoxapkaHHS BUHUKAE IpU 1H(APKTI JiereHb. BoHo,
K MPaBUJIO, HE MOTpeOye crenn(iyHOro JTiKyBaHHS.

VY xBopux Ha nocTKanuIsipHy (BeHo3HY) JII' kpoBoxapkaHHsSI BUHMKAE BHACIHIJIOK BEHO3HOTO 3aCTOI0
B MaJIoOMy KoJIi KpoBooOiry. Lle 0co011MBo XxapakTepHO Ul XBOPHX 3 MITPAJIbHUM CTEHO30M. Y XBOpHUX 13
CHCTEMHHMH 3aXBOPIOBAHHSMH CIIOJNyYHOI TKAaHMHHW KPOBOXApPKAHHS YaCTillle BUKIMKAETHCS OCHOBHUM
3aXBOpIOBaHHAM (BackyiniTamu) 1 piame noB’s3aHe 3 JIAI. ¥V xBopux Ha XO3JI Takoxx HEOOXiAHO
MIPOBOAUTH AUQEpeHLiaNbHy JIarHOCTUKY KpoBOXapKaHHSA. BoHO nyxke pigko Moxe OyTH MOB’s3aHE 3
JII'. Yacrime Horo mpuuyMHamMu OyBalOTh JECTPYKTHBHI NPOLIECH B JIETeHAX (TyOepKyibo3, pak) abo
OpOHXOEKTa3H.

AHeBpH3Ma Ta PO3PHB JiereHeBoi apTepil

AneBpu3Ma ocHOBHOTo cToBOypa JIA 1 ii rilok BUHMKae BHAcCHigoK BUcOKoi JII', 10 BUHHUKIIA BiKe
naBHO. KiiHIYHMMY nposiBaMU 1IIbOTO YCKJIaIHEHHS € marosioriyHa mynbcauis B oonacti [I-111 mixxpebep’s
TBOpPYY, CUCTOJIYHE «KJIAllaHHS» MPHU TpociyxoByBaHHI, Yy 30% mnpotomiacTomiunmii mym ['pexema
Crinma BHACHIIOK BigHOCHOI HemoctaTtHOCTi kimamany JIA. VYckmannennsm aneBpusmu JIA € 11
po3LIapyBaHHS Ta PO3PUB.

ITapes3 roJsiocoBoi 3B’ 13kH

[Tape3 rosocoBoi 3B’S13KM BUHUKAE BHACTIIOK THCKY PO3LIMPEHUM CTOBOYpPOM 1 JIiBOIO T'ikoro JIA
Ha TIOBOPOTHUM HEpB, IO MPHU3BOIUTH [0 «IIPOBUCAHHSA» JiBOi T0JIOCOBOI 3B’A3KH. KiliHi4HO
YCKJIQHEHHS TPOSIBIISETHCS 3MIHOIO TeMOpPY TOJIOCY BiJ[ JIETKOI XPHUIIOTH, OCUILIOCTI 10 TMOBHOI adoHii.
Crain 3a3HAYUTH MIHJIUBICTH BHPA3HOCTI LIBOTO CHUMIOTOMY, IO MOXXE IIOSCHIOBATHCS JCSIKUMH
KOJIMBAHHSIMH JIETEHEBOTO apTepialbHOTO THUCKY. Taki XBOpi 4YacTo O€3yCIIIIHO JIKYIOTBCA B
OTOJIAPUHTOJIOTA.
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HempocTaTHicTh TPUCTYJIKOBOI0 KJIANAHY

HenocraTHICTh TPHCTYIKOBOTO KJamaHy po3BUBaeThcs BHachimok mmnatamii [T VYV Oimemocrti
xBopux Ha JIAI' mpomy mepenye rineprpodis IIII. V mamieHTIB 3 XpOHIYHUM JICTEHEBUM CEpIEM
Oponxo-nereneBoro reae3y (XO3J1, ypakeHHs MapeHXIMU JIETEHIB) YaCTO HEJOCTATHICTh TPUCTYIKOBOTO
KJIalTaHy PO3BUBAEThCs Oe3 momepenuboi rimeprpodii TIHI, mo moscHIEThCS PO3BUTKOM auCTpodii B
MioKapi 4epe3 TiloKciio, OB s3aHy 3 JIETEHEBOIO HEJIOCTATHICTIO, IHTOKCUKAIIIIO BHACIIIOK MTOTOYHOTO
3aMaJIbHOTO TPOIeCy B OpoHXO-JiereHeBild cuctemi. KiiHIYHMMM O3HaKaMH BiJHOCHOI HEJOCTaTHOCTI
TPUCTYJIKOBOTO KJIANlaHy € MO3UTUBHHUN BEHHUU IyJbC MPH OISl IIWi, 3CyB IPAHUIb CEPISl BIPABO,
CUCTOJIIYHUNA IITIyM Ha TPUCTYJIKOBOMY KJIallaHi, IO MiACHIIOETHCSA TMpHU BAuxaHHI (cuMmnToM Piepo-
KopBaino). Jliarno3 miarBepmkyerbes ExoKI. Vemix ikyBaHHS 3a€KWTh BiJ JIKyBaHHS OCHOBHOTO
3aXBOPIOBaHHS.

TpomM003 riJiok JiereneBoi aprepii

YTBopeHHs TpoMOiB y cuctemi JIA mpu JII' gactimme OyBae in situ BHACHIIOK YIIOBIIBHEHHS TOKY
KpOBI1, HOPYLICHHS €HA0TENIanbHO1 (YHKIIIT CyTUH JIeT€Hb, arperaTHOrO CTaHy KPoBi. Y YaCTHHHU XBOPHX
3 Bupaxkenoro CH, ®II Bunukae TEJIA. [liarHo3 IpyHTYETbCS Ha MOCHJICHHI 3aJMINKH, I[1aHO31, 03HAK
MIPABOLLTYHOYKOBOT HEIOCTATHOCTI. MOIIMBE CHHKOIME. Y T1a3Mi KpoBi Bu3HavaeThes Jl-numep, Ha EKT
— 30inmpmenHs o3Hak nepeBantaxenns [, IIII. IlinTBepmxyerscst miarHo3 cumHTHrpadiero, KT i
anriorpadieto. JIlikyBaHHsI IPOBOIUTHCS BIAMOBIIHO 10 cxeM JikyBaHHs TEJIA.

IHopymieHHst pUTMY Ta NPOBIIHOCTI

g xBopux Ha JIAI" Hexapakrepuuii po3sutok ®II. Bona € yactuM yckiiaAHEHHSM 3aXBOPIOBAHb,
10 CYNPOBOJKYIOTbCcA BeHO3HOK JII' — mitpamsHOro crenody, IXC. Opnak, Ha mi3HIX eTamax
3axBoproBaHHs @II moxnuBa i y xBopux Ha UI', pennausytouy TEJIA, XO3JI. Taki nopymeHHs puTMy
Ta MPOBITHOCTI, K €KCTPACUCTOJIIsA, CUHOATpiajibHa OJIOKajaa, Mirpaiis BOJIS pUTMY IO MEpeicepasXx,
3yCTPIYarOThCS IOCUTH YacTo.

IIpaBoULIYHOYKOBA HEJOCTATHICTH

O3Haky NMpaBOLUUTYHOYKOBOI HEAOCTATHOCTI BifoMi. Lle — migBUINEHHS LIEHTPAIbHOTO BEHO3HOI'O
TUCKY, IO KJIIHIYHO TPOSIBISETHCA HAOpSKaHHSAM IIMHHUX BEH, 30UIBIICHHSM pPO3MIpIB MEYIHKH,
MO3UTUBHUM cumnToMoM [Inemra.

VY XxBopux 3’MBISIOTECSA HAOpPAKM HIDKHIX KIHIIBOK, acuutT. Cmix 3azHauutd, mo npu I,
He3Baxatoun Ha Bucokuil JICO 1 CTJIA, ski y XxBopHuxX crocrepiratoTbes TpuBanuil yac, [T BuHukae
mi3Ho. [{nst xBopux Ha XO3JI xapakTepHuil paHHI PO3BUTOK MPaBOILTYHOYKOBI HEJOCTATHOCTI MICHS
(opMyBaHHS XPOHIYHOTO JIETEHEBOI'O CEepIIs.

Tabnuya 9. Ilpukaaau popmyT0BaHHS 1iarHO3iB Ta iX KOAYBaHHS

KO/ MKX-10
JlereneBa aprepianbHa TimepteH3is, imiomatuuna |l c1. | 1.27.0 [mionaTuyna nereHeBa
(3IIBC 14.02.2015 p., cepenniit Tuck B JIA 35 mm pt.ct.) Il | rimepren3is

®K 3a BOO3,CH 0
JlereneBa aptepianpHa rineprensis, imiomatuuna IV crt. | 1.27.0 [mionaTuyna nereHeBa
(3IIBC 10.05.2015 p., cepenniii tuck B JIA 60 MM pT.CT.) | rinepTeH3is

CunkonanbHi ctann. HemocratHicts kinanana JIA. IV @K 3a
BOO3. CH 1I-A 3i 3HmkeHHsAM ckopoTinBoi 3aatHocTi [T
(DB 30%) Ta JIHI (OB 30%). IIT ®K 3a NYHA

JlereneBa apTepianibHa rinmepreH3sis, acoriiioBana 3 BIJI- | 1.27.28 Tam dopmu
iH¢exuiero. III cr. (3IIBC 10.01.2015 p., cepenHiif THCK B | BTOPUHHOI JIET€HEBO1
JIA 80 MM pt.cT.) IV ©K 32 BOO3. CH II-b 31 3HMW)KEHHAM | TinmepTeHsii
ckopomBoi 3xarHocti [T (OB 25%) Ta JIII (OB 40%).
IIT ®K 3a NYHA
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Xponiyauii  remarutr C, UUTOMITHYHHA  CHHIPOM.
[THeBMomcTHa BOOIYHA TMHEBMOHIS  PELHHUIUBYHOYOTO
xapaktepy, JereneBa  HejmocratHictb Il cr.  3a
PECTPUKTHBHUM THUTIOM

BBC: Binkpura aprepianpHa mpoToka. YmuBaHHs npoToku | 1.27.28 Tamii hopmu
(2001 p.). AmneBpusma crtoBOypa JIA. HenocratHicTh | BTOPHHHOI JICTEHEBOT
knarana JIA. JIAT, acomiiioBana 3 BBC, III cr. (3IIBC | rineprensii
21.07.2015 p., cepenniii Tuck B JIA 70 mm pt.cT.) IV @K 32
BOO3. CH II-b 3i 3HmXkeHHsIM CKOPOTIUBOi 31aTtHoCTi TTHI
(®B 25%) ta JILI (OB 40%). 111 ®K 3a NYHA

XTEJI 11 cr., I Tun 3a kmacudikamiero Jamieson. | 1.27.20 Xponiuna
Xpowniuna peruauytoua TEJIA. III ®K 3a BOO3. CH II-A | Tpom6oemOoiyHa iereneBa
31 30epekeHoro ckopotiauBoro 3aatHicTio [T (OB 45%) ta | rineprensis

JIII (DB 50%). 11 ®K 3a NYHA
PeBmatusm H/a ¢aza. KombiHOBaHa MiTpaibHa Bama cepus, | 1.05.0 MitpanbHuit CTEHO3
nepeBaXHo MiTpanbHuii cTeHo3 IV ct. [locrilina popma @II. | peBMaTHUHUI

JlereneBa rineprenzis Il cr. CH II-A 31 36epexenoro | 1.27.28 Inmii ¢popmu
ckopotiuBoto 3natHicTio [T (OB 40%) Ta JIII (®B 50%). | BTOpuHHOI JiereHeBoi

IT ®K 3a NYHA rinepTeHsii

XO3JI 1V cr., y (a3i 3aryxatouoro 3aroctpenns. Jlerenesa | J44 XpoHiuHe 0OCTPYKTHBHE
HenocratHicTh Il cT., BropunHuii eputpouuntos, JII' I cT. | 3aXBOprOBaHHSIMH JIETEHb
Xponiune nexommencoane nerenese cepue. CH II-b 3i | 1.27.28 Inmi ¢popmu
3HIKEHHSM cKopoTiinBoi 3aaTHOCTi [IHI (OB 25%) Ta JII | BTOpHHHOI TereHeBO1

(®B 40%). IV ®K 3a NYHA rinmepreHsii

8. JIKYBAHHSA JIETEHEBOI T'IITEPTEH3II

JIikyBaHHS XBOPUX Ha JIETEHEBY T1NEPTEH31€I0 MPECTaBise 3HauH1 TpyAHoIi. Cutyalis 3MiHUIacs
B OCTaHHI POKH 3aBJSIKA 3HAYHOMY 30UIBIICHHIO YUCJIA PAH/IOMI30BaHUX KOHTPOJIHOBAHUX JOCIIIKEHb
(PKA).

Merta mnikyBaHHs JII' — 3MEHIIEHHS BHUPaXEHOCTI CHMITOMIB, YIHOBUIBHEHHS IPOTpeCyBaHHS
3aXBOPIOBAHHS, TMOJNIMIIEHHS SKOCTI JKUTTS XBOpUX Ta 30UIbLIEHHA Horo TpuBanocTi. JlikyBaHHsS
HeoOX1HO IOYMHATH BiJipa3y MiCJsl BCTAHOBJICHHS /11arHO3Y.

AHTaroHiCTH Kajbllil0, AHTUKOATYJSHTH, CEpIEBl TIIKO3WAM, KHCHETepallis Ha ChOTOJHI,
HE3Ba)XKalouu Ha BIJACYTHICTh BiANOBIAHUX PKJI, cTaHOBIATH CTaHAapTHY Tepamiio, 10 HIMPOKO
3aCcTOCOBYIOTh Y XBopux Ha JII'. PasoM 3 TuUM 3’sABMJIMCS HOBI TIpylnM JIKapChbKUX Ipernaparis,
e(EeKTHUBHICTD 1 O€3MEKY SIKUX JOBEICHO pe3yJIbTaTaMU KOHTPOJIbOBAHUX JOCIIIKEHb.

3aranbHi pekoMeHAail

Jna Bcix xBopux Ha JII™ akTyanbH1 3arainbHi peKOMEHAIi1, JOTPUMAHHS SIKUX J03BOJISIE 3MEHIIUTH
PHU3UK MOXKIJIMBOTO TOTIpIIEHHS Mepeliry 3aXBOPIOBAHHS BHACTINOK BIUIMBY 30BHILIHIX (akTopiB. Y
MOBCSKJIEHHOMY >KUTTI mamieHTd 3 JII' MOBHMHHI yHUKAaTH yMOB BHUHUKHEHHS TaKUX IOTEHIIIIHO
HeOe3MeYHUX CUMIITOMIB, SIK BUpPa)KEeHa 3aJMIIKa, CHHKOIE, O1Tb Y TPYIsX.

* 3abopoHstoTbes (I3MUHI HABAaHTAKEHHS MICHS 1XKi, NMPU HECTPUSTINBOMY TEMIEPATypHOMY
pexxumi. XBopuM Ha JII' cimijy yHUKATH Pi3KUX 3MiH MOJOKEHHS Ti1a (PU3MK OPTOCTAaTUYHUX peakiiil i
CHUHKOIE). Y TOW XK€ Yac, PEKOMEHAYIOThCS IIOJICHHI J030BaH1 (I3MYHI HAaBAaHTAKEHHS, SIKI HE
BUKJIMKAIOTh BHUIIEBKA3aHUX CHUMIITOMIB, IO CIPHUSE TMOJIMIIECHHIO SKOCTI JKUTTS Ta 3MEHIICHHIO
TSHKKOCTI KJIIHIYHOT cuMOTOMaTUKU. [Ipu TpuBamiii mogopoxi B CHASUOMY MOJIOKEHHI PEKOMEHIYEThCS
pOOHTH MepepBH Il HETPUBAIMX MPOTYISHOK KOXKHI 2 TOJUHU. Y JITaKax peKOMEHIY€EThCS BCTaBaTH i3
KpicJia Ta XOIHTH TI0 CaJIOHY.

* 'inokcis 301b11ye BazokoHTpHKIi0 npu JII', Tomy mix yac aBianepenboTiB s xBopux Ha JII
HEOOX1THO OOTOBOPIOBATH MOXKJIMBICTH TPOBEICHHS JOJATKOBOI KHCHeTeparii. XBopum Ha JII' crmix
BUKITIOYHUTH TiiioMy y ropu (Ounbiie 1 Tuc. M HaJl piBHEM MODS).
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* [IpodinakTuka iHQEKUIHHUX 3aXBOPIOBaHb € JyXK€ BaKJIMBHM 3aBJAaHHIM Juisi XxBopux Ha JII.
Crnig pekoMeHIyBaTH TAlliEHTaM IMOPIYHE BaKIMHYBaHHS BiJ TPUIy Ta ITHEBMOKOKOBOI i1H(EKITi.
Bunuknennst nHeBMOHi1 ycknaantoe nepebir JII' 1 € mpuunHOoI0 cMepTeIbHUX BUIAAKIB Y 7% XBOpHUX Ha
JT.

» BaritHicTh, mosioru, 3amicHa TOPMOHOTEpamis B MMOCTMEHONAY3HOMY IIepiojii TOB’s3aHi 3
MIJIBUIIICHUM PHU3WKOM TIOTIPIICHHS IMepediry 3aXBOPIOBAaHHS Ta CMEPTHOCTI y IIiM Kareropii XBOpHUX.
VYcim namientkam 3 JII' penpoyKTHBHOrO BiKy NMOBHHHI OyTH pPEKOMEHOBaHI BiAMOBIAHI METOIU
koHTpanenuii. s xBopux Ha JII' peKOMEHIyeThCS BUKOPHUCTAaHHS KOHTPALICNTHBIB, IO HE MICTSITh
€CTpPOreHiB, Oap’epHi METOAM KOHTpalenmii, MPOBEACHHs XipypriuHoi crepuiizamii. 3amicHa
ropMOHallbHA Tepamis TMoka3zaHa mnamieHTkam 3 JIIT y mocTMeHomay3i JHIe TpH BUPAKCHHX
KIIIMaKTEepUYHUX CUMIITOMAX 32 YMOBHU JOCSTHEHHS aJJIeKBaTHOI'O KOHTPOJIIO CUCTEMHU 3TOPTAHHS KPOBI.

* [Ipu m1aHOBUX XipypriyHUX BTPYUYaHHSX IEpeBary CiiJ BiJAaBaTH eIiaypalibHIi aHecTe3ii (TalJ.
10).

 [Ipu moripmieHHi (i3MYHOTO CTaHY (IETPEHOBAHOCTi), MOKJIMBO, OOTOBOpPEHHS HEOOX1IHOCTI
¢biznyHO1 peabimiTamii i HATISAIOM CIeriaicTa

Tabauys 10. PexoMenaamii om0 3araJbHUX 3aX0/1iB
Ilos10:keHHsA Kaac? PiBenb
XBopum Ha JIAT cnij yHUKaTH BariTHOCTI | C
Hns  mamientiB 3 JIAI'  pexomeHayeTbes
IMyHi3allii TPOTH TPHUIY Ta MMHEBMOKOKOBOT I C
iHpeKil
Y xBopux Ha JIAI' cmig posrasHyTH
NICUXOCOIAJIbHY MiITPUMKY
@i3uyHi TpeHyBaHHS MiJ HATJISIIOM CIelianicTa
NOBUHHI OOrOBOPIOBAaTHCS Yy JAETPEHOBAHUX
MAIlieHTIB, SKI 3HAXOAATbCS Ha crenudiuHii
Tepanii
V narienTiB i3 @K III-IV Ta B 0cib 3 Hanpyrowo
O2 menme 60 MM.pT.CT. TIpH aBianepenboTax
MOBUHHO PO3TJISIIATUCS TPU3HAUYEHHS KUCHEBOT
Tepanii
SIKmo MOXIMBO, NpU IUIAHOBIM  omepaii
3aMICTh 3arajbHOr0 HapKo3y IIOBHHHA OyTH Ila C
BUKOPHUCTAHA eMiypallbHa aHeCTeCTe31s
[Mamientam 3 JIAIT He pexkoMeHIyeThCs
HaaMipHe  (i3uYHE  HAaBaHTAXEHHS, IO 1 C
MPU3BOJIUTH O CUMIITOMIB CTOMJICHHS

a — KJIaC peKOMEH/Ia1liid, b — piBeHb TOCTOBIPHOCTI.

b

Ila B

Ila C

XBopi Ha JII' BUCOKOUYT/IMBI 10 3HM)KEHHS PIBHS reMOrjo0iHy B KpPOBi, TOMY HaBiTh HEBHpaXKEHA
aHeMis BHUMarae IIBHUJKOTO €(QEeKTHUBHOTrO JiKyBaHHA. Y xBopux Ha JII' i3 BHpakeHOIO TiNOKCI€rO,
HaTpUKIIaa Ha (OHI JIeTeHeBO-CHCTEMHHX IITYHTIB, BAHUKA€ BTOPHHHUN €PUTPOIINTO3.

IIpu piBHI rematokputry Oinbiie 65% 1 Mpu HAsBHOCTI CUMIITOMIB, 110 BKa3YIOTh Ha MiJBHUILEHY
B’S3KICTh KPOBI (FOJIOBHUM O111b, MOPYILIEHHS KOHIIEHTpALlil yBaru), nokasana (GiaedoTomis.

[Mamientam 3 JII' mpotunokasanuii nmpuitom Oeta-OnokaTopiB, HiTpaTiB. CiliJl YHUKaTH TPUBAJIOTO
MPUIOMY HECTEPOIAHUX MPOTU3aNaIbHUX 3aC001B.

MennkaMeHTO3He JTiKyBaHHSA

Iliompumyroua mepanisa

3aranbHa Teparis xBopux Ha JIADT BKIIOUae MpUiOM aHTUKOATYJISHTIB, JIYPETUKIB 1 TUTOKCUHY, a
TaKOX 1HTaJIAIi] KUCHIO.
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Anmuxoazynanmu

[lokazaHHs Ui TNpHU3HAYCHHS aHTHKOATYISHTHOI Tepamii y xBopux Ha JII' moB’s3ani 3
TpaguIiiHUMH (PaKTOpaMH PU3HMKY BEHO3HUX TpomOoeMOouiii, Takumu sik CH, manopyxiauBuii crocio
KHUTTS, @ TAKOXK CXHIBHICTIO IO TPOMOOTHYHMX 3MiH Yy JIETEHEBUX CYIMHAX, MIKPOIHUPKYIATOPHOMY
pycii Ta eJacTUYHUX JIETEHEBUX apTepisX.

CropusatnuBi  edpextn opanbHux aHtukoarynasHTiB (OAK) y xBopux na JII' mnokasani B
OJTHOIICHTPOBUX PETPOCIEKTUBHUX NOCTDKeHHsIX y xBopux Ha LJIAI 1 JIAI, mio BMHWKIIa BHACTIIOK
pUHOMY aHOPEKTHKIB.

[{inboBHIA piBEHh MIKHAPOJIHOI'O HOpPMaIi30BaHOTO criBBigHomeHHs npu JIAIT cranoButh 1,5-2,5
on. (3a pexomenganismu CIHIA) Ta 2-3 (3a €Bponeiicbkumu pekomennamismu). [Ipu inmmx popmax JII'
pIlIEHHS PO TMPU3HAYEHHS] AHTUKOAryJsSHTIB MOBHHHO B OyIb-KOMY BHIIAJKy NpUIAMaTHCS
1HAMBIyalbHO HA OCHOBI OLIHKM CIIBBIIHOIIEHHS pPHU3HUK/e€PeKTHBHICTh (30Kpema, mpu JIAT,
acolifioBaHii 3 MOPTAIBHOIO TIMEPTEH31E€I0 MPU BAPUKO3HOMY PO3IIUPEHHI BEH CTPABOXOJY, KOJIU ICHYE
BUCOKHH pr3HK KpoBotedi). [TanienTn 3 JIAT, siki OTpUMYIOTh TPUBAJIO B/B IPOCTAHOI 1, MAIOTh BUCOKUI
pusuk TpoM0O03y Karerepy. Tomy BoHu noBuHHI oTpumyBaTid OAK 3a BiICyTHOCTI IPOTH MOKA3iB.

Jliypemuxu
JliypeTHKH peKOMEeHI0BaHi JJIsl JTiKyBaHHS Ta MpoQilakTUKyY 3acTiitHux siBuil, xoda PK/I 1o mporo

yacy He MpoBofwincsa. Jlo3u nAiypeTukiB MmiIOMparoThCs JIKYIOUMM JIKapeM Ta MOBHHHI PETEIbHO
TUTPYBATUCS, OO0 YHUKHYTH PI3KOTO MAJiHHA 00 €My HHUPKYJIIOY0i KPOBI Ta 3HMKEHHS CHCTEMHOTO
TUCKY. 3aCTOCOBYIOThCS METIBOBI AlypeTuku: Gpypocemin 20-120 mr/no6y, Topacemin 5-10 mr/no0y. Crin
pPETEIIbHO KOHTPOJIIOBATH (DYHKINIFO HHUPOK 1 IMOKA3HHWKH EIEKTPOJITHOrO OOMIHY I 3armo0iraHHS
PO3BUTKY YCKJIQJHEHb XPOHIYHOI AlypeTU4YHOi Tepamii. AHTAaroHICTH allbJOCTEPOHY (CHIPOHOIAKTOH Y
1031 25-150 mr/no0y) MokHa BUKOPUCTOBYBATH Tpu po3BUTKY XporiuyHoi CH II-1V ®K.

