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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
BonogumupisHa

Jlimmmuaa Onena
MuxaiiniBHa
AunekcanpoBa OkcaHa

BonogumupisHa

boxko JIsua [BaniBHa

Bacuibesa Jlapuca
IBanHiBHA

I"aBpucrok Bonogumup
KoctautnHoBuu

XKapinos Oner
HNocunosny

Knumenko Jliniana
BikropiBHa

Knronosa TetsHa
TumodiiBua

3aBiyBa4 BiAJIUTYy CHUMIITOMATHYHHMX TinepTeH3id JlepkaBHOI yCcTaHOBH
«Harmionanpauii HayKoBHA HEHTP «IHCTUTYT KapaioJorii iMeH1 akaaeMika
M. . Ctpaxecka» HAMH Yxkpainuny», npodecop, 1.M.H.;

rojioBHUM Jikap [lepxkaBHoi yctaHoBU «HaykoBO-TIpakTHYHUN METUIHUN
HEHTp IUTsA40i Kapaiosorii Ta kapaioxipyprii» MO3 Vkpainu, K.M.H.,
rojloBHUK mo3amTaTHui cnerianict MO3 YkpaiHu 31 crnemniaabHOCTI
«JluTsua aHecTe310J10Tis;

npodecop kadenpu BHyTpimHbOI MemummHA Ne 2 HarmionambHOTO
MeanuHoro yHiBepcurery imeni O.0O. boromonblig, A.M.H., mpodecop;
[enepanpauii  qupektop JlepkaBHoro migmpueMmctBa  «JlepkaBHUI
excrieptHuid ienTp MO3 Ykpainu», 1.M.H., npodecop;

nupekTop JlenapraMeHTy cTaHapTH3alil MEJUYHUX MOCIyr Jlep:kaBHOro
nianpueMcTBa «JlepkaBHuii exciepTauil entp MO3 Ykpaiam», CT.H.C.,
K.M.H.;

rojloBa TPAaBIIIHHSA TPOMAJICBKOI oOpraHizaiii «Acormialis XBOpUX Ha
JICTEHEBY TiMEPTECH3110», IPEICTABHUK IMAIlI€HTIB;

3aCTynmHUK gupekropa LleHTpy eKkcTpeHoi Meau4HOi
MenuuuHu katactpod micta Kuesa,

JOIIOMOI'n Ta

noueHT Kadenpu rocmiTanbHOi Tepamii Ne 2 JlepkaBHOTO 3akiany
«IuinponerpoBchka MeauyHa akanaemis MO3 Ykpainny;

3aBiyBa4 KIHIKO-()YHKIIOHAILHOTO BiJIlIeHHS Jlep»KaBHOI yCTaHOBH

«HamionanpHuit  iHCTUTYT — QTH3iaTpii 1  HyABMOHOJOrIT  iMEHI
@.I". SAnoBcbrkoro HAMH VYkpainuy, 1.M.H., ipodecop;

3aBimyBau kadeapu GyHKIIOHaTbHOI  miarHOCTHKM  HarioHampHOT
Meau4yHoi akajmemii micasauruioMHoi  ocBith  imeni [LJI. [ynuka

MO3 Ykpainu, 1.M.H., mpodecop, TOJIOBHUI MO3alITaTHUNA CreuiaiicT
MO3 Vxkpainu 31 cnemianbHOCTI «DyHKITIOHATBHA 1IarHOCTUKAY;

JOTIeHT Kadeapu CIMEWHOI MEIWIMHH Ta aMOyJIaTOpHO-TOJIKIIHIYHOI
nmonoMord HaroHansHOT MeguuHOI akafeMii MICISIUIIOMHOI OCBITH

imeni [1.JI. Hlynuka, K.M.H.;

MIPEACTaBHUK MAIlIEHTIB;



Kpununnceka Ipuna
BikTopiBHa

Kynuk Jlro6omup
Bononumuposuu

Martoxa Jlapuca
denopiBHA

Hersoxkenko Bacunb
3axapoBu4

Pamuenko I'anna
JmutpiBHa

Pynenko KoctsaaTrH
Bonoaumuposnu

Pynenko Hanis

MuxkomnaiBHa

Pycnak Annpiit
OpecToBuu

Cepaues [Imutpo
Bonoaumuposuu

CranicinaBuyk Mukosna
AnamoBuY

Tpy6a Spocnas
ITerpoBuu

XanenoBa Banentnna
AmnHaroniiBHa

3

TIOLIEHT Kadeapu BHYTPIIIHIX xBOopoO Ne 2, HarioHampHOTO MEIMYHOTO
yHiBepcuteTy iMeHi O.0. boroMomibIs, K.M.H.;

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

3aBimyBad Kadeapu CIMEHHOI METUIMHU 1 aMOyJIaTOPHO-MOIKIIHIYHOT
moromMord HarmioHanpHOT MequuHOI akazeMil HICISIAAILIOMHOI OCBITH
imeni [LJI. llynuka, a.M.H., mpodecop, TOJOBHMHA  IO3AIITATHUNA
cremiamict MO3 VYkpaiHu 31 coemiaabHOCTI «3arajibHa TpakTHKa —
ciMeiiHa MeIUITUHAY;

3aBiqyBay  Kadeopu  MpoONEAeBTHKM  BHYTpImIHIX  XxBopoO Nel
HamionansHoro Meauunoro yHiBepcutety iMeHi O.0. boromounbiis, dieH-
kop. HAMH Vkpaiau, 1.M.H., npodecop, TOJOBHUN IO3AIITATHUN
crenianict MO3 Ykpainu 31 cerianpHocTi «Teparisny;

NPOBIIHUN  HAyKOBUM  CHIBPOOITHUK  BIIAULY  CHMITOMAaTHUYHUX
rimeprensiii  JlepxaBHoi ycraHoBu «HarioHanbHUE HayKOBUH LIEHTP
«lHcTUTYT KapI10JIoTii IMeH1 akajeMika M. /. Ctpaxecka»
HAMH VYkpainny», 1.M.H.;

3aCTYMHHUK ToJIOBHOro Jikapst JlepxkaBHoi ycranoBu «HamioHanbHMiA
IHCTUTYT CepLEeBO-CYIUHHOI  Xipyprii iMeHl1 M.M. AmocoBa
HAMH Vkpaian», [I.M.H., TOJOBHHH  TIO3AIITATHUA  CIEIiaTicT
MO3 VYkpainu 3i cnemianbHOCTi «Xipypris cepls 1 MaricTpajibHUX CYAUH
y JOPOCIHX;

3aBijyBad Kadeapu AUTA4YOI Kap/ioJorii Ta kapaioxipyprii HamionanbHoi
MeAnuHO1 akaneMii micnsauniaoMuoi ocity imeni [LJI. llynuka, a.M.H.,
npodecop;

JiKap-Xipypr cepueBo-cynuHHui Jlep:kaBHOi yctaHoBH «HarionaapHUM

IHCTUTYT CEepLEeBO-CYIMHHOT  Xipyprii iMeHi M.M. AmocoBa
HAMH Vxkpainny;,
IUTAYUd  JTikap  aHectesionor  JlepkaBHoi  ycranoBu — «HaykoBo-

NPAaKTUYHUNA MEIUYHUN LEHTP AMTAYOI KapHioJorii Ta KapIioXipyprii»
MO3 Vkpainu;

3aBigyBau Kadeapu BHYTpimHKOI MemunuHu Ne 1, BiHHUIBKOTO
HaIll[lOHAJIBHOTO MeAMYHOoro yHiBepcuteTy imeni M.IL. IMuporoma, n.M.H.,
npodecop;

3aBiyBay BIIUICHHS BPOKCHHUX BaJ CEPISl Y HOBOHAPOHKCHHUX Ta JITEH
mojnoamoro Biky JlepxkaBHoi yctaHoBUM «HarioHadbHUH 1HCTUTYT
cepleBo-cyauHHoi xipyprii imeHi M.M. AmocoBa HAMH Vkpainu;

CTapuIMii HAyKOBUH CHIBPOOITHHK, JiKap-KapAiOpeBMaTOIOr JIUTAYH,
3aBiJlyBay BIIUIEHHSM PEKOHCTPYKTHUBHOI Xipyprii Ta maToorii Mmiokapaa
HepxxaBHoi ycraHoBu «HayKoBO-IpaKTMYHMA MEIWYHHUA LEHTP AWUTAYOL
KapJioJorii Ta kapaioxipyprii» MO3 Vkpainu.
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MetoauyHuii cynposia Ta ingopmaniiine 3a0e3ne4eHHs
I'opox €Brewniit HaYaJIbHUK BIIIUTYy SKOCTI MEIWYHOI JIOMOMOTH Ta 1H(OpMaliiHUX