Kucnesa mepanis

Merta niKyBaHHS — MiATPUMKa HAaCMUEHHsS KpoBi KucHeM He MeHIe 90%. BiibuiicTh mamieHTiB i3
JIT', 3a BuHsATKOM 0Ci0 3 BBC 1 siereHeBo-cuCTEMHUMU LIYHTaMH, MalOTh HE3HAUHI CTYNEHI apTepiabHOT
rinoKceMii y CIOKOi, SKIO Y HUX HEMA€ BIIKPUTOIO OBAJILHOI'O OTBOPY. 3aCTOCYBAHHS IHTAJIALIN KUCHIO
samkye JICO, ane B IesSKUX BUITaKaX TPUBAJIE 3aCTOCYBAaHHS KUCHIO, OCOOIMBO y BUCOKHUX J103aX, MOXKE
BUKJIMKATH JIETEHEBY BAa30KOHCTPHKIIIIO Ta MPU3BECTH 10 MOTIPUIEHHS CTaHy XBOporo. BukopucraHHs
KHCHIO eeKkTuBHO y xBopux ¢ XO3JI, y Toii e yac npu BBC i3 myHTyBaHHSIM KpOB1 MpaBOpy4-IiBOPYH
PO3BHUBAETHCS pedpaKkTepHa 10 KUCHEBOI Teparlii rinoKceMisi, BHACIIIOK YOT0 3aCTOCYBaHHS KMCHIO Y I€l
Kareropii XBopux O0yzie NpakTUYHO Hee(EKTUBHUM.

EdextuBnicts TpuBanux (10 12-15 rogun Ha 1o0y) iHTaNAMid KUCHIO (2 JI/XB) MOKa3aHa y XBOPUX
Ha JII" Ha ¢oni XO3JI.

Cepuegi 2nikozuou

B/B BBenenns aurokcuny xsopuMm Ha UJIADI cynmpoBOKyeTbcs 3HAUHUM 3MEHIICHHSM piBHS
HOpaJpeHaliHy B mia3Mi Kposi. CeplieBi IIIKO3UIN MOXKYTh npu3HayaThcs y Bunankax @Il y xBopux Ha
JII' 1751 3MEHILEHHS YacTOTH IITYHOYKOBOTO puTMy (Tabdm. 11).

Anemis

JedinuT 3amiza yacto 3ycrpivyaerses y xBopux 3 JII': y 43% xBopux 3 igionarnyHoro JIAT, y 46% 3
JIAT acouiiioBaHOIO 13 3aXBOPIOBAHHSAMH CIOJYYHOI TKaHUHH Ta y 56% XBOpUX 3 CHHIPOMOM
Eiizenmenrepa. Jledinut 3amiza MOXKE acOIIOBATHCS 13 3HUKEHHSM TOJEPAHTHOCTI 10 (HI3UUHOTO
HaBaHTAXEHHA Ta OUIbII BHMCOKOIO CMEPTHICTIO. ToMy, pPEKOMEHJIOBaHO MPOBOJUTU pPETYJSPHUMN
MOHITOPHHI LIbOTO CTaHy, ocoOnuBo, Ha Qoui npuitomy OAK. Ilpu BusiBienHi nediuuty 3amisza ado
aHeMii HEOOXiTHO BHU3HAYMUTH YCi MOXKJIMBI MPUYMH 1X BUHHUKHEHHA. [Ipu BusiBIeHHI nedinurty 3aiiza
MIPU3HAYAIOThCS mpernapaTu 3amiza. Ciig BpaxoByBaTH, 1o iHOAI y xBopux 3 JII' cmocrepiraeThcs
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MOPYUICHHST BCMOKTYBaHHS 3aimi3a 1 ToAl €(pEeKTHBHUMH € TMpernapaTtd 3aji3a, M0 NPU3HAYAIOTHCS
MapeHTEPATBHO.

Tabauys 11.Pexomenaaii momao miaTpumMyio4oi Tepamii
Buznauenns Kaac? PiBennb

b

CeuorinHa Teparmisi 1mokazaHa y maiieHtiB 3 JIAI' 3
O3HaKaMM TNPaBOLUTYHOUYKOBOI xpoHiunoi CH 1 I C
03HAKaMU 3aTPUMKH PITUHU
JIOBrocTpOKOBI 1HTANSAIIT KHCHIO TIOKa3aH1 MalieHTaM
3 JII' npu PaO; wmenme 8klla (60 MMm.pr.CT.).
PekomeHnytoTbCSt HHM3BKI  KOHIIEHTpAIli  KHUCHIO
(2 n/xB)
JlikyBaHHs OAK IUIA MOTIEePEIKEHHS
TpoMOOyTBOpeHHsT B cuctemi JIA  HeoOXigHO
posrasgatu y xBopux Ha IJIATL, cnaakoBy JIAT i
JIAT, mo noB’si3aHa 3 BUKOPHCTAHHIM aHOPEKTHKIB
Kopekmiss anemii Ta/abo 3amazonediuuTy MOXKe
00roBOproOBaTHC y namienTis 3 JII'
JlikyBaHHSI JUTOKCMHOM TOBHHHO PO3IJISIIATUCS Y
namientiB 3 JI[, 'y  SKHX  PO3BHBAETHCA I1b C
taxicucromiyvna popma OII
Buxopucranus 1HTI01TOPIB AHT10TEeH3WH-
MIEPETBOPIOIOYOTO dbepmenry, 0JI0KaTOpiB
peuenrtopiB anriorensuny lI, Oera-OGiokaTopiB Ta
uBaOpaauHy HE PEKOMEHJ0BaHO y marieHTiB 3 JIAT 111 C
0e3 HasBHOCTI CYNyTHBbOI maTojorii (cucremHa
aprTepiajbHa TiNEepPTEH3is, ieMidyHa XBopoba ceplid,
CUCTOJIIYHA JUCYHKILIS JIIBOTO HUTYHOYKA)

a — KJ1ac peKOMeH 1alliii, b — piBeHb IOCTOBIPHOCTI.

la C

I8 C

Crnenndiuna repanis JIAT

Anmazonicmu Kanvuiro

brokatopu kanbirieBux kananiB (BKK) mokazani xBopum Ha JIAT 13 MO3UTHBHOIO BiMOBIAJIIO HA
rocTpuil BazopeakTuBHui TectT (0nm3bko 15% xBopux Ha JIAD). CopusTauBI KIiHIYHI Ta TPOTHOCTHYHI
edeKTH aHTaroHICTIB KaJbIlil0, 10 3aCTOCOBYIOTHCS Y BUCOKUX J103aX XBOpUMH Ha JIAI' 3 MO3UTUBHUM
TOCTPUM Ba30pPEaKTHBHUM TECTOM, OYJU MOKa3aHi B OJHOLIEHTPOBUX HEPAHOMI30BAHUX JOCIIKEHHSX.
Jlo umncna pekoMeH1oBaHuX 11 JTikyBaHHs JIAI' Ha cbOTOJHI HaJIekKaTh AUTIAPOTIPUINHOB] AHTATOHICTH
KaJIbIIi10 (aMJIOUTIIH, HI)EUITiH) Ta JUITia3eM, 3 0COOJTUBHUM aKIIEHTOM Ha Hi(ETUTIIH 1 JUITia3eM.

[Ticns mpu3HAUYeHHS aHTAaroHICTIB KayblLilo uepe3 3-4 Micsli HeoOXiTHO MPOBECTH IMOBTOPHE
oOcTexxeHHd mnauienTa, Bkaovdatoun KIIC, mig BupimeHHs OUTaHHS PO MPOJOBXKEHHs Tepamii (kiac 1,
piBenb nokasiB C). IIponoBkeHHs Teparii BACOKUMH 03aMU OJIOKATOPIB Kalblli€eBUX KaHANIB MOKAa3aHO
namientam | ta 11 ¢yakmionansHoro kiacy 3a BOO3 13 3HaUHMM MOKpaIieHHSIM CTaHy T€MOJIWHaAMIKU
(xnac I, piBens nokasiB C). Ilpusnayenns cneungiynoi tepamii JII' pekomenaoBano namientam i3 III ra
IV ¢$.x.BOO3 abo Tum, y KOro He CHOCTEpIraiocs 3HAYHOIO T'€MOJAMHAMIYHOTO IMOKPAIIEHHS MiCIs
MPU3HAYCHHS BHCOKHUX 03 aHTaroHicTiB Kaublito (kinac I, piBenp mokaziB C). Bucoki mo3u Giokatopis
KaJIBIIIEBUX KaHAJIIB HE MOKa3aHi MaIrlieHTaM, SKUM He TTPOBOIMIN BazopeakTuBHUMU TecT (kiac I, piBeHb
noka3iB C), Ta K10 BOHU HE MAlOTh JOJATKOBI MOKa3W ISl IX MPU3HAYCHHS Y CEPEIHIX M03aX (CHHAPOM
Peiino).

Bubip mpemapaTy BH3HAYaeThCsl MOYATKOBOIO YAacTOTOIO CepUEBHX CKOopoueHb. [larientam i3
4acTOTOI0 CEpIEBUX CKOpoueHb y cmokoi MeHme 80 yaapiB Ha XBWIMHY CIiJI PEKOMEHIYyBaTu
AHTArOHICTH KAJIBIIII0 JTUT1IPOIIPUAMHOBOTO PSIY, IPH BiIHOCHIH Taxikapaii — AUITia3eM.

AMITOIMTIIH € pernapaToM BUOOPY [yt marieHTiB 3 JIAT 13 sBumamu npaonntyHodkoBoi CH.
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Cain migKpecnuTH, IO TEpamil0 AaHTaroHiCTaMu KaJbIl0 CIiJ TOYMHATH TMiJ CYBOPHM
TeMOJIMHAMIYHMM KOHTpoJieM XxBopux Ha JIAI, #AKi MO3WUTHBHO BIJIMOBINAIOTHh HA TOCTPUM
Ba30pPCAKTUBHUN TeCT. TUTpyBaHHS 03U Tpemapary IMOBUHHO IMPOBOJUTHCS MOCTYIIOBO MPOTATOM
JEKUIBKOX THXKHIB O MAKCUMAJILHO JI03H, SIKa JI00pe MEPEeHOCUThCs. [HOI CHCTEMHA TIIMOTOHIs, HA0PSIKU
TOMUIOK 1 CTOIN MEpeIKOKAIOTh 30UIbIIEHHIO 103U. [Ipu3HaueHHs JUTrOKCHHY Ta/abo NiypeTHKiB Y
JESKUX BUMAIKaX JI03BOJISIE€ BIIOPATHCS 3 TOOIYHUMH €()eKTaMH aHTarOHICTIB KaJIBIIiIO.

Tepanist aHTAroHiCTaMHU Kalbllif0 MOKA3aHa: MAIiEHTaM i3 cepleBUM injgexcoM Ginbure 2,1 1/xB/m?
Ta/abo carypauiero Oz BeHO3HOI KpoBi Ounblie 63% i/abo tuckom y Il menme 10 mm. pr. cT. 1 3
MMO3UTUBHOIO BIAMOBIIIIO HA TOCTPE MPU3HAYCHHS Ba30IMJIATaTOPY.

IIpu ceprieBomy inmekci Menme 2,1 1/xB/mM? Ta/abo caTypamicto Oz BeHO3HOI KpoBi MeHme 63%
ta/abo tuckom y IIII Gimpme 10 mm.pr.ct., mpu IV ®OK anraronictu kanpLio He nokazaHi. Tepamito
NoTpiOHO TOYMHATH B CTAIliOHApi, PETEIbHO TUTPYBATH A03y IMiJ KOHTpoiieM AT, KOHTpOIIOBaTH
MOKAa3HUKHM OKCUTEHAII1 KPOBI Ta TOJIEPAHTHICTH IO HaBaHTa)XeHb (Tadi. 12).

Tabnuysa 12. AHTaroHicTH KaJablilo A5 JiKyBaHHs XBopux Ha JIT'
Jlikapcokuii | [louarkoBa | 36inbmennsa | Jlo6oBa no3a | JloboBa g03a Jlo6oBa 103a
npenapar n03a A03H KOXKHI (CTJIA <50 | (CTJIA 50-100 | (CTJIA>100
3-5 nuiB MM.PT.CT.) MM.PT.CT) MM.pPT.CT)
Junriazem 30-60 mr Ha 30 mMr 120-180 180-240 240-720 mr
Hipeaunin 20-40 mr Ha 20 Mr 40-60 80-120 120-240 mr
AMItoauIna 2,5-5 Mr Ha 2,5 Mr 10 12,5-15 20 mr
Ilpocmacznanounu

Ha croroani mpocrarinanguHu pO3IISIIAIOTHCS SIK MEPCIIEKTUBHA TpyMa MpenapaTiB st JikyBanHs JII,
10 Ma€ Ba30AWJIaTyI0Uy, aHTUArperanTHy 1 aHTumpoiideparuBHy Aito (Tadim. 13).

Tabnuys 13. llpocTarnan MM 1Jis1 JiKyBaHHs XBopux Ha JIT

Jlikapcbknii npenapar IHoyarkoBa OnTumanbHa 103a
ao3a
[monpocT iHransmiiHmi 2,5 MKT 5 MKT
6-9 p/noby 6-9 p/no0y
Imompoct B/B 1 HI/KT/XB 5 HI/KT/XB

Enomnpocrenon* B/B 2-4 Hr/KT/XB 20-40 Hr/xr/XB

Tpenpoctunina* n/m / B/B 0,625-1,25 2,5-15 "ur/kr/xs
HI/KT/XB

bepanpoct* 20 mxkr 4 80-120 Mkt 4 p/moby
p/noby

* 32 yMOBH peecTpallii B YKpaiHi.

Komenmap pobouoi epynu:

B Vkpaini cmanom na 01.01.2016 p. i3 yiei epynu npenapamis ons aikysauwus JIAI' 6 Yrpaini
3apeccmpo8anuti ma 3acmoco8yeEmMuvCa iHeANAYIUHUL lonpocm (mopeoea Hazea «Benmasicy). /[na
JIKYBAHHA ypadcenHs nepugepuynux apmepiti (mpomaneiim, cunopom Petino, enooapmepiim) 6 Ykpaini
3apeccmpo8anuti HYmMpIUHbOBEHHUL IIonpocm (mopeosa Hazea «liomeouny).

Inonpocm — xiMi4HO CTaOIIBHUI aHANOr MPOCTALMKIIHY, SIKUH MOYKHAa BHUKOPHUCTOBYBATHU IS
nmikyBanHs JIAD' sk nis B/B BBeIEHHs, Tak 1 B IHTaysmiiHiA Qopmi 3a nomomoror HeOymaizepy.
TpuBamicTh Ail IHTAIALMIHHOTO LTONTPOCTY cTaHOBUTH 60-120 XB, IpoTAromM 100M HEOOX1THO MpoBecTH 6-9
iHTramsmii yepe3 HeOynaizep. 3acTOCYBaHHS IHTIALIKHOTO UIOMPOCTY HPU3BOAMTH JO CEJIEKTUBHOL
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JIeT€HEeBOi Ba30WJIaTAallil, 1110 BUKJIMKAE PO3LUIMPEHHS CYAMH Y BEHTWIbOBAHHUX aJbBEOJIAX, YHUKAIOUH iX
PO3LIMPEHHS B HEBEHTHJIbOBAHUX JUISHKAX.

Kpim Toro, imompoct Mae aHTUTPOMOOTHYHY, NpPOTH3aNajibHy, aHTUNPOIi(pEepaTUBHY Ta
¢iOpuHONMITUYHY [it0. Take JIKyBaHHS TOJIIIIYE TeMOJWHAMIYHI 3MIHM Ta 3JaTHICTh IEPEHOCHUTH
¢iznune HaBanTaxxeHHs namientamu 3 JIAI. Tepamnis inonpocrom edextuHa y xBopux -1V OK JII" —
npu UUIAT, JIAT, acomiiioBaHiii 3 3aXBOPIOBAaHHAMH CIIOJIYYHOI TKAHWHU Ta 3YMOBJICHIN JI€I0 TOKCHHIB,
cunapomi Eiizenmenrepa, HeonepabensHiii XTEJII'. Jloka3oBa 6a3a moA0 3aCTOCYBAaHHS LIONPOCTY B
skocTi MoHoteparnii y xBopux Ha JIAI' 1 XTEJI' Bxiroyae mojBiifHe cllilieé paHI0Mi30BaHE IUIane0o-
KOHTpoJboBaHe gociikeHHs: AIR Ta BinkpuTe 6araroneHTpoOBE TpUBAIE PaHIOMI30BaHE JOCIHIHKEHHS
AIR-2. ¥V mepmomy Oyna moka3zaHa €(peKTHBHICTh 1 MEPEHOCUMICTh IHTAIAIIAHOTO itonpocty y 203
narientiB 3 UII', XTEJII" Ta JIAT, acouilioBaHiii i3 CHCTEMHUMH 3aXBOPIOBAaHHSIMHU CIIOIYYHOI TKaHUHH
a6o npuitomoMm anopektukiB (III 1 IV ®K). 3rigno 3 orpuManumu ganumu, nosinmenas @K sk MiHIMymM
Ha 1 xmac + >10% mpupict aucranmii B T6XX + BiACyTHICTh MOTipIIeHHs a00 (aTaabHOTO pe3yabTaTy
Oyi0 nocaruyto y 17% nauieHTiB rpynu utonpocty Ta 'y 5% rpynu miane6o. Jucranuis B T6XX y rpymi
imonpocty 10 12-ro TmxkHsa 30UTbmMIacs Ha 36,4 M y mopiBHAHHI i3 1wiane6o. [Ipuuomy, B miarpymi
xBopux Ha UII' OyB mocsruyTuil Halikpamuii pesynstat (+58,8 M). ¥ apyromy nocmimkenni — AIR-2 —
OLliHIOBaJacsd €PEeKTHBHICTh 1 TEPEHOCUMICTh IHTIIIAHOTO 1onpocTy mpotsroM 24 mic. Tepanii. Ha
¢doHl NiKyBaHHS TeMoJAMHaMiuyHUI edeKkT (3HIKEHHS THUCKY B JereHeBill apTepii) 30epiraBcs abo
HApOCTaB, HEOOXIAHICTh Y OyAb-SKUX IMiIBUIICHHIX H03U Yepe3 Taxidinakcito Oymna BiACYTHS.

Binznavanocs 3HauHe MOMINIIEHHS TOJIEPAHTHOCTI A0 (Pi3MYHUX HaBaHTaKEHb, 1110 BU3HAYAETHCA 32
maanmu T6XX, inmekcy 3aaummku, @K. 3a Bech mepion CIOCTEPE)KEHHS BWKHBAHICTH UIS TPYIH
naiienTiB 3 UII' cranoBuna 91,4%, y Toi yac sIK po3paxyHKOBHMH PiBEeHb BHKMBAHOCTI CKJIAaB yChOTO
63,1%.

OTtpumMaHi JaHi TiATBEPAUIN KOPOTKO- 1 JOBTOCTPOKOBY €(DeKTHUBHICTh IHTAISIIITHOTO 1JIONPOCTY; Y
TPUBAJINX BIAKPUTHX JOCHI/DKEHHSIX HE IIOKAa3aHO PHU3UKY 30UTBIICHHA 4YHCIa MOOIYHUX e(eKTiB
npemnapary.

Enonpocmenon™ (He 3apeecTpoBaHUil B YKpaiHl) — CHHTETUYHUN aHAJIOT MpOCTAIUKIiHy. B/B
Teparis eMONpOCTEHOJOM MpOTAroM 12 THXKHIB MNPU3BOJAMIA JIO TOJIMIIEHHS TI'eMOJUHAMIYHUX
MMOKAa3HUKIB, SKOCTI JKUTTS XBOPOTO, 30UIbIIEHHS AUCTAHIT O-XBUJIMHHOI XO0AbOM, 3MEHIIEHHS
BUPA3HOCTI CHUMIITOMIB 3aXBOPIOBaHHsA. Y JESKUX JOCHIIPKEHHSIX OyJ0 BCTAHOBJIEHO ITiJBUILEHHS
BIKMBAHOCTI XBOPHX, Kl OTPUMYIOTh JaHy Teparito, y MOPIBHSAHHI 31 cTaHAapTHOO Teparieto JIAI. B/B
Teparisi enonpocTeHoysoM epextuBHa y xBopux Ha UIATL, npu audy3iiHUX 3aXBOPIOBAHHIX CIOTYYHOL
TKaHWHHU, cuHapoMmi Eiizenmenrepa [IT*IV OK.

Enonpocrenon Mae KOpoTKH mepiof] HamiBpo3nangy (3-5 XB) 1 mpuU3Ha4YaeThCsl y BUIIIIL 1HDY311
yepes HEHTPAIILHUM BEHO3HUH KaTeTep.

ITouaTkoBa /1032 CTAHOBUTH 2 HI/KI/XB 3 MOJAJIBIIMM 11 MiJBUIIEHHSAM IPHU TapHIM NEepeHOCUMOCTI
no 20-40 ur/kr/xs. IloOiyHi edexkTn Teparii enonpoCcTEHOJOM BKIIIOUYAIOTH TINEPEMII0 3 NPHIMBAMU,
HYZOTY, OJIfOBaHHS, Aiapero, Oinb B 00JacTi ImeJenH, CKEeNeTHO-M sS30BHM Oifb, IMIKIpHI BUCHIIAHHS
EpUTEMATO3HOTO XapakTepy, a TaKoX YCKJIaJHEHHsS, IIOB’S3aHI 3 TPHUBAIUM 3aCTOCYBaHHSM
HeHTpayibHoro karerepy. CiiJi yHHKAaTH pi3Koi BiAMIHU 1H(]Y31i enonpocTeHody Yepe3 BUCOKHHM PHU3HMK
PO3BUTKY CUHJIPOMY PUKOIIETY, MOTIPIICHHS] FTeMOIMHAMIYHIX OKA3HUKIB 1 CMEPTI.

Tpenpocmunin* (He 3apeecTpoBaHMii B YKpaiHi) — TpPULMKIIYHA OCH3WIMHOBA TOXIiTHA
€MOIMPOCTEHOITY 13 33JJ0BUIHOIO XIMIYHOIO CTaOUIBHICTIO, IO J103BOJISIE BBOAUTU HOT0 Yy (Pi310JI0TTUHOMY
PO3UMHI PH TeMIepaTypi HABKOJIUIIHBOTO MOBITPS K B/B, TaK 1 /1.

[I/m BBeneHHs mpemapaTy MOXHa HIPOBOAMTH 3a JOMOMOro MiKpoiHGy3iiiHOI mnoMmu Ta
MQJIEHbKUX I/ KaTeTepiB. Y LMX BHUMNAJIKAX YCYBAaIOTbCA YCKJIATHEHHS, IOB’sS3aHI 3 TOCTIHHUM
BTPYYaHHSIM Y IIEHTPaJbHY BEHO3HY MEpEeXY, HaNpHUKIaJ, iH(QEKIlii, a JOTJS 32 CHCTEMOI0 Habararo
MPOCTILIH.

besnepepsHe /11 abo B/B BBEJEHHS TPENPOCTUHUTY MPU3BOIUTH A0 MOJIMIIEHHS TOJIEPAHTHOCTI A0
¢bi3nyHMX HaBaHTaXeHb, 3HIKeHHs JICO, mominmeHHs KIiHIYHOTO cTany xBopux Ha JIAI. HaiiGinbme
30UTBIIIEHHS TIEPEHOCUMOCTI 710 (DI3NMYHUX HABAHTAKEHb OTPHUMAHO Y XBOPHUX 3 HaWBAKUYMM MOYATKOBUM
CTaHOM 1 y XBOPHX, 3/IaTHUX MIEPEHOCUTH BUCOKI JJO3H IIperapary.
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Haituactimum no6iunuM edexkrom mpenapaTy € OuUTb y MICIi BBEACHHA, IO CTa€ NPUYHHOIO
MPUINMHEHHA JIKyBaHHS Y 8% BHUMaAKIB 1 00MeXye MIABUILEHHS J03U L€ B YACTHHH XBOPHUX.

Bbepanpocm * (ue 3apeecTpoBaHuii B YKpaiHi) — 1le NepIIMid XiMi4HO cTaOUIbHUI pocTanukilia. B
€BPONEUCHKOMY, a TOTIM y aMEpUKAaHChKOMY JIOCHI/DKEHHI TIPOJIEMOHCTPYBAaB IOKPAIICHHS
TOJICPAHTHOCTI J0 (I3MYHOTO HABAHTAXKEHHS, alle HE TEeMOAMHAMIYHUX TMapaMeTpiB abo mepeodiry.
HaiiGinpm vacti moGiyHi Aii — royioBHa Oib, TOYEPBOHIHHA JHI, OUTb y Imenenax Ta miapes. Ha
TeNepilIHiii yac npenapaT He cxBajieHo EBponeiicbkoM MenuuHoro AreHIi€eo 10 BAKOPUCTAHHS.