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

MenbHUK €BreHis HAYaJIbHUK BIAJAUTY JOKa30BOi MeTUIMHHU JlepKaBHOTO MiAMPUEMCTBA

OnekcaHapiBHa «JlepxkaBHuii excrieptuil eHTp MO3 YKpainny;

Mirens Onexcanap 3aBilyBa4 CEKTOPY CKOHOMIYHOI OIlIHKM MEIUYHUX TEXHOJOTIH

Bosogumuposuu JepxaBHoro  miampuemMcTBa  «JlepkaBHHM ~ €KCHEPTHUH  IICHTP
MO3 Vkpainny;

Hunkina Onena HAYaJIbHUK BTy METOIUYHOTO 3a0€3Me4YeHHs HOBITHIX TEXHOJIOTIH Yy

OnekcaHapiBHa chepi oxoponu 31m0poB’st JlepkaBHOro mignpueMcTBa «JlepkaBHUMN

excriepTHUi neHTp MO3 Ykpainn».

[epxaBHuii ekcnieptauii neHTp MO3 Ykpainu € 4wieHom
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(Mi:xxHapoaHuii IPOeKT 3 aganTauii KIiHiYHUX ’
HACTAHOB) A
r
Penen3zenTu:

AmocoBa Karepuna pekxrop HamionansHoro menuunoro yHiBepcutery iMeHi O.O. Boromo:mbig,
MukonaiBHa 3aBiyBay Kadenpu rocmitaibHOi Tepamii Ne 2,  4IeH-KOPECIOHICHT
HAMH Vxkpainu, a.M.H., mpodecop;

[Iepuesa Tersana 3aBiayBad Kadenpu BHYTpimiHbOI MeaunuHu Ne 1 JlepkaBHOro 3akmany

OunexkciiBHa «JlHinporneTpoBChbka MeAWYHa akajaemis MiHicTepcTBa OXOPOHHM 370POB’S
VYkpainu», unen-kopecnnonaeHT HAMH VYkpainu, ronosa J{HinponeTpoBcbKoro
00J1acCHOT'0 TOBapHUCTBA TEPAIeBTiB, 1.M.H., podecop;

Tonypos bopuc I'enepanbunii  gupekrtop  [epxaBHol — yctaHoBu  «lHCTUTYT — cepud
MuxainoBud MO3 Vkpainny, unen-kopecriongieHT HAMH VYkpainu, 1.M.H., npodecop.

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

BNP — Harpiliyperunanuii ropmoH (B-Turry)
NT-proBNP — N-kinmeBuii mpomentu
HaTpiypeTHYHOTO ropMony (B-Tuiry)
R-rpadis — pearrenorpadis oprais rpyaHoi
KIIITUHU

AJIT" — acoriiioBana JiereneBa rinepreHsis
AJIT-BBC — nereneBa rinepTeHsis,
acoliiioBaHa 3 BpOJXKCHUMH BaJlaMU CEpLIs
APE — aHTaroHicTu peuenTopiB eHJ0TeIIHY
BKK — 61okaTopy KaibIlieBUX KaHATIB