ATOHicTH peunenTopiB NpocTarjJaHIuHiB

Cenexcunaz (He 3apeecTpoBaHMil B YKpaiHi) — CEJEKTUBHHMM aroHICT MPOCTAlMUKIiHOBUX [P
perentopiB. [lis cxoxa 3 Ji€l0 EHIAOTCHHHX INPOCTa LHUKIIB. Y PaHIOMI30BaHHX JOCIIKEHHSIX
MIPOJIEMOHCTPOBAHO, IO Mpemnapar, sIKkux npusHadaiu nanieHtam 3 JIAT, mo He npuiimanu crienuiynoi
Tepamii abo mpuWiiManu CTa0UIbHI [103W AHTAroOHICTIB EHJOTETIHOBHX perenTopiB abo Onokaropu
dbochomaiectepasu, 3menmrye JICO, nocroBipHo Ha 40% 3MeHIIYye PO3BUTOK YCKIAIHEHb Ta CMEPTHICTh
(cMepTh Bif yCiX MpHUYMH, TOCTiTati3alil 3 mpuBoay noripuenns cumnromis JIAL, noripmenns JIAT, mo
MpHU3BEJIO JI0 TpaHCIUIaHTalii abo aTpiadbHOi CEeNTOCTOMIi, MOYAaTKy JiKyBaHHS MapeHTepaTbHUMU
pocTaHoinaMu abo JI0 XPOHIYHOI KHCHEBOI Tepamii 1 MporpecyBaHHs 3axBoproBaHHs). [Ipemapar
cxBanieHo FDA s nikyBanus JIAT.

Komenmap pobouoi epynu:
B Vkpaini cmanom na 01.01.2016 p. Cenexcunae He 3apeccmpo8anuli ik 1iKapcbKutl 3acio.

AHTaroHiCTH penenTopiB eHA0TeJIHY

AmnTaronictu peuenrtopiB ennoreniny (APE) — 603enTan, amOpu3eHTaH, TaKCEHTaH, MECITEHTaH — €
nepopaibHUMHU 3acobamu. MexaHi3m il iX 3yMOBIEHHMIA TpPUTHIYECHHAM (apMaKoJOTIYHUX €PeKTiB
€HJIOTEJIHIB.

g enporeniny-1 HUMHU €:

* ckopoueHHst MK cynun 1 OpoHXiB,

* npeoridepanis ta mirpamis ' MK,

* mpottichepartist hibpoOIacTis,

* rinepTpodist Kap11OMIOIMTIB,

* aaresis Ta arperafisi TPOMOOITUTIB,

* Mirparisi JICHKOIIUTIB, MOHOIIMTIB, MaKpoQariB 1 BUBUIbHEHHS LIUTOKIHIB,

* MO3UTUBHUHU 1HO- 1 XpPOHOTPOIIHUH e(eKT.

Komenmap pobouoi epynu:
B Vkpaini cmanom na 01.01.2016 p. Amopusenman, Taxcenman, Mecimenman He 3apeecmposani
5K IKAPCHKI 3acOo0u.

Bo3enTaHn 0110Kye SIK pelienTop eHI0TeNiHy A, TaK 1 pelenTop eHaoTenyny B, y 2 pannomizoBanux
MOABIMHUX cminux AochimkeHHsx y namieHTiB 3 JIAT III-1V-ro kmacy 3a BOO3 noka3aB 3HauHMi edekT,
y 3B’S3Ky 3 UMM 3aTBEp/DKEHUI Ui 3acTocyBaHHs B €Bpomni Ta B AMepuui. Ilpu peTpocrnekTuBHOMY
aHaJi3l pe3ynpTaTiB 2-niTHbOro crnocrepexeHHs 3a 103 xsopumu Ha UJII' III ®K npu 3actocyBaHHI
003eHTaHy BUSBJIICHO, 10 MOJIMIIEHHS (Pi3UYHOI aKTUBHOCTI Ta FTeMOAMHAMIKU CIIOCTEpIraeThes uepes 4
Micsll Tepamii Ta 30epiraerbcsi mpoTsroM | poky 1 Oumblie. Y BCiX Malli€HTIB, SKI MPUIMaKOTh
AHTaroHICTH PELENTOPiB €HAaTeNiHy, HEOOXIAHUI MOMICSYHUN KOHTPOJIb MOKA3HUKIB (DYHKIIIT MEYiHKH.
[linBumenHs piBHA TpaHcaMiHa3 OiTbINe, HIK B 3 pa3u BUMarae 3HIKEHHs 103U a00 BiMIHU Mpemnapary.
bozentan no3Bonenmii y CIIIA, Kanani, Smownii, a Takox y kpaiHax €Bpomeilcbkoro Coro3y amis
mikyBanHsi UII' 1 JIAT, noB’s3aHiil 13 3aXBOpIOBaHHSAMH CIOJY4YHOI TKaHMHH, Y XxBopux II-IV ®K. B
VYkpaiHi nmpenapaTH 1i€i rpyny He 3apeeCTPOBaHI.

AmMoOpicenTan. AMOpiceHTaH € HecyibdaHiIamigoMm, kKiacy mnpomanoBoi kuciaotu, APE, mo €
CENIEKTUBHUM JUI pelenTopa eHaoTeNniny-A. AMOpiceHTan OyB OLIHEHUH B MUJIOTHOMY JTOCTiKEHH] (23)
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i B 2 Bemukux PKJ] (ARIES [AMOpiceHTaH npu JiereHeBill apTepiayibHii rinepreHsii, paHIOMi30BaHE,
MoABIHHE cliTe, MIanedo-KOHTPOIbOBaHE, 0araToreHTpoBe AOCHiKeHHsT edekTtuBHOCTI] -1 1 -2), sKi
MoKa3aJii e(QEeKTHBHICTh IOJ0 CHUMNOTOMIB, (PI3MYHOTO HABAaHTAXKEHHS, T'€MOJMHAMIKM 1 Yacy [0
KJIIHIYHOTO TOTipIIeHHs y mamieHTiB 3 imionatnuHoro JIAID i1 JIAL, moB's3aHOr0 13 3aXBOPIOBaHHSIMU
cniomyunoi TkanuHu Ta BUI (24). AMOpicentan OyB cxBanenuil /i nikyBanHsa mauieHTiB II 1 111 ©K-
BOO3. Yacrora anHomanbHuX (YHKIIOHAJIBLHUX TECTIB INeuiHku B mianazoni Bix 0,8% mo 3%. XKomgnoi
TEH/ICHIIT PO3BUTKY aHOMAJIbHOI (PYHKIIOHAJHHUX TECTIB MEYIHKH HE CIIOCTEPIranocs y Mali€HTiB, sKi
paHile mpoAeMOHCTpyBaau aHomaiii Ha iHmomy APE, 1 momicsuna orinka (yHKIIT TEYiHKH HE €
o6oB's3koBoI0 y CIIIA (25). Byno noBigoMieHo Mpo 3pOCTaHHS YacTOTH Nepu(epruuHuX HAOPSKIB MpH
B)KMBaHHI aMOpiceHTaHy. AMOpiceHTaH pPeKOMEH0BaHUH 1)1 namieHTiB 3 JIAT .

Mauirenran. Iloagiiinuii APE maritentan OyB po3poOieHuid HUIIsixoM Monaugikaiii CTpyKTypu
003eHTaHy 3 METOK 30UIbIIeHHS e(PEeKTUBHOCTI 1 Oe3meku. MalliTeHTaH XapaKTEePU3YEThCS CTINKUM
3B'A3yBaHHS peLEnTopa Ta MiABUIIECHHSIM NPOHUKHEHHS B TKAaHUHU. Y JOCHIKEHHI THUITY «BUIAIOK-
koHTpob» SERAPHIN ([ocnimkeHHs: aHTaroHicTa pelentopa eHI0TeiHy Ipy JIETeHEBiil apTepianbHiii
rinepTensii 1l MoKpameHHs KIiHIYHuX pe3ynbTatiB) (31) 742 namienTiB 3 JIAT mikyBamucs 3 a6o 10 mr
MaIliTeHTaHy MOPIBHIHO 3 TUIanedo npotsarom B cepenaboMy 100 TrxHIB. [IepBHHHOIO KiHIICBOIO TOYKOO
OyB 4Yac BiJ MOYATKy JIIKYBaHHS JIO0 MOSIBH TEPIIOi KOMIIO3UTHOI KiHIIEBOI TOYKH CMEPTi, MepeacepaHol
CENTOCTOMIi, TpaHCIIAHTAIli] JIETeHb, TOYATKY JIIKyBaHHS B/B a00 I/IlI MPOCTaHOIaMH a00 MOTIPIICHHS
JIAT. MariiTeHTan 3HAYHO 3HU3UB JaHY KOMITO3UTHY KIHIIEBY TOYKY 3aXBOPIOBAHOCTI Ta CMEPTHOCTI
cepen maunieHTiB 3 JIAL, a Tako MiABUINKUB NMEPEHOCUMICTh (i3MuHOr0O HaBaHTaxeHHs. [lepeBaru Oymu
MOKa3aHi K JUIsl TAli€HTIB, SKi HE OTPUMYBAJIM JIIKyBaHHS paHille, TaK 1 JUIi THX, XTO OTPUMYBaB
¢donoBy Teparmito JIAI'. Xoua He Oys10 BUSBIIEHO HisIKOT EUiHKOBOI TOKCUYHOCTI, 3HI)KEHHS T€MOIIIO01HY
B KpoBi <8 1/mn cnoctepiranocs B 4,3% mnamieHTiB, ki orpuMmyBanu 10 mr maritentany. MariTeHTaH
pexomennoBanuii Komiciero 3 xapuoBux npoaykTiB 1 MeaukameHTiB B CILIA (FDA) nns manientis 3 JIAT
1 oTpuMaB Ha MOMEHT MyOJiKamii MO3WTUBHUKA BiAryk KomiTery 3 NiKapChKHMX MpenapatiB uis
3aCTOCYBaHHS Yy JIIOJMHU €BPONENChKOr0o areHTCTBa 3 JiKapchkux 3aco0iB (EMA) 3a 1My noka3aHHsAMHU.

Inzioimopu ¢pocgpoodiecmepazu-5

OOrpyHTyBaHHsSIM Il 3acTOCyBaHHs 1HTiOiTOpiB Qocdomiectepazu-5 (DJAE-5) mpu JIAT €
aKTHBAllisl IUIAXY IUKIIYHOrO ryaHo3uH MoHodocdaty (uI'M®). Ilpurniuyroun rigapomniz ul MO,
mpenapard JaHOro KJacy MIABUIIYIOTh KWOTrO pIBHI B KpOBI, IO 3yMOBIIIOE Ba30WJIaTaIliiHI,
aHTUIpodidepaTuBHI Ta MPOANONTUYHI e(EeKTH, 37aTHI YMNOBUIBHUTH PEMOETIOBAHHS JIET€HEBUX
aprepiii. Y cucreMHoMy KpoBoTolli ekcripecis DJIE-5 MiHiMalibHa, 10 TOSICHIOE BITHOCHY CETIEKTUBHICTD
iHri6iTopie ®JIE-5 y BiiHOMIEHHI JEreHEBOro LUPKYIATOpHOro pycna. Kpim Toro, € nokasu, 1o
iHriditopu ®JIE-5 MoxxyTh O6€3n0cepeIHbo miicuitoBaTi ckopoTHicTh [TILI.

Cundenaghin (equuuii npeactaBHuK rpymnu inriditopie ®JE-5, 3apeectpoBanuii B YkpaiHi ams
nikyBaHHsl JIAT) — inri6itop ®JIE-5, 3anmobiratoun aerpananii ul M®, Bukinukae 3umxkeHHs JICO Ta
nepeBanTakeHHs [111. /o cboroaHi Bxke HAKOMUYEH1 JIaHi, 110 JEMOHCTPYIOTh TapHY MEPEHOCUMICTh Ta
edexkTuBHICTh criieHadury y xBopux Ha JIATD pi3HOi eTionorii. Y KIIHIYHUX TOCHIHKEHHX CUieHad1T
3aCTOCOBYBaBCs B pa3oBux go3ax 20-90 mr 2-3 pas3u Ha JeHb 1 BUKIMKAB MOJIMIIEHHS TeMOJIUHAMIKHI Ta
TOJIEPAHTHOCTI A0 (P13MYHKX HaBaHTakeHb y XBopux Ha JII'. Onucani neski noOiyHi edekTu mpemnapary —
TOJIOBHUH Oi11b, 3aKJIaJIeHICTh HOCA, MIPUIIMBH, PAIITOBA BTpATa CIyXY, MOPYIIEHHS KOJIbOPOCIPUHHSTTS,
nucnerncis. Cunnenadin pekoMeHayeTbesi XxBopuM Ha JII', y skux HeepeKTUBHA 1HIIA MeIMKaMEHTO3Ha
Tepartis.

Taoanagin* (Ha naHWUW dYac 3apeecTpOBaHMM B YKpaiHi TUIBKH IS JIIKYBaHHS €PEKTUIILHOT
mucynkuii) — inridirop ®JIE-5 i3 TpuBamum mepiogoM HamiBBHBeAEeHHs (O6au3bko 17,5 roauH), 1o
BHUMarae oJIHOKpaTHOTO 3aCTOCYBaHHS MPOTITroM J00u. Y paHI0MI30BaHUX AOCTIIKEHHSIX MPU3HAUYEHHS
taganadiny xsopum Ha JIAT y mo3i 40 mr/moOy mpusBoawno no 30utbmieHHs auctaniii B T6XX.
JlikyBanHs Tananadinom He cynpoBokyBaiocs 3MiHO DK JIATL, ogHak TpoXu MpoaoBKYBaJo 4yac 10
JIEKOMITEH callil.
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[ToGiuni edexTu mpenapary — rojJoBHUN Ok, Mianriss, Ha30(apuHTIT, OB y KiHLIBKax, HyA0Ta,
OlTh y CIIWHI, JMCIICTICIS, 3aKJIaJCHICTh HOCA, panToOBa BTpaTa CIyXy, MOPYIMIEHHS KOJIbOPOCTPUHHATTS
(Tabm. 14).

Bapoenaghin (Ha manmii 4yac 3apeecTpoBaHUN B YKpaiHi TUIBKK JUIsl JIIKYBaHHS €PEKTHUILHOT
mucyskii) - iHridbitop ¢ocdoniectepasu-5 i3 OUIbII TpUBAIUM, HDK y ciageHadira, mepiogom
HaIIBBUBE/ICHHS, IO JI03BOJISIE MTPU3HAYATH HOTO JIBa pa3d Ha JCHb. Y PaHIOMI30BaHOMY JIOCII/KEHHI
mikyBaHHs 66 marieHTiB 3 JIAT, 010 bOTO HE MpUKMaK Mpenapari, BapAaaHadiioMm 5 Mr aBa pa3u Ha
JICHb  TPHU3BOJMIO JO 30UIbIICHHS TOJEPAHTHOCTI JO (PI3MYHOrO HABAHTAXKEHHS, TOKpAIICHHS
reMOJMHAMIYHUX TapaMeTpiB Ta MOIOBKECHHS 4acy J0 KIiHIYHOro moripmeHHs. [1oOiyni nii mpemapaty
CXOXI 13 cruiieHadIoM.

Tabauys 14.1aridiTtopu gocdoaiecrepazu-S nis gikyBanasi xpopux Ha JI'
Jlikapcbkuii npenapar IHouaTkoBa 103a | OnTUMAaJIbLHA 1032
Cwinenadin 20 mr 3 p/no0y 20-80 mr

3 p/noby
Tananadin 2,5-20 mr 1 40 mr 1 p/noGy
p/no0y
Bapnenadin 2,5-5 mr 2 p/noby 5 mr 2 p/moby

Cmumynamopu po3uunHoi 2yaninamuyukiazu

OcTaHHIM yacoM 3alpolOHOBaHO HOBMU mpenapaT [uid JjikyBaHHs JII', mo npoHmoB ycmimHi
KIIIHIYHI BUITPOOYBAHHSI Ta TOTYETHCS A0 peecTpanii B YKpaiHi, sIKHi 32 MEXaHI3MOM [lii HAJEXKHUThH 10
CTUMYJISTOPIB PpO3YMHHOI TyaHutatuukiaazu. I’ M® e BaxiauBuM Meaiatopom mnepdysii maodpe
BEHTHJILOBAHUX JUITHOK JereHiB. [Ipemapartu, siki 30i1pmytoTs piBHI Ul M@, CpusSIOTh PO3MIUPEHHIO
JIET€HEeBUX CY/AMH, 30epiralou npu IbOMY ONTHUMaIbHHUH ra3000MiH. (I M® renepyerbcs pO3UMHHOIO
TyaHUIATIHUKIIa3010 i Ai€ro okcuay azoty (NO).

Pioumryar € nepumm i €JUHUM MPeJICTABHUKOM HOBOT'O KJIACy CHOJYK — CTUMYJISITOPIB PO3UUHHOT
ryaHigaTuuMkiasy. PilomuryaT wmae mNoABIMHMM MexaHI3M [ii: MHiABHMILYE YYTIUBICTH PO3YUHHOI
ryaHUIaTHOMKIA3u [0 eHfgoreHHoro NO, a TakoX MpsMO CTHMYJIIO€ PO3UMHHY T'yaHUIATIMKIA3y
He3anexxHo BiJl NO, aktuBytoun cuHte3 Ul M@, sikuii Biiirpae BaKIUBY poJib Y PETyJIIOBaHHI CYAMHHOIO
TOHYCY, npodideparii, GpiOpo3y Ta 3ananeHHs. 3a paxyHOK LIbOTO HOBOI'O MEXaHi3My il pioluryaT Mae
outpry edextuBHicTh y BigHowmeHH1 JIAI ta iHmmx ¢opm JII', takux tak XTEJIL, ang skux Hemae
3aTBEP/UKEHUX CIIOCO0IB cnenudiuHoro MeankaMeHTo3Horo JikyBaHHA. Ockinbku JIAIT moB’s3ana 3
€H/I0TENNIabHOI0 JUChYHKIIE, 3HWKEHUMHU piBHIMH NO 1 MOPYIIEHOIO aKTHUBHICTIO PO3YMHHOL
IyaHUIATIMKIIA3M, 3aCTOCYBAHHsS pIOLUIyaTy Ui JIIKYBaHHS JaHOI TMAaToJOril € IepCleKTUBHUM
HATPSMKOM.

Pionuryar — equnuii npenapart, sSIKUH JEMOHCTPYE CTaOLIbHO BUCOKY €(EeKTHUBHICTh MPH 2 Pi3HUX
tunax JereHeBoi rimeprensii: XTEJII' (ne omepauis HemoxiuBa/HeedextuBHa) 1 JIAI. Amnani3
BTOPUHHUX KIHLIEBUX TOYOK JOCIIIXKEHb MTPOJEMOHCTPYBAB CTATUCTUYHO 3HaYUMI1 3MiHH, 30kpema JICO,
piBHA N-KiHLIEBOro Mponentuay Harpiilyperuunoro ropmony (B-tumy) (NT-proBNP), BOO3-®K, uacy
710 KJIIHIYHOTO MOTIPIICHHS Ta 1HAEKCY BUPaXXEHOCTI 3aAMIIKU 3a 1IKajiow bopra. [lo3uTnBHa TeHAeHLIA
Oyna BiJ3HA4YeHa TPU OIIHII SIKOCTI JKUTTA 3a e€Bponeiichbkoro aHkeroro (EQ-5D) i omuryBanbHHKOM
KUTTA 3 JereHeBoro rineprensieto (LPH).

IMpu nikyBanni XTEJII' y nociaiKeHHAX pIOIMIyaT 3HAYHO IOJIINIIYBaB TOJEPAHTHICTh M0
(GI3MYHNX HaBaHTa)XEHb y TAIIEHTIB 3 HeomepaldenpHOI (POPMOIO, a TAaKOXK y XBOPUX Ha CTIHKY abo
peunauBytouy JII' micns nereHeBoi TpomOeHnaprepekTomii. Takoxk y IMX MaIlieHTIB cCrocTepirairocs
CcTaOUThbHE CYTTEBE MOJIMIICHHS KIIHIYHO 3HAYUMHUX BTOPUHHHMX TOKA3HMKIB, TAaKUX SIK TE€MOJIWHAMIKa,
@K, piserr NT-proBNP.

3rigHO 3 JAaHMMHU JOOCIIKeHHs, BrokuBaHicTh mamieHTiB 3 JIAIT 1 XTEJII micia 3akindenHs 4,5
POKIB JIIKyBaHHs piouuryatoMm ckiaia > 91%. 3HauHe MONINIIEHHS HACTynaylo uepe3 4 THDKHI Micis
MOYaTKYy JIKYBaHHS; Haajl MOJIMIIEHHS TpUBaio. J{oCIiKeHHs TaKOXK TMOKa3ajlo, 10 pionuryar qo0pe
MIEPEHOCUTHCS Ta Ma€ TapHUN NMpodias Oe3MeKH SK y AKOCTI MOHOTepartii, Tak 1 B komOiHatii 3 APE a6o
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npocTaHoinamMu (He B/B, Hamp. IHramAuidHui imompoct) y mnamieHtiB 3 JIAI. HaiiGinpm yactumu
HECTIPUSATIMBUMH SIBUIIAMU TIPU  TIpUHOMI pionmryary Oyid TOJOBHUN Oulb, 3amaMOpOYEHHS,
nepudepuyHi HAOPSAKU Ta NUTYHKOBO-KHUIIIKOBI CHMIITOMH, TaKi K JUCIICICIS Ta HYAOTA.

Komoinoseana mepanin JIAI'

3rifHo 3 PI3HUMH JHKEpeNaMH, /Ui JOCATHEHHS eeKTy JIIKyBaHHS MalieHTiB 3 TsbKkkoio JIAI gacto
OyBae HEJNOCTaTHbO MOHOTEpaIlii HEe3aJeKHO B1Jl KJacy IpenapariB, IO 3aCTOCOBYIOTbCS. Y TaKuX
BUIIA/IKaX MA€ CEHC BUKOPHUCTOBYBAaTH KOMOIHOBaHY Teparlito, BpaXOBYIOUHM Pi3HI TOYKM MPUKIIAJAAHHS Ta
MOJKJIMBICTh BIUIMBATH Ha pi3HI JaHku naroreHe3y JII'. Ilpu 1iboMy MOKJIMBE OAHOYACHE NMPU3HAUYEHHS
JBOX TMpemapariB ad0 NpUEIHAHHS IPYroro abo TPEThOro Mpenapary O0 MONepeaHboi Tepamii, ska
BHSIBUJIACS HEOCTaTHLO edekTrBHOI. [IpuBoaumMo ocHOBHI kputepii xBopux Ha JIAD (Tsbkka dopma),
SIKUM TIOKa3aHa KoMOiHOBaHa Teparis (tadu. 15).

Tabnuya 15. OcHOBHI KpuTepii A1 KoMOiHOBaHOI Tepamii y nanienTiB 3 JIAT

Kniniunanii cratyc Knac IV ®K BOO3
a6o noripmenns 3 111 go IV ®K
a0o criiikui 111 ®K
3 OJIHOYACHUM MOTIPIICHHSM y T6XX abo

KapAi0MyJIbMOHAIBHOMY TECTi 3 (I3MYHUM HaBAHTAKECHHSIM
Tect 3 6-XBIIMHHOK X0A50010 Mewnmie 350-380 m

KapaionynsMoHalbHUN TECT 3 ITikoBe VO2 < 11 MiI/K1/XB
(bi3MYHUM HaBaHTAKEHHSIM Maxkcumanbanid (cuctomiunuil) THCK < 120 MM.PT.CT.
JlomaTkoBi mapameTpu ExoKT (moripmenns ingexcy TEI, nepukapaiansHuii BUIIT)

BNP 36inbmyerses minimyMm Ha 20%
Karerepuzais [111: JICO > 10 ox. Byza, CI 2 71/xB/M?,
Tuck y [T > 12 mm.pr.cT., SO2 < 60%

VY CBITOBIi NpaKTUIl HAKONMWYEHUH JOCBIA 3acTocyBaHHS KoMOiHOBaHOi Tepamii JIAIT 3
BUKOPUCTAHHSIM OCHOBHMX TpYIl IpenapariB: NPOCTAaHOIAIB, 1HTiOITOpiB ¢ocdoaiectepazu Tta APE.
OcHOBHUMH B 11bOMY HampsMKy € fociijpkeHHs STEP (iHransauiitauii inonpoct + 6o3enran), TRIUMPH
(6o3enTtan abo cunpenadin + iur. tpenpoctunin), PACES (emonpocrenon + cunaenadin). HaliGuibm
BHUBUCHOIO € KOMOIHAIlisl I1HTaSIiHOrO 11ompocTy M 0o3eHTaHy. 3 ¢apMaKoJIOTiYHOI TOYKH 30Dy,
UIONPOCT 1/€ajdbHO MIAXOAUTH Ui KOMOIHOBAaHOI Tepamii 3aBASKM HOro IOTYKHOMY €(eKTy Ta
HEe3HAYHOMY (papMaKoJIOri4yHOMY MOTEHLIATy B3a€EMOJII.

Opniero 3 koMOIHaUIN JUIsl MOJIIIIEHHS Pe3yabTaTiB JiKyBaHHS XxBopux a JIAI' 3 mo3suTUBHUM
TEpaneBTUYHUM €(PEeKTOM 1 OJHOYACHUM 3HMKEHHSM BapTOCTI JIKYyBaHHA MOKe€ OyTHM KOMOiHOBaHa
Teparis IHraJsIIiIHOTO 1I0MPOCTY 3 cuiAeHadUIoOM. Y jiTepaTypl BXKe BUCBITIIOETbCSA TaKUK JOCBII.

VY CBITI NPOBOAATHCS TOCTIIKEHHS KOMOIHOBAHOTO 3aCTOCYBAaHHS IHTASALINHOIO 1JIOMPOCTY Ta
pioruryaty. [lepBuHHI KJIiHIYHI JaH1 CBIAYAaTh MPO BUCOKY MPUBAOIMBICTH I1i€i KOMOIHAIII 3 TO3UIIN
e(EeKTUBHOCTI, O€3MEeKH Ha KOMILJIAEHCY.

[Ipu pizaux dopmax JIAI, y ToMy uncii acoriioBaHuX 3 IHIIMMHU 3aXBOPIOBAHHIMH, MAIOTh MICIIE
Jesiki 0cOOIMBOCTI JIIKyBaHHS, sIKi BitoOpaskeHi B pekoMmenaaniax ACC i AHA.

Octannim vacom (2010) nns zikysanns BBC 1 JII' Gyno cxBajeHO 3 KJlacH IperapariB, Aisl SIKUX
cpsMoBaHa Ha Moaudikalito AUCHYHKIII EHIOTEeNil0: TMPOCTAHOIAH, AaHTaroHiCTH pEIenTopiB
eHjoTeniny Ta inridiropu G®JE-5.

TepaneTuuny ¢ie60TOMII0O HEOOX1IHO MPOBOAUTH NMPH reMaTokputi Outbiie 65%. Ilpu oMy
HEOOX1THO MPOBECTH 130BOIIOMIUHY 3aMiHy piguau (750-1000 mu i3oToniunoro p-HY NaCl 3amicts 400-
500 mn kposi). IIpu moBTopHUX (1€60TOMISIX HEOOXITHO CTEXKHUTU 32 MOXIUBUM PO3BUTKOM Ae(PilUTy
3aji3a 3 MeTol Horo monoBHeHHs. [IpodinakTika TpoMOOeMOONIYHUX YCKIAAHEHb 3a JIOIIOMOTOIO
alleTUICATIIMIIOBOT KUCIOTH BBAXKAETHCS HEE(PEKTUBHOI. AHTUKOATyJISHTH PEKOMEHAYIOThCS TIIbKH
npu OII.

Komenmap pooouoi epynu:
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B Vxpaini npasunvua nazea izsomorniunoeo p-wy NaCl — 0,9% poszuun nampito xnopuoy.

Jlnst BUpilIeHHs] TUTAaHHS Tpo Xipypriyne jikyBanHs BBC npu HasBHOCTI IIyHTyBaHHs 3JIBa Ha
MpaBO HEOOXITHO MPOBOJUTH KATETEPU3AIlII0 MPABUX BLIIUIIB Ceplsl 3TIHO MPOTOKOJY BKa3aHOMY Yy
noaaTky 2 a0 nportokoiy. 3rigHo pekomenaaism ESC/ ERS-2015 npu JICO < 2,3 WU  xipypriune
nikyBaHHs nokaszaHo (kiac Ila, pisens C), mpu JICO > 4,6 WU xipypriuHe JikyBaHHS HE TTOKa3aHe (Kiac
Ia, piBens C), mpu JICO 2,3-4,6 WU BupimyeTscsi iHIUBIAYaIbHO Y 3aKiIagax, 10 HAAAIOTh TPETHHHY
CHeIiajgi3oBaHy MEJIUYHY JOTIOMOTY.

Tabauys 16. Pexomengaunii momao JIAI', moB’si3aHoi 3 BpPOJ:KEHHUMH CepUEeBUMH IIYHTAMH
(ESC, ERS-2015)

MonoxeHHS Knac? PiBenn?
APE 0o3eHTaH TOKa3aHUW TaIli€eHTaM 3 CHHIPOMOM | B
Eitzenmenrepa npu BOO3-®OK 111

Inmni APE, imri6itopu ®JE-5 Ta npocranoimm ciin Ila C

pO3IIISAATH Y XBOPUX 3 CUHIPOMOM El3eHmeHrepa

3a BIACYTHOCTI 3HAYHOTO KpPOBOXApKaHHS Tepariro
NEPOPATLHUMH aHTUKOATYJITHTAMHU  CJIiI  PO3DIISIAaTH Y I8 C
XBOpUX Ha TpoM003 JIA abo oznakamu CH

Buxopucranns gogarkoBoi O2 teparmii iy po3risiiaTd B
TUX BHIMAJKaX, KOJIM BOHA MPHU3BOAUTH [0 CTIHKOTO Ila C
IiJIBUICHHS HACWYCHHS apTepialibHOI KPOBI KUCHEM i
3MEHILIEHHS] CUMIITOMIB

3a HaAsABHOCTI CHUMIITOMIB B’SI3KOCTI QueboTromis 3

130BOJIIOMIYHOIO 3aMIHOK0 KpPOBI NOBHHHA PO3IJISAATHCA Ila C
3a3BUYal, KOJIM FeMaTOKPUT CTAHOBUTH > 65%

BuxopucranHs mnpemapaTiB 3amiza Ciig  po3rasAaTH y IIs C
NAIli€HTIB 3 HU3bKUM piBHEM (DeppUTHHY Y MJIa3Mi

Kom6inoBaHa Tepamisi MOXe pO3IJISIATUCS y XBOPUX 13 Ib C
cuHapoMoM Elzenmenrepa

VY namienTiB 13 cunapomoM EilzeHMeHrepa 3acTocyBaHHS Il C

BKK He pekoMeHayeThes
a — KJIaC peKOMEH/IaIliii; b — piBeHb TOCTOBIPHOCTI.

OcobnuBocCTi JIIKyBaHHA XBOpuUx Ha JIAI' euacniooxk 3axeoprosaHnv jecens 1/abo rtimokcii. Illo
CTOCY€ThCs peKoMeHanii moxao mikyBanHs JII' mpu nereHeBiit maronorii, To noBeaeHo, mo mpu JII,
noB’si3anii 3 XO3JI, ronoBHA poib npuaLIseThes o0e3nepepBHOoMy (16 Toa/n00y) TiKyBaHHIO KUCHEM. Y
MAaIiEHTIB 3 po3JiajaMu JWUXaHHsS, T[OB’S3aHMMH 31 CHOM 1 HIYHOIO Jecarypailielo, e(heKTHBHE
3aCTOCYBaHHS HEIHBAa3MBHOI JOMAIIHBbOI BEHTWIAIIi. 3TiTHO 3 CYYaCHHMMH TIPEICTaBICHHSIMH,
3aCTOCYBaHHA Bazonuiararopis, Takux sk BKK, mpocraHoinu, aHaroHicTu eHJOTEIIHOBUX PELENTOPIB i
iuriditopu OJIE-5, ans nikyBanus JII', mos’s3anoi 3 XO3JI, moka3aHo TIIbKM B OKPEMUX BUIAIKax (Tpu
cepenHboMy TUCKY B JIA Oibie 40 MM.pT.CT.).

[Ipn iHTEpcTULIATBHUX 3aXBOpIOBaHHAX JjereHb 3 JII' 35 MM.pT.CcT. Tepamis 3a3HaYeHUMH
Ba30MJIaTATOpAaMHU BHUIIpaBAaHa. ICHYIOTH JaHiI MPO 3aCTOCYBaHHS 1IOMPOCTY IHTAISAIIRHO MPHU IUX
3aXBOPIOBAHHSX 31 3SMEHIIICHHSIM THCKY B JIA Ta 30UIbIIEHHSIM caTypaillii KHCHIO B KpoBi (Ta0m. 17).

Tabnuysa 17. Pexomennauii moxo JII', moB’s3anoi i3 3axBoproBannsimu JerediB (ESH-ERS,
2009)
IToJs10keHnHs Kiac? PiBennb

b

Exoxapniorpadis PEKOMEHTy€ThCS B SIKOCTI
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CKpUHIHTOBOTO  1HCTpyMeHTy Juisi  BusiBneHHs  JIT, | C
OB’ 513aHO1 13 3aXBOPIOBAHHIMH JICTCHIB

[TamienTn 3 exokapaiorpad®iyHUMH O3HAKaMH TSDKKOT I C
JIT/ muchyHKii MPaBoro [UTYHOYKA MMOBUHHI

HaIIPaBJISITUCS Y CHICIiali30BaHl [IEHTPU

KIIC He pekoMeHIyeThCs y MAI€HTIB 13 migo3poro Ha JII I C

13 O3HAKaMHM 3axXBOPIOBAaHHs JIETeHb 0€3 HEeoOXiTHOCTI
(BUpilIEHHS TUTAaHHA TpaAHCIUIAHTALll, JUQepeHIIHHNI
niarHo3 i3 JIAI' abo xpoHiuHOIO TpomOoembomiunow JII',
MOTEHIIIaJTbHE BKIIOYCHHS JIO KIIIHIYHOTO JTOCIIKEHHS)
OnTuMalibHe  JIIKYBaHHS ~ OCHOBHOI'O  3aXBOPIOBaHHS
JeTeHiB, BKIOYaoyn TpuBany Oz Tepamilo y XBOpUX Ha I C
XPOHIYHY TIMOKCEMiI0, pEKOMEHAYEThCS y marieHTiB i3 JII,
3YMOBJICHOIO 3aXBOPIOBAaHHSIMH JICTCHIB
[MTamienTn 3 Baxkoro JII'/qucdyHKIIi€r0 IpaBoro NUIyHOUYKY I1a C
MOKYTh HANpPABISATUCS IO EKCIEPTHOTO MEHTPY JUIs
IHMBIAyani3alii JiKyBaHHS
Bukopucranns cremudiunoi mikapcbkoi tepamii JIAI y
nariedTiB 3 JII', 3yMOBIIeHOIO 3aXBOpPIOBaHHSIMH JICTEHIB, "I C
HE PEKOMEHIYETHCS
a — KJIac peKOMEH/Ia1liii; b — piBeHb TOCTOBIPHOCTI.

[Ipu Bl/I-acoyiiiosaniti JIAI' TepaneBTUYHI MiIXOIW 1€ MEHII BHBYEHI, HDK NPH IHIIUX (hopmax
JIAT. TpymHouii NOJSATalOTh y TOMY, IO TOCTPUH Ba30KOHCTPUKTOPHHN TECT, PEKOMEHIOBAHUHU IS
xBopux Ha IJII" 3 MeTor0 BUSIBICHHS BIANOBIAAYiB JUIsl JTIKYBaHHS aHTAaroHICTaMU KalbIlil0, Y XBOPUX Ha
BlJI-aconiitoBany JIAI' He onucanuii. [lo Toro x, BKK BusiBmincsa nHeepextuBHuMu y narienris 3 BlJI-
acorniiioBanoro JIAI'. IcHYIOTh aH1 TPbOX JOCITIIKEHb 11010 €PEKTUBHOCTI: IEPOPAIILHOTO MPOCTaHOiga
oepanpocty (Galie N et al, 2002) Ta CeneKTMBHOTO aHTaroHICTYy €HJIOTEIMHOBUX PEIENTOPOB
amOpuzentany (Galie N. Et al.,, 2008). Jlexinpka IOCHIPKEHb MPOAEMOHCTPYBAIN MOKIUBICTh
MOKPAIlUTH TOJEPAHTHICTh 10 (PI3UYHOTO HABAHTAKEHHS Ta TEOJMHAMIUHI TOKAa3HUKU IpH
3aCTOCOBYBaHHI y JaHiil kareropii xBopux emnonpocteHony B/B (Nunes H. et al., 2003), TpenpocTininy
n/m (Cea-Calvo L. et al., 2003) Ta inonporty inransimiiiao (Ghofrani HA. Et al.). Otpumani mo3uTuBHI
KJIIHIYHI Ta TeMOJIMHAMIYHI pe3yabTaTu MPHU BUKOpPHCTaHHI 003eHTaHy y xBopux Ha JIAT, acomiiioBany 3
BIJI. lanux npo eheKTUBHE 3aCTOCYBAHHS aHTArOHICTIB €HI0TENaIbHUX perenTopiB 1 inrioiTopis OJIE-
5 B KOHTPOJIBOBAHUX JIOCHIJKEHHAX HeMae. [IpoTe icHye 3acTepeskeHHsl, o cHiIeHadi 1yke 00epexHO
CJIIJT 3aCTOCOBYBATH PA30M 13 pUTOHABIPOM Ta CAKBIHOBIPOM Yepe3 MOKIIUBY M1 B3aEMO/IIIO.

EdexTrBHAa aHTHKOAryJIsIHTHA Teparis MOKe MoiinuryBaTH nporuos npu BlJI-acouiiioBaniii JIAT.
[IpoTe, BoHa PYTMHHO HE PEKOMEHJOBaHA 4Yepe3 BUCOKHH PH3UK BHHUKHEHHS KPOBOTEY, HU3BKY
NPUXWIBHICTh Ta MOXJIMBICTH MEpeXpecHoi B3aeMoAil 3 IHIMMU mnpernaparamu. OnHAK MepopaibHi
AHTUKOAryJsHTH, SIKI BXOIATh y cxemy JikyBaHHs IJII', HEoOXiHO 3 BEIHMKOIO OOEPEKHICTIO
3actocoByBaTH y BLJI-iH]ikoBaHUX XBOpHX, yacTillle BOHM MPOTHIIOKA3aHI Yyepe3 pU3UK KPOBOTEUl Ta
MOJKJIUBY JIIKapChKy B3a€MO/I110 3 TpenaparamMu ais jikyBanHs BlJI-indexuii.

Sk npaBuio, HasBHICTH BIJI iH(ekii € MpOTUIIOKa30M [T TPOBEACHHS TpaHCIIIaHTAIli.

Ponb BHCOKOakTMBHOI aHTUpeTpoBipycHOi Teparmii y BeneHHi BlJI-acomiiioBanoi JIAI' moku He
BcTaHoBJIeHa. OJiHe AOCHIKeHHs MoKasaio, o BlJI-acomiiioBana JIAI' Moxe BUHUKHYTH 1 y XBOPHX 3
nobpe koHTpoiboBaHow BlJI-iHdekiielo, a aHTHpeTOBIpyCHa Tepamisi HEe NPU3BOAUTH 10 perpecii
CHUMIITOMIB a00 3aTPUMKHM PO3BUTKY 3aXBOPIOBAHHS, @ OCHOBOIO JIIKYBaHHS € crenudivyHa Tepamis 3
npusoxy JII' (Tabm. 18).

Komenmap pobouoi epynu:
B Vkpaini cmanom na 01.10.2015p. Bepanpocm ma Cakeinogip ne 3apeccmpo6aHi K NiKAPCHKi
3acobu.
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Tabauys 18. Pexomenaanii moao JIAT, nos’sizanoi 3 BlJI-indexuieco (ESH-ERS, 2015)
MonoxkeHHS Knac? PiBenn?

Exokapniorpadiss mokazaHa maiieHTaM 3 He3 sICOBAHOIO
3aIMILIKOK0 JUIS BUSIBJIICHHS CEPLIEBO-CYJUHHUX I C
yckaagHens BIJI-indexii
Y xBopux Ha JIAI, now’szaniii 3 BUI-indexmiero, 3
ypaxyBaHHSIM CYIYTHIX 3aXBOPIOBAaHb 1 JIIKapCHKHX la C
B3a€MOJiH CITil pO3TIISAATH TOU Ke aJrOPUTM JIIKYBaHHS,
10 1 y xBopux Ha [JIAT
Y  mamieHTiB 3 MIIBUIIEHUM PHU3UKOM  KpPOBOTEUi I C
AQHTUKOATYJISTHTH HE PEKOMEHIYIOThCS

a — KJIac peKOMEH/Ialliif; b — piBeHb JOCTOBIPHOCTI.

s manientiB 3 JIAI, mo acoIitoeTbCs 3 nOpmaibHOW 2inepmensieto, 3aCTOCOBYEThCS TOH Ke
anroput™, mo i mis UII'. OgHak, npu ckiagaHHI cXeMH JIIKyBaHHS HEOOXITHO BPaxOBYBAaTH CYIMYTHI
3aXBOPIOBAHHSI.

Crnig 3BepHYyTH yBary Ha cTaH (yHKUil TEYiHKM (SK 1 MOpU IHIOUX 3aXBOPIOBAHHAX, IO
cynpoBo/kytoThes  JIADY). Ilpu3HaueHHs TakMM XBOPUM aHTUKOAryJsHTIB MOXE 3arpoXyBaTu
KpoBoTeuero. [Ipy BupillleHHI MUTaHHS MPO TPAHCIUIAHTAIIO MEYiHKUM XBOPUM Ha LUPO3 CIiJ MPOBECTH
obcrexkeHHs utst BusBiIeHHS JIATL, sika € mpoTtunokasanasam s i€l oneparii, skmo CTJIA Ourbme 35
MM.pT.cT. a00 JICO 6inbuie 250 ain. cex. cM-5 (Tabdmn. 19).

Tabauys 19.Pexomenaanii moao JIAI', moB’s3anoi 3 mopraabHow rineprensiero (ESH-ERS,
2015)
IMono:xxenusn Kaac? PiBeHnn

b

Exokapaiorpadiunuii  ckpuHiHr i BusABieHHs JII
PEKOMEHAYETbCA Yy  XBOPUX 13  CHMIOTOMaMH 1
3aXBOPIOBAHHSMHU TIEYIHKM Ta/ab0 y KaHIWJATIB Ha
TPAHCIUIAHTALIIO TEYiHKH

Y xBopux Ha JIAI, moB’s3aHii 3 NOPTAIBHOIO
rinepTeHsi€ro, CIiJl PO3IJLAaTH TOH K€ aJrOpUTM, 10 U
npu JikyBaHHI xBopux Ha IJIAI', 6epyun 10 yBaru cymnyTHi
3aXBOPIOBAHHS

PexomengoBaHo, 100 Taki TAIll€EHTH HAMPABIUIMCS 10
eKCHEePTHUX LIEHTPIB, /1€ € MOXKJIMBICTH JIIKYBaHHS 000X I C
CTaHIB

AHTHKOArynsHTHa Tepamis He PEKOMEHAYETbCA Y
MAI[IEHTIB 3 MABUILIEHUM PU3UKOM KPOBOTEU1

ITa C

Il C

TpaHcriaHTaliss TEYiHKM MOXE OOTrOBOPIOBAaTUCS Y
OKPEMHUX TAallI€HTIB, sIK1 100pe BIAMNOBIIN HA MPU3HAYEHHS IIs C
cneuuivnoi Tepanii JII'

TpaHcruianTalis NMEYiHKA MPOTUIIOKA3aHa y MAlll€HTIB 3
BaXXKOIO Ta HEKOHTPOJIbOBaHOO JIAT 11 C

a — KJIaC peKOMEH/IaIliif; b — piBeHb TOCTOBIPHOCTI.

JIAT € moOpe BiIOMHUM YCKJIAQIHEHHSM TaKUX CUCMEMHUX 3AXB0PIO6AHL CHOJLYYHOI MKAHUHU, SK
cuctemHa ckiuepoaepMmis (wacrora JIIT moxke mocsratu  7-12% XBopHX), YEpBOHUN BOBYAK,
nepmatoMio3uT, cuaapom lllerpena. JlikyBaHHsS Takoi KaTeropii Mali€HTIB € OUTBII KOMIUIEKCHUM, HIXK
IJTAT. Bono mpoBomuThcs Ha (OHI IMyHOCYHNPECHMBHOI Ta HpOTH3amajibHOI Tepamii. Biamosigs Ha
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npusHayeHHs BKK npu BazopeakTHUBHOMY TeCTi 3ycTpiyaeTbcsi 3HA4yHO pimme, HDK npu LUIAT.
CuiinHomeHHs1 pusnk/kopuctsb npu OAK tepamii HeBimoma. OCHOBHI NMPUHIIUIHN JIIKYBaHHS XBOPHX Ha
JIAT i3 cucTeMHMMH 3aXBOPIOBAaHHSIMHU Taki X, sIK 1 mpu JikyBanHi UJIAD, mo moB’s3aHO 3 THM, IO
noAiOoH1 xBopi BKItoyaymcst y Ounbiricte PKJI. IcHye anamiz y miarpynax XBOpHX 13 CKIEPOJEPMIEI0 y
CIIOCTEpEeKEHHSIX Ha (oHI mpuilomy O03eHTaHy, cuiaeHadily, TpenmpocTaHiny. B/B 3actocyBaHHs
eTIONPOCTEHOY CYNPOBOUKYBAJIOCS TOKPAIIEHHSIM TOJIPAHTHOCTI 110 (i3UYHOTO HABAaHTAXKEHHS,
CUMIITOMAaTUK{ Ta TE€MOJIMHAMIUYHUX IapameTpiB MpH 3-MICIYHOMY CIOCTEPEKEHHI 3a XBOPUMH i3
CHCTEMHOIO cKiepoaepMiero. [IpoTe, pe3ynbTaTH BIXKMBAHHS TAaKMX XBOPUX OYNIM TipIIMMHU, HDX IPH
IJIAT. HasiBHICTb CHCTEMHOTO 3aXBOPIOBAHHS CIIOJIyYHOI TKAaHWHU HE € TPOTH TIOKazaM st
TpaHCIUIaHTAIlli TpH Hee(PEKTUBHOCTI MEIMKaMEHTO3HOI Tepartii.

Tabauys 20.Pexomennanii moao JIAIL, moB’si3aHoi i3 3aXBOPIOBAHHSAMM CHOJYYHOI TKAHHHH
(ESH-ERS, 2015)
IMono:xxennsn Kaac? PiBenn

b

VY mnamientie 3 JIAI, moB’s3aHOi i3 3aXBOPIOBAaHHSIMHU
CHOJIY4HOI TKAaHUHHU, PEKOMEHYETbCS aITOPUTM BEJCHHS, I A
a”anoriunuii xsopum Ha IJIAT

Y  acUMOTOMHHX  XBOpPMX 13  3aXBOPIOBaHHSIMHU
CKJIEPOJEPMIYHOT rpymnu TS BUSIBIICHHS Jr

PEKOMEHIYE€ThCA exokapiorpadiaHmii CKPHHIHT, | C
OlomMapkepy Ta BHU3HA4YCHHS IU(PY31HHOI CIIPOMOMKHOCTI
JICTEHb

KIIC mnoka3anma y Bcix Bumaakax imoBipHoi JIAT,
IOB’s3aHOT 13 3aXBOPIOBAaHHSAMH CIIOJIy4HOI TKaHHHH,

. . I C
0COOJHMBO, SKIIO PO3IMIISAAETHCS crenudiyHa JTiKapchKa
Tepanis
OAK Tepamisi mOBUHHA PO3IJIAATUCS Ha IHAUBIAYyaIbHIN s C

OCHOBI Ta IPU OLIHKK MOXJIMBOCTI TpoMOodiii
a — KJ1ac peKoMeH 1alliii; b — piBeHb 10CTOBIPHOCTI.

Ocoobnusocmi nikyseanusn JII' npu 3axeoproeannsx nieux 6iodinie cepys. JII' mpu 3axBOPIOBAHHSIX
JBUX BIAJUIIB CepIsl HAJIEXKUTh JI0 MOCTKANUIAPHOT (GOopMHU. Y TaKMX BHIIAJKaX OCHOBHHUM METOAOM €
JIKyBaHHS OCHOBHOTO 3aXBOPIOBaHHS. 3aCTOCOBYBaTH CrelU(IUHY Teparmito, pPEeKOMEHIIOBaHY IS
nmikyBaHHa JIAI, HeOaxanHo. binblie TOro, npuU3HAYEHHS 3a3HAYEHHUX MpenapaTiB Moxe OyTH
HeOe3NeYHUM Yy 3B’S3Ky 3 MOXJIMBICTIO PO3BUTKY HaOpsKy JereHiB. HeBenuki gocnipkeHHS
IIPOJEMOHCTPYBAIN €PEKTUBHICTh CHIIIeHAa(1Ty (TOKpaleHHsI TEPEHOCUMOCTI (P13MYHOI0 HABAHTAKEHHS
Ta SAKOCTI1 )KUTTSI) Y IaH1il KaTeropii mamieHTiB. Y BUMAIKax, KOJIH Mae Mictie BusiBiieHa mpu ExoKI™ Tsbkka
JII', He anekBaTHa YpaKEHHIO Ceplsi, PEKOMEHIYEThCS 1HBa3UBHUM METOJl BHUMIPIOBAHHS THUCKY
3aKJIMHIOBaHHS 1711 yrouHeHHs xapakrepy JII™ (Tabmn. 21).