B/B - BHYTPIITHLOBEHHUIA

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

BIIC — BeHTHNSAIIHHE-TIepdYy3iiiHE
CHIBBIIHOILIIECHHS

I'TT — rpagieHT TpaHCIYJIBMOHAJIBHOTO
TUCKY

JMIIII — nedexT mMixknepencepaHoi
NEPEropoiKu

JMIII — nedexT MiKIUTYHOUYKOBO1
MIEPErOpOIKH

EKT — enexrpoxapaiorpadis

ExoKTI" — exokapaiorpadis

IJIAT — igionaTiyHa JiereHeBa apTepiajibHa
rinepreH3is

IJIT" — igionaTuyHa jereHeBa rinepTeH3is
IXC — imemiyna xBopoba ceprs

KIIC — karerepuzarlisi mpaBuX BiIIITIB ceplis

KT — xomn’totrepHa ToMorpadis

KT-BP — xomn’rotepHa ToMorpadisi BUCOKOTO
pO3pi3HEHHS

JIA — nereneBa aprepis

JIAT — nereHeBa aprepiajbHa TinepTeH31s
JIAT — nereneBuii apTepiaibHUN THCK

JIT" — nereneBa rinepTeHsis

JIIT — niBe mepencepast

JICO — nereHeBuii CyTMHHUNA OIIIP

JIII — niBuii HUTYHOUYOK

MPT — MarHiTHO-pe30HAaHCHA TOMOTpadist
OAK - opasibHI aHTUKOAryJIIHTU

IIII — npaBe nepeacepas

ITHI — npaBuii MITYHOYOK

/11 — MiAMKIpHANA

PK]I — panoMi3oBaHe KOHTPOJIbOBAHE
JOCTIKEHHS

CI — cepueBuii iHaEKC

CH - cepiieBa HEIOCTaTHICTD

CTJIA — cUCTONITUYHUMN TUCK Y JIETEHEBIHN apTepii

T6XX — tecT 3 6-XBUIMHHOIO X0IH50010

TEJIA — tpo6mMoemboutis tereHeBoi aptepii

T3JIA — THCK 3aKJIMHIOBAaHHS B JIET€HEBIH apTepii

V31 — ynbTpa3ByKOBE JTOCIIIKEHHS
DJIE-5 — dpocdomiaecTepasza-5
®3/1 — hyHKIIisA 30BHIITHBOTO TUXAHHS

®@II — pibputALis nepeacepab

XO03JI — xpoHiuHE 0O0CTPYKTHBHE 3aXBOPIOBAHHSAMU

JCTCHb

XTEJIT" — xpoHiuHa TpoMO0eMOOITIYHA JIereHeBa

rinepTeHsis

ul'M® — nukTigHui ryaHo3uH MoHodocdaT
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IHNEPEIMOBA

Jlerenena rinepten3is (JII') — e 3axBoproBanHs a00 yCKJIaIHEHHS 1HIIOTO 3aXBOPIOBAHHS, SIKE M€
porpecyrounii mepedir, 3Ha4HO 3HMKYE SKICTh Ta TPUBAIICTH KUTTS namienta. CBoedacHa JiarHOCTUKA
Ta IpU3HAYEHHS MPABUJILHOTO JIIKYBaHHS JO3BOJISI€ MOKPAIUTH CTaH MAalli€HTa Ta MOJAOBXKUTH TPUBATICTD
KHUTTA. EdexkTtuBHiCTh nAil JNiKaps NpU JTIKyBaHHI KOXKHOTO KOHKPETHOTO MAIlieHTa 3HAYHOKIO MipOIo
3aJICKUTh BiJ Y3TOMKEHOCTI [ii JTiKapiB NEpBHHHOI, BTOPUHHOI (CIerianizoBaHOi) Ta TPETHHHOI
(BHCOKOCTIEIIaTI30BaHO1) MEAMYHOI JONMOMOTH. TOMy CTBOpEHHS JaHOi HACTaHOBH SK pa3 1 Oyio
00yMOBJICHO LIUM 3aBJIaHHSIM.

Meta CTBOpPEHHs JaHOI HAaCTaHOBU IOJIATANIa Yy TPEACTABICHHI NPAKTUYHUX, 3aCHOBAHUX Ha
MIPUHITKIIAX JTOKA30BOCT1, PEKOMEH/IAIIIH 1100 1arHOCTHKY Ta JIiKyBaHHs JII' pi3HHX KIaciB.

HeoOxigHicTh BIPOBaIKEHHS IMX PEKOMEHALIN 3yMOBIICHA!

1. BixcyTHicTiO TakuX B YKpaiHi.

2. BIiACYTHICTIO YITKHX BKa3iBOK, JO KOMIICTCHIIIi SIKUX CIHEI[iaTiCTIB HAJICKHUTh IS KaTeropis
XBOPHX (Kapi0JIOTH, ITyJIbMOHOJIOTH, CYMIKHI CIEIIabHOCTI).

3. 3pocraroyoro moTpedoro JikapiB B iH(popMalii Ipo CyTHICTh 3aXBOPIOBaHHS, Horo ¢opmu,
MIIXOAH 0 JIarHOCTHKY Ta JIKYBaHHS.

4. HeoOximHiCTIO B HaJaHHI JIKapsM MEPBUHHOI JAHKU (CIMEHHMM, JUTBHHYHUM, TEpareBTaM)
JAKOHIYHHUX 1 YITKUX PEKOMEHIAIIIH 1010 11arHOCTUYHUX KPUTEPIiB, IPUUHATUX Y CBITOBIM MPaKTHUIIL;

5. BiACYTHICTIO YITKHX BKa3iBOK IIPO METO/IH JIIKYBaHHS JaHOI IMaTOJIOTi1, 3aCHOBAHUX Ha JOKa30Bii
0a3i 3 pi3HUM pIBHEM PEKOMEHJIAIlIN Ta CTYIIEHEM JJOKa30BOCTI.