Tabnuys 21.Pexomenaanii moao JIAI', nos’si3aHoi i3 3aXBOPIOBaHHSIMHU JIIBHUX BiIAiliB cepusi
(ESH-ERS, 2015)
IHonoxxenns Kuaac? PiBennb

b

VY mnauientis 3 JII', 3yMOBIIEHOI0 3aXBOPIOBAaHHSIM JIIBUX
BIJUIUTIB CEpLs, PEKOMEHAYEThCSI ONTUMAJIbHE JIKYBaHHS I C
OCHOBHOTO 3aXBOPIOBAHHS JTIBUX BIIIUTIB CEePIls
PexomennoBano BusHayatu iHm npuuuHu JIIT (XO3JI,
CHUHJIPOM  OOCTPYKTHMBHOI'O  HIYHOIO  alHOE€  CHA,
TpoMOOeMOoOITisl, XpOHIYHA TpoMOOeMOOIiYHa JIeTeHEeBa
rinepTeH3is) Ta NPOBOJUTH BiIOBIIHE JTIKyBaHHS
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PexomenmoBaHO MpoBOAWTH 1HBa3WBHI Bu3HadyeHHS JII' y
MAI€HTIB, SIK1 3HAXOISIThCS B ONTUMAIBLHOMY | C
130BOJIFOMIYHOMY CTaHi1

[NamienTn 13 3HAYHUM MPEKAMUIIPHUM KOMIIOHEHTOM
(BUCOKHMH TPaJli€EHT A1aCTOJIYHOTO THUCKY) Ta/ab0 BUCOKHM
JICO maroTh HampaBJATUCSA A0 €KCIIEPTHOI'O LEHTPY IS Ila C
KIHIIEBOTO BCTAHOBJICHHSI JlilarHO3a Ta IPU3HAYCHHS
IHUBITyanbHOI Teparii

HeoOximHiCTh MpOBEACHHS Ta pPOJIb Ba30PEAKTHBHOTO
TECTy HE BCTAHOBIICHI, 32 BUKIIFOUEHHSM IAII€HTIB, SKi €

KaHAMJaTaMu JUIsi  TpaHCIUTaHTaIii  cepus  Ta/abo 111 C
iMIUIaHTaNii MPUCTPOIB ISt MiATPUMAHHS (DYHKIIIT JTiBOTO

IITYHOYKA

Bukopucranuss ~ cmemumdiunoi  Tepamii JIAIT  He

pekoMeHnyeTbes |y mamientiB 3 JIIT B pesynbrarti Il C

3aXBOPIOBAHb JIIBUX BiJIIUIIB CEPIIS

a — KJIaC peKOMEH/Ialliid, b — piBeHb TOCTOBIPHOCTI.

Jlixyeanus xponiunoi mpomboemboniunoi JII'. Tlpu nikyBanui XTEJII" 3 MeTor0 3HM)KEHHS THUCKY B
JIA  ta JICO mnpu3HauaroThCsl Ti X cxemMHu JikyBaHHsa, mo 1 mpu JIAI. XBopi moBuHHI OyTH
MIPOKOHCYJIBTOBAHI HA MPeIMET IPOBEACHHS TPOMOCHIapTEPEKTOMIi.

Jlanuii BU XipypriqyHOro JiKyBaHHs XxBopux Ha JII' i3 TpoMOOTHYHOIO OOTYpaILli€l0 MPOKCUMAIbHUX
BIIUTIB JlereHeBuX aptepiil no3Bomisie 3meHmuTH JICO, mokpamuti cucroniuyny ¢ynkuio 1T,
TOJIEPAaHTHICTh 70 (I3MYHMX HABaHTaXEHb, 30UIBIIMTH TPUBATICTh KHUTTA XBOpuX. JlereHeBa
€H/IapTePEeKTOMisl MPOBOAUTHCS XBOpUM 1nipu xpoHiuHii TEJIA ta noctrpobembomiuniit JII'. Onepariitna
CMEPTHICTh y KpalluX MEIUYHUX LIEHTPaX KOIUBAETHCS Bil 5 10 11%. BaxxnuBum eneMeHTOM yCHIIITHOTO
NpOBE/IEHHS omepauii € BinOip mnarieHTiB. Bu3HauanbHUM (akTOpoM NOBHHHA OyTH came TAXKKICTb
TpomMOOTHYHOT OKJTIO311. [IpH 11bOMY cama BenmuumHa TUCKY B JIA He Mae 3HaYeHHS, OCKUIbKU Y TIAIlI€HTIB
3 HailOinbm BucokuM CTJIA nocsraerbcs HaWOUIBIIMKA eQEeKT Bifl Takoro BTpy4YaHHs. Y OUIBIIOCTI
XBOPHX PpErpecyloTb CHUMITOMH, 30LIBIIYETHCS TEPEHOCHMICTh HABAHTAXKEHHS, MOJIMIITYIOTHCS
reMO/IMHaMIUHI TOKa3HUKM Ta SKICTh JKUTTS. 3a JaHMMU PETPOCHEKTUBHOIO aHamizy, S-piyHa
BIDKMBAHICTh y IIUX XBOpUX Aocsarae 75%.

OCHOBHUM TPOTHUIOKA3aHHSAM JI0 MPOBEACHHS TPOMOECHIAPTEPEKTOMII € BUpPaXEHE YpaKeHHS
napeHximu JyiereHiB (00’eM GopcoBanoro Buauxy 3a 1 cexkynny< 30%) (Tadim. 22).

Tabnuys 22.PexoMenaamnii moao XpoHidyHOI TpomMGoeM0O0J1iuHOI JiereHeBoi rineprensii (ESH-
ERS, 2009, 2015)
IHos0:xenHs Kaac? PiBennb

b

Hiarnoctuka  XTEJII' 3acHoBaHa Ha  HAsSBHOCTI
npekaninsgpuoi JII' (cepenniit JIAT > 25 mm.prt.cT., T3JIA
< 15 mm.prcr., JICO > 2 oxn. Byma) y xBopux i3
MHOKWHHUMU XPOHIYHUMH/OPraHi30BaHUMHU I C
OKJTIIO3YIOUMMH ~ TpoMOamu/emMO0i1aMu B €IIaCTUYHUX
JIeTeHEeBUX apTepisix (OCHOBHIN, YaCTKOBIM, CETMEHTAapHIH,
cyOcerMeHTapHii)

VY mnarienri, ski Bwkwin miciast TEJIA, npu BUHUKHEHH1

3aaummky ciin 3amigo3putu X TEJIT Ila C
V¥ xBopux Ha XTEJII" nokazana JoBiyHa aHTUKOAryJISTHTHA I C
Tepanis

PexoMmeHnnoBaHuM € Te, MO0 BCI MAIlIEHTH 3 XPOHIYHOIO | c

TpomboeMOoiunoro JII' HampaBisuIHCcs Ha cremiaii3oBaHi
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HEHTPU, JI€ € MYJIbTUIUCIUIUIIHAPHI KOMaHAM, IS
BUDIIICHHS MUTAHHSA OINEpadeNbHOCTI Ta MOJAIBIIOL
TAaKTHUKH JIIKYBaHHS

XipypriuHa JiereHeBa €HAAPTEPEKTOMis 3 TIIMOOKOIO
TIMOTEPMIEI0 Ta 3yIMMUHKOK MUPYJIALII € PEKOMEHIOBAaHUM | C
aikyBaHHsAM y xBopux Ha XTEJII

Piomuryar € pekOMEHJOBaHMM  JUIsl  CHUMIITOMHHX
MAIiEHTIB, YV SKUX 3ajumuiacs abo 3HOBY BuHukia JII
HiC/sl  ONEepaTUBHOTO BTpPy4YaHHS, abo0 HEONepOBaHHUX
Nallie€HTiB 3  XpoHIYHOIO  TpomOoembomiunoo  JII. I B
Pexkomenparii MaloTh HaJaBaTHUCA EKCIIEPTHOIO
KOMAaH/IOI0,I0 KO 00O0B’S3KOBO BXOIWTH XO4da O OOUH
CHEIIATICT-XIPYPT 3 JIET€HEBO1 EHAAPTEPEKTOMII.

[ami  cnemmgiuni mis JIIT mpenapatd MOXyTh OyTH
PEKOMEHJIOBAaHUM Ui CHUMIITOMHUX TMAaIi€HTIB, y SKHUX
3anummiacs abo 3HoBy BuHHKIA JII' micns onepaTHBHOTO
BTpY4YaHHs, a00 HEONEpOBAaHUX NAIIEHTIB 3 XPOHIYHOKO

) IIs B
TpoMboemOomiuHoro JII'. PekoMenaamii MaroTh HaJlaBaTUCS
EKCIIEPTHOI0 KOMAaHJI0K0,J10 SIKOI O0OB’SI3KOBO BXOJIUTh
xo4ya O OOMH  cHemiajmicT-Xipypr 3 JIeT€HeBOi
CHIaPTEPEKTOMII.
Bbamnonna MyJIbMOHAJIbHA aHTI10IIJIACTHKA MOXKE
00roBOPIOBATHUCS y MAIIEHTIB, SIKUM TEXHIYHO HE MOXKHA s C
MPOBECTH  €IAPTEPEKTOMIiI0, a00 € BHCOKHHA pPH3HUK
HECIPUATIMBOTO nepediry oneparii
CkpuHIHI Ha XpoHIYHYy TpoMboemOomiuny JII' 'y
ACUMNTOMHUX TAI[€HTIB, SKI BIXKUIM TICIS TOCTpOl 1 C

TpoMOoeMOoJIii JIereHeBoi apTepii He PEKOMEH]JI0OBaHO
IPOBOJUTH
a — KJIaC peKOMEH/IaIliii; b — piBeHb TOCTOBIPHOCTI.

XipypriuHe jgikyBanus xgopux Ha JII'

Ilepencepnna cenTocToMiss — CTBOpeHHs mepdopalii B MiKIEpeAcepIHid Meperopoali — crana
3aCTOCOBYBATHCA y XBOpHUX 13 mpaBonutyHoukoBoto CH micns ciocrepesxens Rozkovec 1 ciBast. [llomo
Toro, 110 xBopi Ha IJIAI" i3 BTOpUHHUM BiIKPUTTSAM OBAJIbHOTO BiKHA MAOTh Kpallly BUXKMBAHICTh, HIXK Ti,
y SKHX MDKIEpEACEpHY Meperopoaky 30epexxkeHo. CTBOpEHHs CKHJAHHS KpPOB1 IMPaBOPYY-TiBOPYU
J03BOJISIE  3HU3UTH TUCK Yy TpaBoMy nepencepni, mnokpaumtu ¢ynkuito [, 36iu1emmTu
nepeanaBanTaxkeHHs JIL Ta cepiieBoro BUKUAY, 0 MMPU3BOIUTH IO 3MEHIIICHHS YaCTOTH 3allaMOPOYCHb,
CHHKOIIE, MIJBUIICHHA TOJIEPAHTHOCTI 10 (i3uuHOro HapaHTaxeHHs. CyTb omepamii moysrae B
HACTYITHOMY — Y MIXKIIEPEICEepAHY MEePETrOPOKY BCTAHOBIIOIOTH OAJOHHHUH KaTeTep, SIKU IOCTYIIOBO
PO3LIUPIOIOTH, MTOKU MOKa3HUK HACHUEHHs apTepianbHOi kpoBi O2 He 3HM3UThCS Ha 10%. Meta onepartii
— 3HmkeHHd Tucky B IIII, po3Bantakenns I, 30inbmenHs nepennaBantaxkeHHs JILI 1 cepreBoro
Bukuay. OnHaK 3 ypaxyBaHHSM PU3MKY BiTHOBJICHHS HEOE3MEYHOI I *KUTTS apTepiajbHOI TilmoKcemii
Ta, SK HACIIOK, 30UIbIIEHHS CMEPTHOCTI, OCOOJIMBO y XBOpPHUX Ha TSXKKY MPaBOLUTYHOUKOBY
HE/IOCTaTHICTb, IEPECEepIHA CENITOCTOMISI TOKa3aHa MPH Hee(EeKTUBHOCTI BCIX BU/IIB MEAMKAMEHTO3HOTO
JiKyBaHHS a00 SK MIATOTOBYHM €Tam mepe/] TPAaHCIUIAHTAII€0 JIETEHIB.

[Tepencepnna centoctomiss pekomenayeTbess xpopum Ha JII' 3 III i IV BOO3-®K 3 yactumu
CUHKOIIE a00 pedpakTepHOO 10 Teparii mpaBonuryHoukoBOo0 CH. CMepTHICTh XBOPUX MPHU MPOBEIEHHI
nepeIcepIHOT CENTOCTOMIi CTaHOBHUTH 5-15%.
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TpancniianTanis JiereHiB a00 KOMILIEKCY ceple-JjereHi

TpancmianTamiss JereHiB a0o KOMIUIEKCY ceplie-jereni mokazana npu LI, cunampomi
Eitzenmenrepa, mamientam i3 CH, mo Bignosimae IV ®K BOO3, T6XX menme 400 M, cepiueBoMy
innexci (CI) menme 2,0 1/xB /M? abo caTyparii apTepianbHOi KpoBi, 0 A0piBHIOE a60 MeHmIe 63%, i/a60
tucky y III1, mo nopiBHioe abo Ginbmre 10 MM.pT.CT., i/ab0 cepenaboMy TUCKY Y JIA Oinbie 55 MM.pT.CT.

BigHocHUMM TTPOTHIIOKAa3aHHSAMH € BiK (10 55 pokiB, monepeaHi TopakaibHi onepaiii). AOCOTIOTHI
MPOTHUIIOKA3aHHS 10 TPAHCIUIAHTALIT JIETeHIB:

1. BupaxxeHa MUChYHKINS 1HIIUX >KUTTEBO-BAKIIMBHUX BHYTPIIIHIX Opra”iB (XpoHIYHA HUPKOBA
HE/IOCTATHICTh: KIIpEeHC KpeaTHuHiHY < 50 MI/MJI/XB, 3aXBOPIOBAHHSI MIEUiHKH, MIATBEPKEHE O10TICi€I0);

2. BUI-indexris;

3. aKTHBHE OHKOJIOTiYHE 3aXBOPIOBAHHS (32 BHHATKOM 0a3aJbHO-KIITUHHOI Ta TUIOCKOKIITHHHOI
KapIIMHOMH IIKIpH );

4. nocinus HBs-antureny;

5. renatut C, miATBEpKEHUMA O10TICI€IO MTEUIHKH;

6. maniHHs, NIPUHOM aJIKOTOJII0, HAPKOTHKIB B OCTaHHI 6 MiCSALIB.

VY eauHOMY IPOCHEKTUBHOMY HEKOHTPOJIHLOBAHOMY AOCHIIKEHH1 Oylo moka3aHo, 1mo 3-X 1 5-piyHa
BIDKUBAHICTH ITICJIS MPOBEJCHUX TPAHCIUIAHTAIlIN OJIHi€T a00 JBOX JIETEHIB, KOMIUICKCY cepIie-JIeTeHI y
xBopux Ha JII' ckmama 55% 1 45% BiamoBimHo. Omnepamii TpaHcrianTanii ogHiei abo 000X JIETCHb,
KOMIUIEKCY —ceple-ereHi mnpoBoasteess 'y xBopux Ha UJIAI. Tlpm cuagpomi Eizenmenrepa
TpaHCIUIaHTAaIlis ofHiel a00 000X JiereHb MOXKe KOMOIHYBaTHUCS 3 KOpEKLi€l AePeKTy MikmepeacepIHol
a00 MIKIUTYHOYKOBOI meperopoaku. [1oka3HUKH BMKMUBAHOCTI MICISI TpaHCIDIAHTAIil oaHiel abo 000X
nereHb y xBopux Ha JII' MpakTUYHO OJHAKOBI, TOMY 3aJ€KHO BiJ KJIIHIYHOI CHTYyaIlll BHUIIpaBIaHE
BUKOPUCTaHHA OyIb-SKOTO MiAXomy. Y OUIBIIOCTI HEHTPIB IMEPEBAKHO BHUKOHYIOTH OllaTepaibHy
TPAHCIUIAHTAIIIO JIETEHIB Y 3B’513KY 3 MCHIIIMM YHCJIOM HICIISONepaiiHuX yCKIaHEHb.

AJITOPHUTM JIiKyBaHHs XBOpuX Ha JII'

[Ticns BcraHoBneHHs niarHo3y JII' moumHaroTh 3arajbHI 3aXOQU Ta Teparilo aHTaroHiCTaMu
KaJbllifo (32 BIJCYTHOCTI NPOTUIIOKAa3aHb), AlypeTHKAaMHM MpH 3aTPUMIl piAMHU, KUCHEM — IIpHU
rinokcemii,  TJIKO3MJAMU  TNpH  peppakTepHid  MPaBOILIYHOUKOBIM  HEJIOCTaTHOCTI  Ta/abo
CYNpPaBEHTPUKYIApHIM Taxikapaii. ['ocTpi mpoOM Ha Ba30pEaKTUBHICTh MOBHHHI MPOBOJMUTHCS BCIM
xBopuM Ha JIAT'. Haitbinp iMOBIpHUI MO3UTUBHUM €(DEKT BiJl MPU3HAYEHHS! BUCOKMX /103 aHTArOHICTIB
KaJbllito ciix ouikyBatu y xBopux Ha IJII' 1 JII' BHacnigok mpuitomy aHopekTukiB. Came B IIMX XBOPUX
3aCTOCOBYIOTHCSl AHTArOHICTU KaJIbLII0 B MaKCUMaJbHO MEPEHOCHUX J03aX, CTIHKICTh epeKTy MOBHHHA
OLIIHIOBATHUCS yepe3 3 1 6 MICAIIB Bl MOYAaTKy Teparii.

Jia nanientiB 3 JII I 1 II BOO3-®K pexomenayeThcsi cTaHAapTHA Tepamisi aHTUKOATYJISIHTAMU,
CepLEeBUMHU TJIKO3UAaMH, AlypeTUKaMu, KucHeTepamnis, npu no3utuBHii ODII npobi — aHTaroHicramu
KaJbIlif0. Y IUX XBOPHUX MOKJIMBE BUKOPUCTAHHS PIONUTYaTy, KypcoBoi Tepamii nmpocrarmananHoM E 1.
[TuTaHHs TpO NOUUIBHICTh MPU3HAYEHHS TaKUM XBOPUM CUJIeHA(UTy 3alUIIA€THCS BIIKPUTUM 4Yepes3
BIJICYTHICTH CIELIAJIbHO 3aIJTaHOBaHUX Aochipkers y namienTis 3 JII' 11 11 BOO3-®K.

OCHOBHOIO TMOMYJISALI€I0 51 BUBYEHHSI HOBUX IpemnapartiB Juis jikyBaHHs JII' y pangoMizoBaHHX
JociKeHHAX Oy HanTsokal xBopi Ha JIT 13 11T 1 IV BOO3-®K.

[MamienTn 3 HeratuBHOIO Tpoboto npu [-1I BOO3-OK noBuHHI TPOAOBKYBATH MEAUKAMEHTO3HY
TEepario M peTebHUM IUHAMIYHUM KOHTPOJIEM.

[Mamientam 3 III BOO3-®K, nHeratuBHOoi ab0 mozutuBHOi ODII mpobu mpu3HAYAETHCS KYpPCOBE
JIKyBaHHS U1ompocToM, mpocrarjanauHoM E 1, piomuryarom abo iHrajasimiiHUM OKCHIOM a30Ty; Mae
Miciie mpu3HaueHHs Oo3eHTaHy abo cungeHadiny. Ilamientam 3 IV BOO3-®K pexkomeHayeThcs
MPU3HAYEHHA UIONpocTy abo 003eHTaHy, a TakoK KOMOiHaIlll X MpenapariB y Mali€HTIB, IPU3HAYEHHS
SKUM TpenapaTy nepuoro adbo Jpyroro BUOOpY He JT03BOJISE AOCSATTH MMO3UTUBHOI JUHAMIKHU. BUBUeHHs
cTparerii nikyBaHHs xBopux Ha JI[' € MeTor0 MpoBeAeHNX HA TaHWW Yac paHIOMI30BaHUX JOCIIKEHb.

Xipypriudi METOAM JIKYBaHHS — IepelncepaHa OalloHHA CENTOCTOMis Ta/abo TpaHCIUIAHTAaLlis
JIETeHIB — MOKa3aHi nMpu pedpakTepHiit 10 MeaukameHTo3Horo JikyBanHs JII' (cxema 4).
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Jucnancepusanisa xsopux JII'

Jlnst koHTposo 3a craHoM xBopux Ha JIAIT 1 OIIHKM pe3ynbTaTiB MPOBEACHOI Teparii XBOpi
MOBHMHHI MOCTIHHO HAATJSNATHCS CIMEHHUM JIiKapeMm pa3oM 3 Kapaionorom, a npu JII', acouilioBaHiii 3
IHIIMMU 3aXBOPIOBAHHSMH, TaKOXX CYMDKHUMH (DaxiBIsMH (ITyJbMOHOJIOTOM — TIPU 3aXBOPIOBAHHSIX
nereHiB, iHQekmioHictom — mpu B, ractpoeHTeposoroM — Npu NOPTaibHIA TimepTeHsii TOIIo).
3anporoHOBaHO CTPOKH OOCTEKEHHSI XBOPHUX 1 00’ €M oCiKeHHS (Tadu. 23).

9. IPOT'HO3 ITPU JIETEHEBIV I'IEPTEH3II

[Tporuo3 npu JIAI' nHecnipustiauBuii. CepeqHsi TPUBAIICTh JKUTTS IICIS BCTAHOBJICHHS J1arHO3Y
JIAT y CIIA B nepiox 3 1981 mo 1985 cranoBuna 2,8 poku. 3 TOTO 4acy BHXKHBAHICTh IMOKPAIIXIACh.
IT’siTupiuHa BUKUBAHICTh CEpel MALi€HTIB, SKi MPUIMAaIOTh €MONPOCTaHOI, ChOTOIHI CTaHOBUTH 47-55%
1 Oumpiie 70% y THX XBOpHX, Y AKX OyB mokpamieHuil ¢yHkuioHansHui kiac o I abo II. Ognak, y
cepeHbOMY ONu3bKO 15% marienTiB, SKi OTPUMYIOTh Cy4acHY Teparlito, BCe-TaKu MOMUPAIOTh MPOTATOM
POKY.

[IpenuKTOpH MOTaHOTO MPOTHO3Y MICHs MOYATKy JIKYBaHHS BKIIIOYAIOTh miaBumieHuid Tuck y 11,
HU3BKUN CepLEeBHM IHIEKC, HU3bKY 3MillIaHy BEHO3HY caTypalil0 KHCHIO, 30€peKEeHHS CHMIITOMIB
¢ynkumionansHoro kmacy III/IV, morany mepeHOCHMicTh (i3MYHHX HaBaHTAXEHb, MEPUKApIiaIbHUMI
BHIIIT 1 miABUIICHHS piBHSA niepeacepaHoro BNP (ta6:. 24).
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®diznyHe TpeHyBaHHSA i HarssaoM (1-A)

3ayibHA OIIIHKA Ta CYITYTHS Tepaltis

OpanbHi

[cuxo-conianpHa minrpumka (I-C)

v

anTukoarysisaaru: IJIAT,

VYHukatu iHTeHCUBHOI ¢i3.akTuBHOCTI (I-C)
VYuukaru BaritaocTi (I-C)

Koncyneraris crerianicra (I-C)

cragkosa JIAT, AJIT
(I1b-C)

Imynizanis npotu rpumry Ta mHeBMOKOKY (I-C)

BA3OPEAKTHBHICTb (+)
\ 4

I'octpuii BazopeaktuHuii Tect (I-C
quist UIT, 1b-C s AJID)

Hiyperuxu (I-C)
Kucuesa teparmis (I-C)
Hirokcun (I1b-C)

I-1IT BOO3-®K

—» Criiika BiIIOBIIb

TAK l

HI

v

IIponosxuru AK

BA30OPEAKTHUBHICTb (-)

A

THIIIAJII3AIIS TEPAIII JIAT CXBAJIEHUMM IIPEITAPATAMUA

*

JIOCJIIIKEHHAX

— piBeHb [IOKA30BOCTI Yy BIAMOBIZHOCTI A0 (YHKIIOHAIBHOTO KJaci OLIBIIOCTI MAlli€HTIB Yy

# — cxBaneno Tinbku FDA (MamuTeHTaH, pionuryar, TpenpocTiHia iur.); y Hoii 3enannii (iompoct

B/B), B SInowii ta [linenniit Kopei (6epampoct)

" — mo3uTHMBHA AyMKa €Bponeiicbkoro Komitery 3 MeIMYHUX MPOJIYKTIB /711 BUKOPUCTAHHS Y JOJEH

PiBennb PiBennb I ®K I ®K IV ®K
pexoMeHaamii | aokasiB
I A abo B AmMOpu3eHTaH AMOpu3eHTaH Enonpocrenon B/B
bosenran bosenTtan
MarnuteHtan” \# Enomnpocrenon B/B
Pionmryat# [mompocr iHr.
Cungenadin Marurentan’#
Taganadin Piouuryat#
Cenexkcunar per 0s Cunpenadin
Tananadin
Tpenpoctinin  n/mi,
1HT.#
Cenekcunar per 0S
ITa C [nompoct B/B#
TpenpocTiHin B/B
IIb B Bapnenadin Bapnenadin
Tpenpoctunin per 0s
bepanpoct#
C KombinoBana Tepanist | Bapaenadin
AmMOpiceHTaH
bosenran
Inmonpoct iHr. abo B/B#
Manurentau#”
Pionuryat#
Cunnenadin
Tanamadin
TpenpoctuHin 1.11., B/B.,
1HT.#
KombinoBaHa Tepamnist
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HEAJIEKBATHA KJITHIYHA OBMIPKYBATH
v BIATIOBIAL —> MOMKIIUBICTD
APE TPAHCILTAHTAL]IT
JIETEHP
e \ HE AJIEKBATHA KJIIHIYHA
+ L BIJIITIOBI/Ib HA |
P + MAKCHMAJIbHIN TEPAIIIT — HanpanieHns Ha
\ TPAHCIIIAHTALIO
» broxaropu . JIET'EHb
[Ipocranoiny —— + —— banonHa nepecepana centocToMis
®JIE-5 abo (Ia-cy | L——0 >
Piowuryar [ | e

Ecpexmusni kombinayii ons nixysanus JIAI' (I'pyna 1) y éionosionocmi oo @K nayienma

JlikyBaHHS Kiac-PiBens nokasiB
IT ¢.x.BOO3 I $.x.BOO3 | 1V ¢.x.BOO3

Macimenman 0o cundenainy 1 B 1 B 1la C
Pioyueyam oo bozenmana 1 B 1 B lla C
Cenexcunaz oo APE abo 6nokamopa | 1 B 1 B 1la C
DJ[E-5
Cunoenaghin 0o enonpocmenona - - 1 B Ila B
Tpenpocmunin ine. 0o cundenagina aoo | lla B lla B lia B
bezenmana
Inonpocm ine. 0o bozenmana 1l B 116 B 1l C
Taoanaghin 0o 603enmana lla C lla C lia C
Ambpicenman 0o cundenaghina 1l C 116 C 1l C
bosenman 0o enonpocmanona - - 1ls C Y C
bozenman 0o cunoenadghina 1l C 116 C 1l C
Cunoenaghin 0o bozenmana 1l C 116 C 1l C
Tnwi noosiiini komoinayii 1ls C 1ls C 1ls C
ITnwi nompiuni kombinayii 1l C 116 C 1l C
Pioyueyam 0o cunodenaghina  abo | II1 B il B i B
onoxamopis @J[E-5

Cxema 4. Cyuacuuii anroputm JikyBanHs JII' (Hamano y BimmoBimHocTi g0 pexomenpaarin ACC/AHA
2013 ta ESC-ERS-2015)

Tabauysa 23. 3anponoHOBaHi A0CTiKEHHSI Ta CTPOKH KOHTPOJbHOI0 00cTe:KeHHs XBopux Ha JIAT

Ha nmouarky Ko:xui 3-4 micaug micas Y Bunaaky

(no Tepanii) | 3-6 micAuiB | Mo4aTKy a00 3MiH y KJIIHIYHOT O

Tepanmii NOripeHHs
Kniniuna ominka ®K, EKT + + + +
T6XX + + + +
CepruieBo-ereHeBmit + + + +

HAaBAHTAKYBAJIBHUN TECT

Piserr BNP/ NT-proBNP + + + +
ExoKT’ +
KITIC + + +
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Tabnuya 24. llapameTpH 3 YCTAHOBJIEHOK 3HAYMMICTIO JIsl OWIHKH CTYNEeHS THAKKOCTI
3aXBOPIOBAHHS TA MPOTHO3Y

CnpusiTaMBUiA MPOTrHO3 IMoka3Huku HecnpusitamBuii
MPOTHO3
Hi Kininiuai o3saku HemocratHocTl | Tak
I
[ToBinbHa [IBUAKICTH TPOTrpECyBaHHS [lIBuka
CUMIITOMIB

Hi Cunkone Taxk

1,11 BOO3-®OK \Y

binbmre 500 m T6XX Menmie 300 m

MakcumainbHe crioxuBaHHsA | CepueBo-jereHeBHil MakcumanbHe

O2>15 mi/xB/KT HaBaHTa)XyBaJIbHUI TeCT cnoxuBanHag ~ 02<12
MJI/XB/KT

Tuck y II1 < 8§ mm.pr.ct. i CI > | T'emogmHamika Tuck y ITIT

2,5 1/xB/M? >15mmMm.pt.cT. a6o CI <
2,0 1/ xB /M2

Hopwmasbai ab6o 651M3bKi 10 [Tna3zmosi piBai BNP/NT-proBNP | yxe BHCOKI 1

HOpMU 30LIBIITYIOTHCS B
JTMHAMIL
CTIIOCTEPEIKECHHS

[TepukapaiaabHu puniT | ExoKI Mae micre

BIJICYTHIM

BmxuBanicts xBopux Ha JII' B 3HauHI# Mipi 3a1exXuTh e i Bif ii erionorii. [Ipu JII', aconiiioBaniit
13 CHUCTEMHOIO CKJIeiepMieto abo BHACHiIOK mepeHeceHoi abo perunuBytouoi TEJIA, nmporHos ripmmuii,
Hix npu I abo BlI-acoumiitoBaniii JII' (3a ymoBu azexBatHoi Tepamii). Ilpu JII', acoriiioBaniii 3
YPO/UKEHUMH BajJaMH, MPOTHO3 3HAuHO Kpauuid, HiK npu DI, mo mBuame 3a Bce MOB’S3aHO 3
HasiBHICTIO ckuaaHb Kposi 3 [l abo JIA y Benuke koio kpoBooOiry, 1o crnpusie po3BanTaxkeHHro [1111 1
OuTBII TpUBaJOMYy 30epexeHHto Horo ¢ynkuii. IlominmmenHto nporuosy xuttsa xsopux npu LI, TEJIA
CHpUS€E BIAKPUTTS OBAJIbHOIO BiKHA a00 (YHKIIIOHYBaHHS BXKe ICHYI04Oro (y 3J0pOBHX J1opociux y 25%
BUIMA/IKIB BOHO MOBHICTIO MPUKPHUTO 3aCITIHKOIO 3 HAsBHICTIO HECYTTEBOIO JIBO-IIPABOTO CKUAAHHS ab0
0€3 HbOTO).

10. JETEHEBA TIINEPTEH3IA YV OITEX

Pediatric Pulmonary Hypertension, American College of Cardiology Foundation (ACCF), 2013

JII" moske mposiBUTHCA B Oylb-KOMY Billl 3 IUTUHCTBA /0 3puioro Biky. Knmacudikaiis nereneBoi
rinepreH3ii y AiTeil 3a eTioNoricro BiAPI3HIETbCA Bl Kiacudikaii y gopociux, a came Buaisors LI ta
JIT', acomiifoBany 3 BpoxeHuMHu Bajgamu cepiist (AJII-BBC) (1-5). bes BianoBiaHOro JiKyBaHHS cepeaHs
TpUBATICTh KUTTA JiTei 3 IJII' micas mocTaHOBKM AiarHO3Yy MEHINA, HIX TPHUBAIICTb XKUTTS JOPOCIUX
nanieHTiB (6). TepaneBTuuHi cTparerii JikyBanHa JII' y Topocinx HEIOCTaTHHO BUBYEHI B AUTAYIN TPYIIL,
0c00JIMBO MIOAO MOTEHIIMHOT TOKCHYHOCTI mpemnapariB ab0 ONTHUMAaJIbHOTO J03YBaHHsS 1 BiANOBiAHI
L17IbOB1 OKa3HUKH JIIKYBaHHSA Yy AiTeil BiacytHi. [Iporte, aitu 3 JII' B 1aHuii yac OTpUMYIOTh CHEU(piUHEe
s JII mikyBaHHS 1 MOXKYTh MaTH KOPUCTH B/l IMX HOBUX METO/IIB JIIKYBaHHS.

Buznauenus

Busnauenns JII' y npiteit Take Xk, AK 1 y 1opociux. AOCOMIOTHHM THUCK B JIereHeBiil apTepii manae
IICJST HAPOKEHHS, AOCATAI0UYM PIBHS, SIKHM CIIBBIIHOCUTHCS 3 PIBHEM THKY Y JOPOCIHUX, BIPOAOBK 2
MicsIiB micus HapopkeHHs. [licns 3-MicAYHOTO BiKY y JOHOIIEHUX HOBOHApOKkeHUX mpo JII' roBopATs,
SIKITIO CepEeHIN THUCK B JICTEHEBIH apTepii mepeBuInye 25 MM.PT.CT. IPH PIBHOMY PO3IOALTI KPOBOTOKY 0
BCiX cerMeHTiB 000x jereHb. JICO He ¢irypye y BusHaueHi autadoi JII, ame € nyxe Ba)XIJIMBUM
nokasHukoM. Busnauenus JICO 3a A0MOMOTOI0 Ba30pPEaKTUBHOTO TECTY MOXKe Oyl KOPHCHUM B
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JiarHOCTHYHOMY TpoTokom y gitedt 3 JII'. Ilo-niepie, Ba30peakTUBHUN TECT Ma€ BUpIIAIbHE 3HAUYCHHS
JuTsi BU3HaueHHs MoskiuBoro JtikyBaHHa BKK y mamientis 3 III'. Tlo-npyre, Ba30opeakTHBHHI TECT MOXKeE
Oyt KopHCHUM B ouiHIi omepabensHocTi y miteir 3 BBC. Ilo-Tpere, Ba3opeakTHBHUN TECT MOXKe
JONOMOITH B  OIHII JOBIOCTPOKOBOro MmporHody. CraHAapTHHX 3aco0iB [uld IPOBEAEHHS
Ba30pEaKTUBHOTO TECTY B MeaiaTpii Hemae. BUKOPUCTOBYIOTh HACTYIIHI areHTH JJIsl TECTYBaHHA y JiTEH:
OKCHJI a30Ty (1HTaJsALiiHO), 17I0MPOCT (IHrANALINHO), enonpocTeHon (B/B), aaeHo3uH (B/B), 100% kuceHb
(imramsuiitHo). Ilpore, iHramAmidHUN OKCHZI a30Ty HaWYacTille BUKOPUCTOBYETHCS (32 KOPIOHOM) i
PEKOMEHAYETbCS /ISl NPOBEJEHHS Ba30PEaKTUBHOIO TECTY, SIKIIO HAABHUH B JIIKYBAJIBHOMY 3aKiaji
(3,4,7-11). Buxopucranns wmoaudikoBanux KpurtepiiB bapcra ab6o kpurepiiB CiTOOHa MawTh
nporHocTuyHy miHHicTh npu I y giTedt 1 gopocnux, mpoTe HeaoCTaTHLO BUBYEHI y aitert 3 AJII-BBC,
o6 OyTu BUpIMIATFHUMH B OIHI orepabensHOCTi un HeomnepabenbHocTi autuHu 3 BBC (piBens C)
(12,16,17).

Kaacudikaunin

Bcei ¢opmu JIT', BKITtOUEHI B OHOBIIEHY KJIiHIYHY Kiacudikamiio (aus. Po3ain 2), Oynu omucani y
niTer, ane Oumpmricth mamieHTiB MatoTh JIIT, sika acomiroerbest 3 JIIT abo AJIT-BBC. Ha BigMmiHy Bix
uporo, mnomupeHicty JII, moB's3aHOi 13 3aXBOPIOBAHHSAMHM CHOJYYHOI TKAaHUHM, IOPTAIBHOIO
rineprensieto, BUI-iHdekmiero, HapKOTHKaMH 1 TOKCHHAMH, HWK4ya. Pocre MOmyssmis MamieHTiB 3
XPOHIYHMMHU 3aXBOPIOBAaHHSAMM JIET€Hb uepe3 HeJOoHOLIeHicTh. IlepcucTyroua sereHeBa rinepreH3is
HOBOHAPOJDKCHUX, B CHJIY 11 0coOnmBOi aHaTtomidHOl i (hi3iosoriyHoi mpupoau, Oyia mepeminicHa B
OKpeMy MiJKaTeropito y rpymi 1, mob migKpeciuTy yHIKalbHI aCEKTH Yacy il BAHUKHEHHS, yac rnepediry
1 TepaneBTHYHI cTpaTterii (18).

ETionoris

ETtionoriro i pedynpratu smikyBanHs JII' y miTeli BUB4AIOTH 3a JOMOMOTOIO CTBOPEHHS PEECTPIB.
bynu onucani Benuki peectpu autsuoi JII': peectp TOPP (Tracking Outcomes and Practice in Pediatric
Pulmonary Hypertension) (4) ta 3aramphuii peectp mopociux i aiteir CIIIA REVEAL (Registry to
Evaluate Early and Long-Term PAH Disease Management) (3).

binpmicts BunaakiB y aiteit — me imiomaruuna JII', cnagkosa JII', AJIT-BBC, B To# yac sik BUmajaku
JIT', noB's13aHO1 3 3aXBOPIOBAHHSM CIIONYYHOI TKAaHHHH, 3yCTPIYaIOThCs BITHOCHO piako (Tabmuipst 25) (1-
4,28). 3 362 namienTiB 3 miareeppkeHoro JII' B peectpi TOPP y 57% Oyma IJII" abo cnagkosa JII' 1y 36%
AJIT-BBC (4). Takox Oyna BigzHaueHa JII', moB's3aHa 3 pecrmipaTOpPHMMH 3aXBOPIOBAHHSAMH, 3
OpOHXO0JIETEHEBOIO AUCIIIA3I€I0, SIK HAHYACTIIIUM XPOHIYHUM 3aXBOPIOBAHHSM JIET€Hb, MOB'13aHuM 3 JII.
Tineku y 3 nanientiB 6ynu a6o XTEJIT', abo inun npuunau JII'.

XpOoMOCOMHI aHOMaJIii (B OCHOBHOMY TpHcoMii 21) abo reHeTHyHi po3naau OynM 3apeecTpoBaHi y
47 (13%) nauientiB 3 miareepukenoro JII. bararo ¢akropiB MoxyTs crnpuuuHsata JII', mos's3any 3
cuHapoMoM JlayHa, Hampukiaj, jJereHena rinoruiasis, BBC, 3Minu B mpoaykIlii i cekpelii JereHeBoro
cypdakTaHTy, MiABMUIIEHI piBHI aCHMETPUYHOTO JUMETWUJ apriHiHy B IUIa3Mi KpOBi, TilOTHPEO3,
0OCTPYKTHBHI 3aXBOPIOBaHHS JIMXAJIbHUX ILISIXIB, alTHOE yBi CHI, acmipairis (29-31).

€ noBigomiieHHs Mpo iHmMKA Benukuit peectp 3 JII' y gitelt B Hinepnanaax (32). Y ubomy peectpi
2845 3 3263 niteit manu niareeppkeny JII' (rpyna 1), y Tomy umcni tpansutopny JII' (82%) ta UIT" (5%).
Pemra npuuun JII' Bitoyanu B ceGe 3axBOpIOBaHHS JiereHb 1/abo rimokcemito (8%), JII', mos'sa3any 3
xBopoOamu niBux BiaautiB cepus (5%) 1 XTEJIT (<1%). HalinommpeHimmmMu MpuuynHaMu TPaH3UTOPHOL
JIereHeBoi rinepreH3ii Oyau mepcucTyrova JereHeBa TinepTeH3is HoBoHapopkeHuX (58%) 1 AJII-BBC
(42%). Cunapom Jlayna OyB HalyacTIIUM XpOMOCOMHHUM posnazoM (12%), Takuil ke piBEeHb
crioctepirascs B peectpi TOPP. Takum unMHOM, MOYaTKOBI MOBiAOMIIEHHS peecTpiB npo aitei 3 JII' naroTh
BaXUIMBY 1H(opMallito npo erionoriunuit cnexktp JII' y aiteit (33).

Komenmap pooouoi epynu:
Ha oanuti yac 6 Ykpaini ne icnye edunoco peecmpy JII, momy Hemoxciuso O0amu OYIHKY
nowupenocmi, cmepmuocmi ma gpopmam JII' ceped oumsauoeo HaceneHHs.
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Treatment of pediatric pulmonary hypertension, Bristol Royal Hospital for Children, Bristol, UK,
2009

Tabauysa 25. IlpuunHu JereHeBoi rineprensii y aireit

Heonatanepna  [[lepcucTryroua JiereHesa rinepreH3is (11i0maTnyna)

BponxonereHeBa nucriasis
[Hdekmisa, Hanpukiaa, Streptococcus
CTpyKTypHi 3aXBOPIOBaHHS, HAIIPUKJIIA/1, BPO/KEHA AladparManbHa Kua

Kapmionoriuna [BBC 3 HasBHMM INIyHTOM 3J1iBa HampaBo, Hamp., ACPEKT MIKILTYHOYKOBO]
MEPEropo/IKy, aTpiOBEHTPUKYIIIPHA KOMYHIKaIlis, BIIKpUTa apTepialbHa MPOTOKa,
AOPTO-JICTCHEBE

TpaHcmo3ullis MaricTpaJibHUX apTepii (HaBiTh 6e3 JJMILIT)

OOCTPYKTHBHI ypakeHHsI, HAIIPUKJIa/l, TOTATbHUI aHOMAIbHHUM IPEHAXK JIETEHEBUX
BCH, MITPAJIbHUIM CTEHO3, TINOIJIA3ig JIBUX BIIIUNB CcepIs, IWISATAIIiHA
KapiomMionaTis

Habyta XpoHiIYHAa TIMTOKCis, HAPUKJIIAJI, MyKOBICIIH/103, BUCOKOTipHA

Cko:1io3

OOCTpyKIlis TUXaTbHUX HUIAXIB B HACHAOK TinepTpodii MHUIIAIHMKIB, CTEHO3Y,
MasIii Tpaxet

BackyniTHa, HampUKIad, 3aXBOPIOBAHHS CIIOJYYHOI TKAHWHH, CEPIIOBHIHUX
KJTITHH.

IniomarnyHa Cnopagnuna 20% reHeTHYHE MOXO0IKEHHS

Cimeiina 60% reHeTHYHE TOXOMKEHHS

JiarnocTuka

Uepes Te, mo Oarato 3axBOproBaHb acouiioioTbes 3 JII, MeToguyHuit Ta KOMIUIEKCHUN
TIaTHOCTHYHUN TMiAXia € [Oyke BaxiauBuM (Tabn. 26). bararo i3 cumnromiB JII' y miteit €
Hecnenu(pIYHUMHM, 1 11 KJIIHIYHI O3HAaKM MOXYTh OyTH HENOMITHUMH HaBiTh Ha II3HIX CTaaisIx
3axBoproanHsa.'! TIpy Hapo/sKeHHi MiTH 3a3BHMYaii MalOTh I[iaHO3 3 TeNaToOMErajlicro, MOCHICHHUH
BepX1BKOBUI NomToBX (3a paxyHok [1II) 1 ayckynbTaTHBHO BU3HAYAETHCS IOCUJIEHHSI IPYroro TOHY HaJl
JIA 2 Tpu HenikoBaniit IJII" HA#6iIbII MOMMPEHUME CHMITOMAMH € 3a/HIIKA, i JiTH 4acTO 3BEPTAIOThCSA
3 TIOTaHUM aleTUTOM, I[IOraHMM NPHUPOCTOM y Ba3l, COHJIMBICTIO, TaxIMHOE, TaXiKapaiew 1
npatiBmusictio. 2 CuMnTOMaTMYHA TSKKICTh TOB'S3aHA 3 TipIIMM IIPOTHO30M, IO MiJKPECTIOE
HEOOX1/IHICTh 3a0€3IeUeHHs] PaHHBOT T1arHOCTUKH 1 J'IiKyBaHHSI.13

Hecneun¢iyauMu KIHIYHUMHA CHUHIpPOMaMHM y Jopociux mauieHTiB 3 JII' € 3agumka npu
HaBaHTAXKEHHI, BTOMa, MJISIBICTb, MOXJIMBI 0011 B 00JIaCTI TPYIHOI KIITHHH 1 3aIaMOpOYCeHHS. Y JiTei
JaHi CHUMOTOMH YacCTO TPOSBISAIOTHCS I1HIIMM YWHOM, 1HOJI HEMOMITHO, 1 4acoM iX HaBiTh MOXHa
MTOMHJIKOBO TpakTyBaTH. Hepiko 3BUIbHEHY BiJl CHOPTY IUTHHY HA3MBAIOTh «HEPYXOMOIO (JI€AauOI0)
JTUTHHOI0». HEMPUTOMHICTh TPaKTYIOETHCS MPOTATOM 0araThOX pOKiB YaCTKOBO MOMHIIKOBO SK EILIETICIS.
Bignosimao mo TOPP-pericTpy HEMPUTOMHICTH B TUTSYOMY BiIli TPaIuUIIE€ThCS MPHOIM3HO B JBa pa3H
yacrime, HiX y gopociux 3 JII. AcTMaTHuHi 3aXBOpIOBaHHS, Taki K, HANpUKIaJ, 3aJUIIKa IMPU
HaBaHTa)X€HH1, 1HOJI MPOTATOM 0aratboX pOKiB HEBIPHO IHTEPIPETYIOTHCS 1 JIKYIOThCS AK acTMa. Lle, Ha
*aub, TUHoBuid anamue3 y miteit 3 UII'. AJIT-BBC moxe, HaBmaku, HegoolliHtoBatucs. 3naueHHs JII' B
acorriarii 13 3aXBOPIOBAHHSIMH JIIBUX BIIJIUIIB CEPISI 9aCTO BUSBILIETHCS MI3HO 3 MPUYUHU JOMIHYBaHHS
OCHOBHHUX Ipo0uieM. JIopociux 3 II0HO30M TaK0X HalyacTille JiKyIOTh MeTUKaMeHTaMH, CeU(pIuHIMH
g JIAT, mo HeBipHO BHM3HAUYE€HOMY JiarHo3y cuHapomy FEifseHMeHrepa, He3Bakalouu Ha Te, WIO
KOPEKTOBaHI BaJl ceplis 3 1[iIaHO30M MOXKYTh 3yCTpIi4aTUCs B IPOTPECUBHOMY BIlli.

3 iHmoro OOKy, MITH/MIIITKH 3 CUHApOMOM Ei3eHMeHrepa, HE3Ba)KalOUM Ha I111aHO3, MOXYTh
MOKa3yBaTH TPUBAINH Yac BiIHOCHO XOpouly (i3MyHy BUTPUBATICT. Y pe3yibTarTi IIyHTA CIpaBa HaJliBO
00OyMOBJICHUH I11aHO3 MOXKE ICHYBaTH MOMIPHO a00 HaBITh 3a THUIIOM IIiaHO3y ApJeKiHa MIX JIBOIO 1
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npaBol0 ab0 BEPXHBHOIO Ta HIKHBOIO CTOPOHOIO TyinyOa. SIKIIO y JiTel 3'sABIS€TbCS HEOyra, BOHA
MIPOSIBIISIETBCS B OUTBIIOCTI BUMAIKIB y BHUPAKEHOMY IICHTPAJbHOMY I[iaHO31 1 B TOB'I3aHUX 3 HUM
cumntomax. JlogaTkoBO BOHM MOXKYTh HPEACTABIATHCA 3 HEBPOJOTIYHUMH AHOMAJISIMH, TaKUMH SIK
TOJIOBHI 00JIi, 3aIlaMOpOYEHHSI a00 TOPYIICHHS 30py BHACIHIJOK BTOPUHHOTO EPUTPOIIMTO3Y 32 THIIOM
BUKIIMKAHOTO XPOHIYHOIO T'IIOKCEMIEI0 CHHIIPOMY TilepB’sI3KOCTi a00 MapagoKcaabHUX (MIKpO) eMOOITI.
I'emopariyauii niate3 BHACHIIOK €pUTPO3UTO3a (MOMITI00YIil) Ta TPOMOOIIUTOIICHIT € TeX HE PIAKICHUM
pe3yabTaToM (AIarHOCTHUKM) Ta MPOSBOM CTYIMEHS TSDKKOCTI I[iaHO3y, 4acTO TaKoXX B CYKYIHOCTI 3
BiIHOCHUM JediruTom 3ajiza. 'eMonTi3 BUABISIEThCS K signum mali ominis y marieHTiB Ha pO3BUHEHIH

cranii JIAT 1 npu cungpomi Eitzenmenrepa.
Tabauysa 26. liarHocTHYHI MeTOIH, peKOMeH10BaHi 115 ouinku JIT

O0cTexxeHHs

KomenTapi

Pentrenorpadis
TPyIHOI KIITKA

OprasiB

Moxe moka3aTH 30UIBIICHHS pO3MIpYy KOHTYpY Cepls 3a paxyHOK
cepreBux kamep abo JIA (cyauHHOrO Imy4ka), rinonepdy3iiHux odnacren
JIET€HIB 1 XBOpOOY MapeHXiMU JIET€HIB.

EKT

Moxe npogemoHcTpyBaTH rineprpodiro 111,

Exoxkapmiorpadis

Ckpuninrosuii iHcTpyMeHT BuOopy npu JIAI. BusiBnse xBopoOu cepus
(BpomxeHi Bany, iH(ApKT, KJIANAHHY IMaTOJIOTII0, 3TYCTKH a00 MMyXJIHHH
BCEpEMHI ITOPOXKHUHHU, NEpUKapAUT). HasBHICT, BUIbHOI piAWMHH B
MOPOKHUHI IEPUKAPY Ta TIIEBPATHHUX MOPOKHUHAX.

Karerepuzaris cepus

30710TUH CTaHIAPT JUI1 BU3HAYEHHS CTYIEHS 3aXBOpIOBaHHA. Tuck B JIA,
JIMO, cepueBuil BUKHJI 1 HAaCHYEHICTh KHUCHIO MOXYTb OyTH TOYHO
po3paxoBaHi. Takok NPOBOAUTHCS Ba30PEaKTUBHUM TeCT.

T6XX

3abe3neuye QyHKIIOHATBHY OIIHKY (PI3MYHOTO HABAHTAKEHHS 1 CTYIICHS
00MeKeHHsI IIJIbHOCTI (1T CTapIIoro BIKY).

l'asu aprepianbHOI KpOBI,
TECTYBAHHS byHKIii
JIETEHIB

Mosxe Oyt KopHcHO, Xo4a y narieHTiB 3 UII' pesynabTatu TectiB QyHKIIT
JIETEHIB MOXYTb OyTH HOpPMaJbHMMHU. SIK TpaBWIIO, CHOCTEPIraeThCs
3HIKeHHs Pa02.

AHauni3 KpoBi

BaximBo Ui BHKIIIOUEHHS 3aXBOPIOBAHHS CIIOJIYYHOI TKaHWHH a0o
JIET€HeBOi TinepTeH3ii Yepe3 CUCTEMHI 3aXBOPIOBAHHs: PyTHHHA Oioximis
Ta T€MAaToJIOT1s, (PYHKIIS HIUTOBUIHOI 3aJI031, ayTOIMyHHUN CKPUHIHT (Y
TOMY 4YHCJIl aHTH-LIEHTpoMepHi aHTuTina, aHtu-SCL70 1 Ul RNP,
anTuTina GocdoimimiB).

KT anriorpadis nerexis

BukopucroByeTbcss UIs  MOIIYKY PpO3IIMPEHHS JIETEHEBHX apTepiil,
ne(eKTIB HaIOBHEHHSI 1 MEMOpaH B apTepisix.

Bentunsauiitnonepdysiitna
cruHTIrpadis

binbi yytnuBa 10 xponiuHoi TEJIA, nix KT anriorpadis nerenis, ane He
e(eKTHBHA ITPH 3aXBOPIOBAHHSAX NMAPEHXIMU JIETEHb.

KT nereniB 3 BHCOKOIO
PO3ITBLHOIO 3/TaTHICTIO

Moxe moka3aTH 3aXBOPIOBaHHS MapeHXIMHU JIereHb, MO3aiuHy nepdysito
(o3HaKa JiereHeBoi cyMHHOI emOouii abo TpoMO03y) il 03HAKM JIereHeBOi
BEHO3HOI TiNepTeHs3ii.

MPT cepus

Edextuanii Tect mms Bizyamizauii [1III. KopuchHuit B po3mMexyBaHHI
BPOJKEHUX BaJ ceplis 1 JIereHeBOoi HUPKYIIALIi 32 JONOMOToro aHriorpadii.

V3]l uepeBHOT NOPOKHUHHU

BuxopucToByeThCS U1 JOCHIKEHHS 3aXBOPIOBaHb MEYIHKH 1 MJA03pU HA
MOPTAJIbHY TINEPTEH3II0.

Pentrenorpama

MOXC

MOKa3aTH 30UIBIICHHS JIETEHEBOI'O KpOBOTOKY 3 00MEKEHHIM

KPOBOHAMOBHEHHA Tiepudepiitanx cyaun'® moxe 6yru 3adixcoBana rimeprpodis I uva EKT i Huspkuit
napuianbHui THCK KucHIo (Pa02) npu BUMIipIOBaHHI ra3iB apTepiajibHOI KPOBI.
Exokapmiorpadiss € KOPHUCHHUM 1 YyTJIMBUM METOJOM JOCIHIIKECHHS BHSBICHHS MOXKINBHUX

BropuHHuX npuunH JII' (manpuknax, AMII [pinko], JMIIII abo kapniomionarii), 3a0e3mnedeHHs
KUTBKICHOI OIIIHKH PETypTiTallii Ha TPUCTYJIKOBOMY KJlalaHi, BUMIPIOBaAaHHS THCKY B JIETEHEBIM apTepii,
ominku Qynkmii JIII.
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Jns giTeid OUTBII CTAapIIOTO BiKY CTaHJAPTHU30BAHUM METOJOM OIIHKH TOJIEPAHTHOCTI [0
dizmunoro HaBanTaxeHHs € T6XXY Ta cripoepromerpis, mo m06pe kKopentoe 3 cucremoro @K BOO3.

Katerepusallisi ceplis 3alMIIA€ThCA 30J10THUM cTaHaapToM miarsoctuxu JII °. BaszopeakTusHuii
TecT 3 iHTanAiitHuM okxcumoM a3oTy'® a6o mpocrammkminom!’ Takok Moxe 3milicHIOBATHCS B MOMEHT
Karerepu3ailii, mob6 omiHuTH crymniab obopoTtHocTi JII'. B ocramni poku MPT Hamama MOXIHBICTH
3MIMCHIOBATH JTOKJIAHY Bi3yami3allif0 CEpIeBOi aHATOMii Ta JIETEHEBOTO KPOBOTOKY, 20 | HaBiTh MOXeE
OYTH BUKOPUCTAHA JUIS OI[IHKM CTYINEHS YIIKOKEHHS CyauH. 21

TecTyBaHHS pEaKTHBHOCTI JISTEHEBUX apTepiid 3a gonoMoror MoHokcuaa azory (NO), KucHio,
UtoMenuHy CiIyrye Ui iZeHTHQHKamii Tak 3BaHMX pPECHOHJEpiB (MAI€HTH, Yy SKUX JOCSATHYTO
JIKyBJIbHHN €(EeKT) Ta MICTUTh IiarHOCTHYHE, MPOTHOCTUYHE Ta TEepareBTHYHE 3HaueHHsA. [ocTpa
Ba30WIATALlIIfHA peakiisi y IOPOCIUX MANIEHTIB BU3HAYAETHCS SIK MATIHHS CepPeIHLOr0 THCKY B
JereHeBiii aprepii He Mmenme 10 MM.pT.cT i HIK4Ye 40 MM.pT.CT 0€3 0JJHOYACHOTO NMAJAIHHA 00’ €MHOI
IIBUH/JKOCTI KPOBOTOKY cepusl, y JiTell — K MaJiHHA CcepeJHBOr0 THUCKY B JereHeiii aprepii He
Men1e 20% B NMOpPiBHAHHI 3 cUCTEeMATHYHUM apTepiaabHUM THCKOM. [lo CiTOOHY Ta 1HIIMM, TUTBKH
10% Bcix mporectoBanmx mopociux IJI[-maimieHTiB 3alOBHIOITH BEPXHI KpUTEpii pecroHaepis. Y
BUMAJIKY 3 JITBMHU 4acTOTa pecronaepiB Ha 25-50% Buiie. Busnauenns, Busznane lLlenepmaiiepom T1a iH.,
JIETEHEBOTO PE3EPBHOrO TMOTOKY BIAMOBIIHO A0 PO3MIPIB 3aJCKHHUX BiJl €HIOTENIs JETeHEeBOI peakiil
CYyOUH TIPOBOAUTHCA 3a JOIMOMOTOK MICIHEBOI arlikamii aneTWiIXONiHy Yy Biggim cermenty JIA.
AUETHIIXOJIH TPU3BOANTE NpH GyHKIIOHAIEHOMY eHjoTenii 1o NO-3anexxnoi Bazoqusatamii. OoMexena
JIeTeHeBa PEaKIlisl Cy/IMH Ha alleTUIIXOJIH € TIePeyMOBOIO IOTaHOTO MPOTHO3Y. JndepeHitoBaHHs Mix
JI' 3 orpumanoro abo pemykoBaHOr (QyHKIico enporenis ta JII' 6e3 o3Hak (yHKIII eHmIOTENI,
HANPUKJIIaJ, MapagoKcabHa PeaKilis 3 BiAMOBIIHOIO TEPANIEBTHYHOO IMILTIKAIIIEIO, € TAKOXX MOKIIMBOIO.

Pediatric Pulmonary Hypertension, American College of Cardiology Foundation (ACCF), 2013

Oynkuionansanii ki1ac BOO3 no3Bossie mporno3yBat pusuk noripiienss JII' i BuxkxuBaHHS aiTel 3
JII" pizHux rpymn. Xoya i He 3aTBEp/PKEHUI, OyB 3alpONOHOBAaHUHN (PYHKI[IOHANBHUHN KJ1ac, po3poOaeHu
cnemianbHo JUIs aiTed (42). Mera nikyBanHs JII' y nitell 3 HU3bKMM PU3UMKOM 1 Yy MALI€HTIB 3 OUIbII
BHUCOKHM PHU3UKOM CMepTi pi3Ha (Tabmuus 27). Sk 1 y Aopocinux, KiIiHI4HI Joka3u HexoctatHocTi 11,
nporpecyBanus cumnrtomiB, BOO3-®K 3/4 (3,34,36,43) i migsumeni piHi BNP (44-46) BBakaroTbcst
TaKUMH, 1110 aCOIIIOIOTHCS 3 BUCOKHM PU3UKOM CMeEpTi. Y JiTeH BTpaTa Macu Tijla i 3aTpUMKa (pi3UYHOTO
PO3BUTKY ACOLIIOIOTHCS 3 O1IbII BUCOKUM PU3UKOM cMepTi (3,34).

Tabnuys 27. leTepMiHAHTH PU3UKY Yy AiTei

Huzkunii pusuk JleTepMiHAHTH PU3UKY Buumii pusuk
Hi Knigiuni nokasu | Tak
HepoctatHocTi [T
Hi CuMnTomMu nporpecyBaHHs Taxk
Hi Henpuromuictp Tak
Binnosisae Biky Picr 3aTpuMKa PO3BUTKY
LII BOO3-®OK ", 1v
MiHniManbHO SBNP / NT-proBNP 3HaYHO HiABUILEHHI
T IBUILIEHUAI
HasBHicTh o3Hak | Exokapmaiorpadis 3unayne 30utbmenHs 1111 / nuchynxkmis
JIeTeHeBOi  rinepTeHsii €KCYJaTUBHUN ITEpUKAPIUT
6e3 nuchynkuii [T
CucreMHuit CI>3,0 | 'emoguHamMika Cucremunii C1 <2,5 1/ xB/ M2
J1/XB/M2 mPAP / mSAP <0,75
MPAP / mSAP <0,75 RAP> 10 mm.prt.CT.
rocTpa Ba30peakTiBHICTh PVRI> 20 WU m2
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JlikyBaHHs

3aBasSKM HOBUM TEPAINEBTUYHUM 3ac00aM Ta arpeCHBHIN CTpaTerii JIIKyBaHHS MPOTHO3 y AiTeit 3 JIT
3a MUHYJE JCCATUIITTS mokpaumsces. [Ipore, mikyBanus JII' y gitel maiie BUKIIOUHO 3aCHOBYETHCS Ha
JOCBII 1 TaHUX 3 JAOCTIDKeHb Y Hopociux. Hwkue nmpuBeAeHUN allrOpUTM JIIKYBaHHsI, SKUH HaiO1IbIIe
migxoautb st aiteil. [licns moBHOI omiHKM mono Bcix mnpuuuHU JIIT peKOMEHAyeThCs MPOBECTH
Ba30pEaKTUBHUN TECT, 00 JOMOMOTTH BU3HAYUTH Teparrito (puc.6).

3acTtocyBaHHs Tepamii JiypeTHKaMu, KHCHEM, aHTHKOATYJISHTaAMH 1 JITOKCHHOM CIIiJl pO3TIsgaTH
IHAUBIAYaNnbHO. Y JiTEH MicCis POKY JKUTTA 3 MO3UTUBHUM Ba30PEaKTUBHUM TECTOM PO3MOYMHAIOTh
tepamito BKK, a came amnonumninom, Hidbenuninom abo munriazemom (tadmn. 28) (12,70). Ockinbku BKK
MOXXYTh MAaTH HETAaTHUBHI 1HOTPOMHI €peKTH y AITeH paHHBOTO BIKY, CJiJI YHUKATH 3aCTOCYBAaHHS ITMX
3aco0iB y aiteit 1o poky. itu, sixi otpumytots Tepamito BKK, moBuHHI nepionnyHo oOcTeXyBaTuCh Ha
peAMET CTaOUIBHOCTI iX CTaHy, €()eKTUBHOCTI JIIKYBaHHs Ta CTaHy CYJIWH IIiJl 4aC Ba30pEaKTHBHOTO
TECTy, MO0 MaTH MOXJIHMBICTH CBOE€YACHO 3MIHUTH Teparito. Y HiTeld 3 HEraTUBHOKO BIAIMOBIIMI0 Ha
Ba30pEaKTUBHUI TecT abo y MaIieHTIB 3 HeBAaylol abo Hecriiikoro BiamoBinaw Ha BKK BusHauenHs
PiBHS pU3UKIB BUPIIIYE TOAATKOBY TEepaIifo.

Tabnuys 28. No3zyBanusa BKK nus gireit

HasBa MinimanbHa KpatnicTs npuiiomis
MakcuMajbHa 1000Ba 1032
npenapary n000Ba 1032 y IeHb
Hidenumnin 0,1-0,2 mr/kr | 2-3 Mr/Kr/n (MakcumanbHa 3 (BaknMBO 3aBXKIU
1000Ba J103a IS JOPOCIHMX — | TMOYHMHATH 3
180 mr) MiHIMaIBHOT T03H)
Jwiriazem 0,5 mr/kr 3-5 mr/kr 3
(MakcumanpHa g000Ba 1032
Juist nopocaux — 360 mr)
AMItoauIna 0,1-0,3 2,5-7,5 mr/xr 1-2
MI/KT/ I (MakcuManbHa J000Ba 1032
Juist jopocaux — 10 mr)

Ipumimra: Aoanmosano 3 Pediatric Pulmonary Hypertension, Guidelines From the American
Heart Association and American Thoracic Society, 2015

Sk 1y nopociux, (pakTopH, sSIKi BU3HAUAIOTh BUCOKHM PU3HK Yy JITeH, BKIIOYAIOTh KIIIHIYHI O3HAKU
MIPaBOLIUTYHOYKOBOT HEJIOCTATHOCTI, IPOrPECYBaHHS CUMITOMIB, HenmpuToMHicTh, BOO3-®K III abo 1V,
3HayHO miaBuIleHWd abo minBuiieHHs piBHI BNP, 3nHaune posmmpenns [ abo auchyHkmis i
nepuKap/IialbHUM BUIIIT.
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v

HampaBneHHns 10 criemianicra
3arajbHi N0J10KeHHsI: PO3IJISIHYTH KHCEHb, Ba3zopeakTuBHMi TeCT
JiypeTHKH, AaHTHKOATYJISIHTH, AUTOKCHH

|
Ilo3umuenuit y oimeit

nicas poKy scumms Hezamuenuii mecm

A 4

v A 4
(Amutonuris,
Hidenumim, v ¢
Junriazem) ITepopansrao: APE (Bo3enTan) abo
v irriGitop ®JIE-5 (Cunnenadin, B/B abo n/m: mpocrariaaHanH ‘I2
Tananadin); < (Enmonpoctenon, TpenpocTuHin).
BaiopeaKTHB Hi iHFaJIﬂIIiﬁHo:HpOCTaFHaHHI/IH 12 POSFHﬂHyTl/I PaHHIO KOMOIHAIIIIO 3
HHUH TECT 3 (IHOHPOCT, Tpel‘[pOCTI/IHiJI) APE abo iHri6iTOp0M (I)I[E'5
XOPOIINM
pE3yIBTaTOM Y _4A
Po3risiHyTH paHHIO KOMOIHOBaHY Teparrio
Tak
Y Awmb6pusenTad (I1aC, kininiuHa Oe3mexa, CenrrocToMist TpancmaaTamis
IIponosaxkenns BKK (hapmakokiHeTHKa Ta e()EeKTHBHICTD Y MIEPETOPOAKH, JIETeHb
nitelt He noBeneHa), bosenran (IB), BKK aHACTOMO3
(IC), Emompoctenon (IB), Imonpoct (IIbC), [ToTTCca

Cunnenadin

(IB**), Taganadin (IIaC), TpenpocTiHina
n/u1,/ B/B (IIbC/11aC), cenrocromis
nepencepas (I1aC)

Puc. 6 Mixxnaponnuii CuMmno3siym 3 siereHeBoi rineprensii 2013

Auroput™m nikyBanHs IJIAT /cnankoBoi JIAI' Ha 0cHOBI KOHCEHCYCY ™

* 3acTOCYBaHHS BCiX 3aC0O0IB PO3IIISAAETHCS HE 32 MPSIMHUM PU3HAYCHHSIM Yy JAiTeH, KpiM criieHadiny B
€Bporii.

** PeKOMEH/IOBaHi 103U 33 3aTBEP/DKEHUM JI03yBaHHSAM B €Bpori y AiTeid. JJMBHCH TEKCT 3
00roBopeHHs 3acTocyBaHHs cuiaeHadiny y xiterd y CILIA.

JlomaTKOBUMHM TapaMeTpamMM TIeMOJUHAMIKHM, $Ki MPOTHO3YIOTh OUIBII BHCOKUIM pPHU3HK, €
cruiBBigHomenHs CTJIA mo cucremHoro aprepianbHOro THCKy > 0,75 (16), Trck y IIT > 10 mm.pT.CcT. Ta
innexc JICO 6inbime 20 on. Byna/m? (43). Y IUTHHM 3 HETaTHBHHM Ba30PEAKTHBHUM TECTOM i HU3BKHM
PHU3UKOM PEKOMEHIIYEThCS MTOYaTH NepopalibHy MOHOTeparir. [IpenapaToM BHOOpY MpH IBOMY MOXKYTh
OyTH aHTAaroHICTH pernentopiB eHaoTeniny (6o3entan [43,71-77], amOpuzenrtan [78,79]) abo iHribiTopH
®JIE-5 (cunnenadin [80-86], tamanmadin [87,88]). Bynu mpoBeaeni 16-Tu THXKHEBI paHAOMI30BaHI
(cTpaTtudikallis 3a Baroro i TOJIEPAHTHICTIO 0 HaBaHTaKEHb), MOJABIHHO-CIIIII, MIane00-KOHTPOILOBaHI
JOCTIKEHs BUKOpUCTaHHS cuiaeHadiny y aiteid 3 JII', ski paHile HE OTpUMYBaiM JIKyBaHHS —
STARTS-1 ta STARTS-2. Ornsaa uux gaaux FDA 1 €BponeiicbKuM areHTCTBOM 3 JIKapChKUX 3ac00iB
(EMA) mpuszBenu 5o pisHux pexomenpamiii. Cunnenadin 0ys cxBanenuit EMA y 2011 pomi (10 mr 3
pas3u Ha 100y juig Baru < 20 kr 1 20 mr 3 pas3u Ha JeHb npH Basi > 20 Kr), 3 NONEPeIKEHHSIM YHUKATH
BUKOPUCTaHHS OUIbII BUCOKHMX 103. Y cepnHi 2012 poxky FDA BumycTuia mnomnepemkeHHS NpPOTH
(mocTiifHOr0) BUKOpHCTaHHs cuiaeHadiny y aiteit (y Biui Big 1 1o 17 pokis) 3 JII'. Hampukinmi 6epe3ss
2014 poxy FDA BumycTuia MOSICHEHHS IIOAO «IIOMEPEIKEHHSI MPOTHU (IIOCTIMHOIr0) BHUKOPUCTAHHSA
cunaeHapiny y aited» y SKOMY HAeThCs MpO MiABUIICHHS CMEPTHOCTI y MiTeH, sIKi NpUiIMaioTh
cueHadgin pa3oM 13 MABUIIEHHAM J03yBaHHS Tpenapary. lle momepemkeHHss onmyOIikKoBaHEe 3 METOIO
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nornepeauT HeOe3meuHe MiABUINCHHS MO3yBaHHSA Tpenapary Ta 3MIHUTH TOMHIKOBY JYMKY IpO
3a00pOHY BUKOPUCTaHHS CHIieHADUTY Y AITEH.

PimenHs npo nepBUHHY Teparito cuiigeHadiioM abo 603eHTaHOM MPHUUMAETHCS B 3AJIEKHOCTI Bl
eHjoTeniaabHoro (pyHkiioHasbHOrO aHamizy. llpu enmoremianpHIA KiHIEBIH QyHKIIT cuiaeHadin
nepeBakae HaJl Teparmie€ro 603eHTaHOM.

JliTH, sAKi 3HAXOIATHCA B KaTeropii HU3BKOTO PU3HKY, MOTPEOYIOTh OAAaBaHHS I1HTAIAIIIHOTO
npocrauukiiny (imompoctry [10,89-91], tpenpoctininy [11,92]) no ¢onoBoi Tepamii. ¥V amiTeil 3 BUIIUM
PU3UKOM HEOOXIAHO PO3TJISHYTH B/B BBeAeHHsS emnomnpocteHony (11,12,70,90,93-96) abo TpenpocTiHLTY
(96,97). Takox 30UTBIIYETHCS JTOCBiA TI/II 3aCTOCYBaHHS TPEMpOCTiHUTY (98). ¥V miTeil 3 moripiieHHsM,
SIKI MalOTh O3HAKH BUCOKOTO PU3HUKY, TyXKE BaXIMBUN SKHANIIBUAIINN PO3TIISA] TPAHCILIAHTAIII] JIETCHb.

Treatment of pediatric pulmonary hypertension, Bristol Royal Hospital for Children, Bristol, UK,
2009

Ha nmanmit wac BemyTbes Jesiki AMCKYCIl 3 NMPUBOAY ONTHMAJIBHOI Tepamii A TMamie€HTIB, SKi
JEMOHCTPYIOTh KIIiHIYHE MOTipIICHHS, HE3BAKAIYH Ha MaKCUMaJIbHY IIbOBY MOHOTeparito (tadm. 29).
Bukopucrannas komOiHarii MeToiB mikyBanHs Oyno mommpeHo B CIIA Tta €Bpormi, ane B JaHWi 4ac
Maii’ke HeMa YITKOrO KOHCEHCYCY WIOJ0 HaiOunbml epeKTUBHUX 1 Oe3meuHux xoMOinamiii.1° Y
[IBefinapii Ta iHMMX KpaiHax KOMOiHOBaHA Teparlii 3a y4acTio ABOX a00 TPhOX MpernapaTiB, HAPUKIIA,
003eHTaHy, UIONpPOCTy 1 cuijaeHadily, UIIMPOKO BUKOPUCTOBYETHCS, alie i BITHOCHI IEpeBard e He
3’sicopani. ¥

[Moennanus cungeHadiry 3 aHTaroHICTOM PELENTOPIB €HAOTENHY (0cO0IMBO GO3eHTaHOM) OYIo
HEIIOJIaBHO MPOBEJCHO B JCKUIPKOX IHCTHTYIISIX Ta MPOJEMOHCTPYBAJIO MOJIMIIEHHS TeMOJUHAMIYHUX
MMOKA3HUKIB, TOJIEPAHTHOCTI A0 (PI3UYHMX HABAHTAXKEHHB 1 MOKPAIICHHS SKOCT1 KHUTTS y manieHTiB 3 I
a6o JII', mo He pearye ma mMoHoTeparito. 113 O6mexeni BunpoOyBaHHs JikyBaHHS 3 GO3EHTAHOM Ta
aroHiCTaMH MPOCTAIMKIIIHY, TAKUMH SIK EIOMPOCTEHOII a00 1IONPOCT, MPHUITYCKAIOTh, IO I1€ MOXKYTh OYTH
e(heKTUBHI xoMOinarrii, 13413°

Tabnuys 29. losyBanHs npenapatis i jJikyBanus JIT

Ha3sBa

IInsax BBeAeHHsA CraproBa n03a MaxkcumanbHa 1032
npenapary

Cunnenadin [TepopansHo Bik menme 1 poky — 0,5-1 wmr/kr
Tpu4i Ha 100Y;

Bara Outbiie 8 kr ta MeHmie 20 Kr —
10 mr Tpuui Ha 100Yy;

Bara Ouibie 20 kr — 20 Mr Tpuui Ha
no0y.

AO0 memiaTp MOXe€ BH3HAYaTH
IHAWBIAyaIbHE JTI03yBaHHS B
3aJIKHOCTI BiJl CTAHy IMAaIlieHTa

1-4 mr/kr 3-4 pa3u Ha 100y.

Tanamadin [IpepopansHO 0,5-1 mr/kr/n 40 wmr (TUTBKH A
mirent cTapiie 3
pokiB!)

bosenTtan [IepopansHO CrapToBa 103a MNpHU3HAYA€ThCA SK | 4 MI/KT OBI4l Ha 100y
MOJIOBMHA JTKYBaJbHOI J03u Ha 4
THOKHI.

JIikyBasbHi JJO3M:
Bara menme 10 xr
p/no0y,

Bara 10-20 kr — 31,25 mr 2p/n,
Bara 20-40 kr — 62,5 mr 2p/n,
Bara Oubire 40 kr — 125 mr 2p/n

2Mr/kr 2
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AmMOpusentan | [IpepopanbHo Jlo3a B gianasoHi 5-10 mMr Ha 100Y.
Y pgiteii Momonmie 5 pOKiB He
3aCTOCOBYETHCSI.
Lmonpoct IHransmniiino 2,5 Mkr 5-9 pa3 Ha 100y 5 MKT 5-9 pa3 Ha 100y
TpenpocTunin [arasmsmiino 1-9 BauxiB (6 MKr*) KoxkHi 6 ToguH | 5-6 BAMXIB KOXKHI 2-4
(* 1 60ux=6 mxe) TOJTUHU
B/B, /m 1,25-2 Hr/K1/XB 50-80 Hr/kr/xB  (Kpok
0 30UIbIICHHS HE
OB HIK
1,25 ur/kxr/xs 3a
THKJICHB )
Enonpocrenon | B/B 1-2 ur/xr/xB 50-80 Hr/kr/xB  (KpOK
o0 30UIBLIEHHS HE
OLIBII HIK 1-
2Hr/kr/xs 3a  1-2
THXKHI)

IIpumimka: Aoanmoeano 3 Pediatric Pulmonary Hypertension, Guidelines From the American Heart
Association and American Thoracic Society, 2015

«Pulmonale Hypertonie im Kindes- und Jugendalter — Neue Aspekte zur Diagnostik und Therapie»
C.Apits, H.Latus, I.Nichel-Behnke, 2014

JIAI'-Tepamnisi npu cunapomi Eiizenmenrepa

Ha Bigminy Bix UII' mamienTn 3 iMeHOBaHMM Ha 4YecTh El3eHMeHrepa KapaioBacKyJIspHUM
IIYHTYIOUUM (EHOMEHOM pHKOIIETY IMPH BPOXKACHIM Badl cepus (3 MpaBO-JIiBOrO A0 JiBO-IIPaBOTO
IIYHTY) MAalOTh JOCTaTHbO BHCOKHH MPOTHO3 TPHBAJIOCTI JKUTTS TakoXK 0e3 crenugiqHoro
ME/IMKAMEHTO3HOTO JIIKYBaHHs, IO HE pIAKO JocAraeTbes A0 S5 nekaau. [lpuumHm s mporo —
6araTodaxTopHi. L{iaHO3 3 MiIBUIIIEHOIO CUCTEMHOIO 00'€MHOIO HIBUAKICTIO KPOBOTOKY CEPIIsl, 3HUKECHHSI
PU3UKY HPaBOILIYHOYKOBOI HEIOCTATHOCTI LUISIXOM YHUKHEHHS EKCTPEMAJbHOTO CYNEepPCHUCTEMHOIO
CHIBBIJIHOILIEHHSI THUCKY B MiJiIereHeBoMYy, B ocHoBHOMY, [1I11, mo3utusHmii B3aemo3B’si30k ITHI 1 JIIII 3
reOMETPUYHUM Ta (YHKIIOHAIBHUM 0ajlaHCOM MOKYTh B JJAaHOM BUIIQJIKy MaTH 3HaueHHA. B pe3ynbrarti
bOTO MEAMKAMEHTO3Ha Tepamisi Yy TMalieHTiB 3 cuHapoMoM Eli3eHMeHrepa o0MeKylOTbCsA
CHMIITOMATHYHOI iHAMBiAyatizoBaHoI0 cTpaTerielo. [Ipu nbomy Bce-Taku HeoOXiTHO YHUKATH JIAT -
cHelU(pIYHUX MEIUKAMEHTIB Ta 0COOJIMBO OPAJbHUX AHTUKOATYJSAHTIB HE KPUTHUHOTO 3aCTOCYBAaHHS.
TpomOGouuTomneHis Ta TpoMOOLMTONATISA KOPENIOe y MAIieHTiB 3 cuHApoMoM EifzeHmeHrepa 3a3Buuait
3BOPOTHO TPOTOPIIIAHO 31 CTYMEHEM TSKKOCTI MOMIrao0ymii, 10 MOXKE€ MPHU3BECTH 10 MOCHICHHOI
KkpoBoTeui. Tak sik B ocHOBI peakiii Eizenmenrepa nexuts He pyxomuid JICO, 1mo € BHIMM, HIX
BIJIOBIAHUM CUCTEMHMI OIIp, YUCTI Ba30AMJISATATOPU € WIBHM/ILIE MPOTHBONOKA3AHUMM, TaK SIK BOHHU,
B OUIBIIOCTI BUMAJKIB, AIOTH OUIBII CHCTEMHO-apTepialbHO. €IUHOI0 HAa JaHUH MOMEHT PEYOBHHOIO,
KOTpa y mauieHTiB 3 cuHapoMmoM FEilzenmenrepa moria Ou HiATBEpIKYBAaTH 3HAYHE MOKPAIICHHS
¢ynkuionansHoro BO3-knacy, kapaiojiereHeBy (YHKIIOHAJIbHY 3JaTHICTb Ta TEMOIMHAMIKY, €
0o3eHtan. Takox y BHUNAAKYy Tepamii 3a JOMOMOTOI CHJAeHadIy BUSBISIIOTECS B JIEIKHX
OOCTE)XEHHSAX, 3pO3YMIJO, 3 MEHBIIOK KIUIKICTIO TMAIlI€HTIB, TMOKPAIIEHHS SKOCTI  KHUTTS,
¢ysknionansHoro BO3-knacy, gyHkiioHadbHa 0coOIMBICTh Ta reMoAnHaMika. Cruparodnuch Ha aHali3
reMOJIMHAMIKU Ta JAaHUX TPAHCIOPTYBAaHHS KHUCHIO, €(eKTH 3aliekaTh, WMOBIPHO, Bil BUKOPHCTAHHS
KHCHIO.

ITocrifiHa oOlLIHKA BIiANOBiAI Ha IILOBY TEpamiio, IO MPOBOIUTHCS, 3AJTUIIAETHCS Ba’KIMBOIO
YaCTUHOIO JIOBrOCTpOKOBOi gormomord miTsaMm 3 JII'. MaifOyTHi KiiHIYHI BUIpPOOYBaHHS, MPU3HAYEHI
cnemianbHo s aiteit 3 JII', MaloTh BakiMBe 3HAUEHHS I MOJANBIIOI ONTHMI3allli peKOMeHAIli 3
JKyBaHHS.
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KarerepHe BTpy4YaHHs i onlepaTHBHI TepaneBTHYHI MeTOAH

1. [lepencepana 6aj0HHA CENTOCTOMIsI MOXKE PO3TIISAAATUCS Yy TUTUHHU 3 TIOTIPIICHHSIM KJIIHIYHOTO
CTaHy, HE3BaXAIOUM Ha ONTHMAaJbHY MEIMKaMEHTO3HY Tepallilo, aje I Oolepalis MOBUHHA OyTH
PO3MISIHYTa 0 PO3BUTKY OUIBII Mi3HIX cTaaiil xBopoou (99). [loka3u as 11i€i mporeaypy y HaIieHTiB 3
IpyIU BUCOKOTO PU3UKY BKIIOUAIOTH B cebe Bucokuii TUCK y I1I1 i Hu3bKkuii ceprieBuii BUKU].

CTBOpEHHS MIDKIIEPEICEPAHOr0 IIyHTa CIpaBa HAIIBO MOXKE 3MEHIIUTH THCK IPaBHX BB
cepus 1 30ubmMTH TIomepenHe HaBaHTaxkeHHs JIIII i cepueBmii Bukua. Kpim Toro, me mokpairye
cucteMHy TpaHcnoprauniro Oz, He3BaXaouu Ha aprepiayibHy Jecarypauito Oz, 1 3MEHIIye CUMIIATUYHY
rinepakTuBHICTh. PeKOMEHI0BAHOK € TeXHIKa PAHKOBAHOI MepelcepaHOl cenTocToMii OamoHHOT
TiIATaIli, KA CIPUYUHSAE CKBIBAJICHTHI MOJIIMIIEHHS T€MOJWHAMIKH 1 CHMIITOMIB, a TAKOX 3HMKEHHS
PH3UKIB y MOPIBHSAHHI 3 OPUTIHAIBHOIO METOIMKOIO 3 jie30M (blade technique). IHmi MeToau BBaXKarOThCs
eKCIIePUMEHTAIbHUMH.

PerenpHa omiHKa PU3UKIB MEpell MPOIEIyporo 3ade3nedye 3HmKeHHs cMepTHOCTI. [lepencepanoi
0alOHHOI CENTOCTOMII CIiJi YHUKATH y MAII€HTIB y TEpMiHANBHINA cTalii 3 0a30BUM CepeHIM THCKOM Y
[1IT na piBHi > 20 MM.pT.CT. 1 caTypamieto Oy craHi criokor < 85% Ha kiMHaTHOMY ToBiTpi. [lamienTn
MOBUHHI OTPUMYBaTH OINTHUMAJbHY MEAMKAMEHTO3HY Tepamilo, SKa MOXKE BKIIOYATH MiArOTOBKY Yy
BurisiAl IV iHOTpONHUX mpemapariB, MO PO3TISLY MOXKIMBOCTI MEpeacepAaHOi OaJOHHOI CEeNnTOCTOMIi.
OnyOmikoBaHi 3BITH THepefdayaroTh MepeBaru y XBOpUX, sKi 3HaxoasThes y IV ®K-BOO3 3 mpaso-
CEpILIEBOI0  HEJOCTATHICTIO, pPEePpPaKTepHOI JO MEAMKAaMEHTO3HOi Tepamii, abo 3 THKKHUMH
CUHKOMAJILHUMHU CUMITOMaMH. Takox il MOKHa pO3IJIsiIaTH y MAIlEHTIB, K1 OYIKYIOTh TpaHCIUIAHTAIli
a00 KoM MEIMKaMEHTO3HA Teparrisi He JAOCTymHa. JlOCTiDKEHHS MTOKA3YIOTh MOJIIIIICHHS y CepPIICBOMY
inaexci Ta 3meHmenHs Tucky 111 3 nominmennam T6XX. Brmus nepencepanoi 6aJoHHOT CeNTOCTOMIT Ha
noBroctpokoBy BmxuBaHicTh y PK/] BctanoBieno He Oyino. Ilepencepany GalloHHY CENTOCTOMIIO CITiJT
pO3TIAAaTH SK MajliaTUBHY a00 MiArOTOBUY HPOLEAYPY, AKa MA€ BUKOHYBATHCH TUIBKHU 33 JOMOMOTOIO
IIEHTPIB 3 JIOCBIJOM POOOTH 32 IIUM METOJIOM.

[lepencepnna cenToCcTOMIsI MOXKE PO3TIIAATHCS SIK TIEPIIN eTall epe]] TPAaHCIUIAHTAIlIEI0 JIETEHIB.

2. IcHye anpTepHaTMBHE NalliaTMBHE XIpypriyHe JIIKyBaHHS Yy BUTIAAl aHacTtomo3a Ilorrca
(aHacTomo03, MO 3’€IHYE€ HU3XIAHY AOPTY Ta JIBY TUIKY JIETEHEBOI apTepii) Ul TSHKKOXBOPUX TITEH 3
cynpacuctemHoro UII" (100).

['pyHTYIOUHMCH Ha CIIOCTEPEXKEHH1 3a MallleHTaMU 3 CUHAPOMOM Eii3eHMeHrepa, iICHYI0Th 0J1abllli
XipypriuHi abo iHBa3UBHI TepaneBTUYHI MOXJINBOCTI. OcO0IMBO MpHU CTIHKOCTI J0 JiKYBaHHS Mporpecii
3aXBOPIOBaHHS MOIJIO0 0 OyTH MOLIIBHUM, NMPU BUHUKHEHHI 3allaMOpPOYEHb, IO CIOCTEPIraloThCs Y
3B’3KYy 3 HEJIOCTATHICTIO MpaBuX BiAauIB cepus npu JIAL, npoBoauTu minmkipHy aTpiocenToromiro.
[lepenbauaeTncsi, 10 CTBOPEHUN MiXIEpPEACEpLUEBUN MPaBO-JIIBUI HIYHT SIK CTYJIKa BHCOKOI'O THCKY
npu3BoUTh A0 3BUTbHeHHsA I Ta mokpaleHHs JIBOIIIYHOYKOBOTO O0’€My HANOBHEHHS 1, TaKUM
YUHOM, MOKpalllye TréMOJNHAaMIKYy. AJie OJTHOYACHO 3 IIUM IiIBUIYETHCS 111aHO3, 0OYMOBIIEHUH MpaBo-
JiBUM HIYHTOM. PexomeHpallisi o MpoBEACHHIO aTPlOCENTOCTOMIi y MAalli€HTIB 3 TSHKKOK, CTIHKOIO JI0
mikyBaHHs JIAI' moBuHHa OyTM BH3Ha4Y€Ha IHAUBIAYyaldbHO, OCOOJMBO MpUNHMAIOYM JI0 YBaru
JBOILIUTYHOUKOBY J1aCTOJIUHY JUCQYHKIIIO Ta, B pe3yibTaTi LbOT0, MOPYIICHUH A1aCTONIYHUN MPUTOK
yepe3 MITpaibHbIi KianaH. CHiBBIIHOIIEHHS MK JOLUIBHICTIO Ta PU3UKOM MOBHHHO OyTH KPUTHYHO Ta
PETENBHO 3BAXKEHO.

bazyrounce Ha cunapomi Eii3eHMeHrepa BHACHIJIOK BIAKPUTOI apTepUAIbHOI MPOTOKU 3 MpaBo-
JIBUM LIYHTOM HEIIO/JaBHO Oyna BBeieHa mocTaHoBka myHTa Ilorra mix niBoto JIA Ta HUCXIZHOIO
aopTOI0 B SIKOCTI HOBOTO METONY IpH CTIHKIM 10 jnikyBaHHs cynpacuctemaTtuuniid JIAI'. Ha Biaminy Bia
IIYHTa Ha PiBHI NepeJcepAs Ta LUITYHOUKY, TIIOKCeMIs, 1110 NP IIbOMY BUHUKAE, OOMEXYEThCS HUKHBOIO
noyioBuHOW Tyny6a. KoponapHa Ta nepedpanbha nepdy3ist 30epiracTbCsi 3 BUCOKO HACHUYEHOI KHUCHEM
KpOB’10. Y BHUIAJKY, SKIIO ICHYIOTh CYNIPACUCTEMHHMI CUCTOIYHUM Ta AiacToMiYHui THCKH B JIA, MOXXHa
3arno6irTv NpaBoONUTYHOYKOBIH HEAOCTATHOCTI.

3. YV nmiTeil 3 cympacUCTEMHHMM JIETEHEBO-apTepialbHUM THCKOM, Y SIKUX BHSBISIETbCS MalleHbKa
MEPCUCTYI0Ya apTepiabHa TPOTOKA, MOXKE IPOBOAMUTHCS i1 CTEHTYBAaHHSI 3 METOIO 3amoOiraHHs
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MPABOILITYHOUYKOBIM HETOCTaTHOCTI, 1110 TeéMOJMHAMIYHO BignoBigae MoaudikoBanomy myHry [lorrca. B
pe3yabTaTi IIOTO MOXKE OYTH IOCATHYTO «PEMOJICITIOBAHHS B JIETCHEBINW CYIMHHIN CUCTEMI.

4. 3By:kyBaHHs JereHeBoi aprTepii npu JII' acouiiioBaniii 3 Bpoa:keHUMH BaJjaMu ceplisi.

HledexkTn Ha piBHI KaMep Ceplsl UM MariCTpalibHUX CYAWH MPHU3BOIATH A0 MiABHILEHHS THCKY Ta
3017bIIEHHS KPOBOTOKY B JIETEHEBUX CYAHMHAX, IO MPU3BOJUTH O MPOTPECHBHOIO PEMOJIETIOBAHHSA
nereneBoi aptepii 1 30unbimenHs JICO. I'imepBonemMis i XpOHIYHUE Clla3M CYAMH JIET€Hb CTHMYJIIOIOThH
aHOMaJIbHE 301LIBIICHHSI M S30BOTO CJIOK0 Ta (piOpO3HE MOTOBIIEHHS IHTUMAJIBHOTO CJIOK CTIHKH CYJIUH
JIeTeHb.

Xipypriune BTpydanHs rnpu takux BBC mae OyTu BUKOHAHO 710 6-TH MICSAYHOTO BiKY TUTHHU. BoHO
HanpaBlieHE HAa 3MEHIICHHS MPUTOKY KpoBi A0 JIA. Ile, B OUIBIIOCTI BHITAJKIB, paJvKalbHA KOPEKIIis
Bagu. B Tux BUmankax, KOJU paJuKalbHAa KOPEKI[is BaJU € HEMOXKIIMBOIO abo MOB’sA3aHa 3 MiJBUIICHUM
PU3HUKOM, MMPOBOJUTKLCS MajiaTHBHA omnepalis 1o 3ByxyBaHHO JIA. Ille B 1951 pomi Muller i Dammann
BUKOHAJIH 110 ONepalito y IuTuHU 3 Beaukum JIMIIIIL.

SIkmo XipypriyHe BTpy4YaHHA He OyJ0 TMpPOBEACHO MO0 6-TH MICAYHOTO BIKY JWTHHH,
cnocrepiraerses 30iabmeHHss JICO 3a paxyHOK 3MiH B CTiHLI CyAWHUA. YUM CTapmiuid BiK JUTHHH, TUM
OUTBII BHpa)KEeH1 3MIHM 1 TUM OUTBII HE3BOPOTHIHM XapakTep BOHH MarOTh. /|y BU3HAUEHHS BHPAKEHOCTI
MATOJOTIYHUX 3MIH B CyJIMHAX JereHb Ta omnepadelbHOCTI TAaKMX TMAIlEHTIB Ma€ MPOBOIUTHCA
JiarHOCTUYHA KaTeTepH3allisi 3 NMPOBEICHHSIM peakTUBHHX TecTiB Ta Bu3HadeHHsM JICO, cucrtemMHOro
CYIUHHOTO OIOpY, CHiBBIIHOILIEHHSI CHCTEMHOTO Ta JIETEHEBOI0 KPOBOTOKIB. PajnkabHa KOpekilis Baau
Moke OyTH BHKOHaHA TpH TokasHuky JICO 1o 6 on. Byma/m?. SIKmo JaHWMii MOKA3HUK € GiTbIIIM, TO
MOKa3U JI0 XIPyprivHOTrO BTPYUYaHHS BHKJIMKAIOTh Oarato AMCKyciid Bxke Oarato pokiB. IIpu mokasHHKY
JICO 6inbie 6 ox. Byna/m? Ta mo3uTHBHOMY Ba30peakTUBHOMY TeCTi MOe OyTH BHKOHAHA TajliaTUBHA
orepailisi, HampaBjeHa Ha 3MEHIICHHS JIETeHEBOTO KpoBOTOKY. lle abo omeparis mo 3BY)KyBaHHIO
JereHeBoi aprepii, abo 4acTkoBe 3akpuTTs jAedekry. BpaxoByrouu Te, MmO omeparis Mo 3BYKYBaHHIO
JIereHeBoi apTepii He MoTpedye MPOBEACHHS MITYYHOTO KPOBOOOITY, TO epeBary BiAJIaloTh ii.

Komenmap pobouoi cpynu:

Tax ¢ IV «llenmp oumsuoi kapoionocii ma xapoioxipypeii MO3 Vkpainu» 3 2003 no 2013 pik
npogedeno oOinvwie 100 onepayiti no 38yixcyeanHio nezenegoi apmepii y Oimeil 3 BUCOKOIO J1e2eHEBOI0
einepmensicio y eiyi cmapwe 6 micayie ma noxazuuxom JICO 6Ginvwe 6 00. Byoa/m?. 'V ecix nayienmis
cnocmepieanocs NOKpawjeHHs KIiHIYH020 CMAHy ma NOKPAweHHs 2eMOOUHAMIYHUX noKasHukKie. binvwa
YACMUHA 3 HUX 6 NOOANIbUOMY OMPUMANA HACMYRHULL eman onepayii. 36Uudaino 0aui Xeopi Ompumysanu
MeOUKaMeHmo3He NiKY8aHHs Ha doonepayiiunomy ma nicisionepayitinomy emanax (93,94,95).

5. Jlerenesi abo KOMOiHOBaH1 ceplIeBO-JIET€HEBl TPAHCIIJIAHTALIl € OCTAHHIM BapiaHTOM JIIKYBaHHS
nanieHTiB 3 JIAT B kiHUEBIH cTaaii, IpH SKUX BCl pelTa 3aco0iB BUUEPIIaHI.
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JOJATOK 1

MeToanka BUKOHAHHA TecTy 6-XX

Tect 6-XX ciix NpoBOIUTH B PAHKOBHIL yac.

[arieHT MOBUHEH JIETKO MOCHIATH 3a 3-4 TOAMHHU 10 TOYATKY TECTY, HE MPUIHMATH KapA10JIOTTYHUX
npernapariB, He HAJUTH, K MiHIMYM, 3a 2 TOTUHH 10 TPOOU.

st recty 6-XX y Kopuzopi 10BKHUHOK 30 M CTaBIATHCS HEMOMITHI IS MAIliEHTa PO3MITKH Yepe3
KOXHI 3 M gucTaHiii.

[Tpotsirom 10 xB 10 TecTy 6-XX mamieHT MOBHHEH CIOKIHHO MOCH/TITH.

V neit yac HEOOX1AHO 3aUUTATH HOMY HACTYITHUN TEKCT:

«3a 6 xBwMH Bam HE0OX1HO MPONTH sSIKOMOTA OLIBINY BiACTaHb, MPHU IbOMY HE MOXKHa OirTu abo
nepemimarucs nepedi>kkamu. Bu Oyzaere XoauTH 1O KOPUAOPY TYAH 1 Ha3al. SIKIIO 3’SIBUTHCS 3aIuIIKa
a0o cmabkicTe, B MoxeTe yIOBUIBHUTH TEMIT XOJ0H, 3yMIMHUTHCS Ta BiAMOYHTH. [1i/1 9ac BiMOYMHKY
MOKHA TMPHUTYIUTHCA A0 CTiHM, MOTIM HEOOXIIHO MPOAOBXKHUTUH X0AbOy. Ilam’staiite, Bama mera —
MPOWTH MaKCUMAJIbHY BiZICTaHb 32 O XBHIUHY.

[Tig gac TecTy MOYKHA WTH 3a Mali€HTOM, HE (POPCYIOUN TEMIT HOTO XObOH.

KoxHi 60 cex. He0OX1THO Mi10aALOPIOBATH MAIlI€EHTA, TPOMOBIIIOYH CIIOKIHHUM TOHOM (pasu: «Bci
nobpe» abo «Moozielb, IPOAOBKYUTEN.

He moxHa iHbopMyBaTH MaliieHTa Mpo NpoiIeHy JUCTAHIIIIO Ta Yac, M0 3aJUIIUBCS.

S0 nmarieHT yrnoBuUIBHIOE X0Ab0Y, MOKHA HAraJlaTd Mmpo Te, 10 BiH MOXKE 3YIUHUTHCS, BiIMTOYNTH,
MPUTYJIUTUCA J0 CTIHU, a MOTIM K TUIBKH BIIYY€, 110 MOXE UTH, TPOJOBKUTH XOAbOY.

[Ticns 3akiHdeHHS 6 XB CIIiJ IOMPOCUTH MAIli€EHTa 3YMUHUTUCS Ta HE PyXaTHCs, NOKH He Oyxae
BHMIpsIHA TIPOKICHA BiJICTaHb.

Heo0xigHo BUMIpATH BifcTaHb 3 TOYHICTIO 10 1 M, MOTIM 3aIpONOHYBAaTH XBOPOMY IPHUCICTH Ta
CriocTepiraTu 3a HuUM, SIK MiHiMyM, 10 XB. Y 1el yac BiH MOXe 3allOBHUTH (OPMY OIIIHKU 3aJIUIIKHU 32
Borg G 1982. He noTpiOHO MOBIIOMJISTH MAIEHTY JUCTAHIIIO, IPOHACHY B KOXKHOMY 3 TECTIB.

JOIATOK 2
Ixkana ouinku 3aguiku 3a Borg G, 1982

0 BIJICYTHS 5 TSDKKA

0,5 ke, TyxKe 6,7 JTy’KE TSAKKA
cnabka (Jiense
MTOMITHA)
TyXKe ciadka 8,9 TyXKe, TyKe TSDKKa
crnabka 10 MaKCHMaJTbHa

OMipHa
OLIBII TIXKKA

AWINF
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