6. CrBOpeHHSIM YITKUX cXeM audepeHIianbHOl TiarHOCTUKY pisHUX Gopm JIT.

7. CTBOpeHHSAM alroputMiB AudepeHuiioBaHoro ikyBaHHS pisHHX (opm JII', BpaxoByrouu
HAKONMUYCHUN JIOCBIJ JIIKyBaHHS IIi€l IaTOJIOTii, JOKAa30BiCTh OKPEMHUX IIAXOMIB 1O JIKyBaHHS,
npenaparTiB, IPUUHATUX [T JIIKYBaHHA, Ta yckiaaHeHs JII' 3 ypaxyBaHHAM MOXKIIUBOCTI 3aCTOCYBaHHS iX
B YKpaiHi Ha TaHOMY eTarti.

8. Ilorpeboro monectu iHbopMaIio Mpo AiarHOCTUKY Ta JjikyBaHHs JII' mo cimeitHux mikapis,
TEpareBTiB, MMyJbMOHOJIOTIB, Kap/Ii0JIOTiB, pEBMATOJIOTIB, iIH(EKIIOHICTIB, TaCTPOESHTEPOJIOTIB.

9. OgunailiomlieHHSIM JKapiB 3 MOXJIMBICTIO XIpypriuHoro JikyBaHHS geskux ¢opm JII,
MOKa3aHHAMHU MIOJI0 ONEpPATHBHOTO JKYBaHHS, IX BHJIAMH Ta pe3yJabTaTaMu, IiCIsONepaniiHumM
JTUCTIAHCEPHUM HArJIsI0M.

10. HeoOXigHICTh 3BEpHYTH yBary OpraHi3aTOpiB CHCTEMH OXOPOHHU 3JI0pPOB’S Ha HEOOXIiIHICTh
oprasizauii crenianaizoBanux HeHTPiB JII' 3 METOI0 CTBOPEHHS €IMHOTO PEECTPY XBOPHX, SIKI CTPAXKIAIOTh
Ha JI[', HaaHHS METOIMYHOI Ta JIIKYBaTbHO-KOHCYIBTATUBHOI IOTIOMOTH, TTOJJAJIEIIION0 BUBYCHHS ITUTaHb
eMi/1eMi0JI0r11, €Ti0JIOr1], KIIIHIYHUX MPOSBIB 3aXBOPIOBaHHS Ta JIIKYBaHHS.

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

* JliarHOCTHYHI 00CTEXKEHHS € KOMIUIEKCHUMH T4 4aCTO BUMAraroTh MDKAUCIUIITIHAPHOT B3a€MO/IIT.

* JlixyBaHHs HEe OOMEXYEThCS MpenaparaMu, MOXYTh 3HAJOOUTHCS IHTEPBEHIIIHI Ta XipypridHi
BTpYy4YaHHS.

« JlikyBaHHs € pgoporuMm 1 Mae moOiuHi [Jii. Ycmix JIKyBaHHS 3aJ€KUTh BIJl HPaBHIBHOI
niarHOCTHKU. [Ipu 1IbOMy Ba)KJIMBO MPOBOJUTH PETENbHY AU(EpeHIlialbHy A1arHOCTUKY, BPaXOBYIOUU
npuunny JII' 1 cTyniHb ii TSKKOCTI.

CHHTE3 HACTAHOBHA

3a mpoTOTHN AJanToBaHO! KIIHIYHOI HAacTaHOBU «JlereHeBa TiMepTEH3is» B3ATO KIIHIYHI
HacTaHOBU €Bporelicbkoro ToBapuctBa kapmaionorie (ESC, 2009), €Bponeiickkoro pecripaTOpHOTO
toBapuctsa (ERS, 2009), ®onay aMepuKaHCHKOTO KapAioJ0TriyHOTO KOJIEKY, AMEPHKAHCHKOI acoliarii
ceps (ACCF/AHA 2009, 2013) Tomo, 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 chboroaHi HeBimomi. B ocHOBHOMY 111 JaHi
OTpHMaHi 3 HaliOHAJBHUX PEricTpiB i pe3ynbrariB KiIiHIYHUX aociaimpkeHs (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 pe3symnbraTi 30inbLICHHS MOIHGOPMOBAHOCTI JIiKapiB MpPO JICTCHEBY
aprepiasibHy rineprensito (JIAI') 3poctae 1 piBeHb BUSIBICHHS 3aXBOPIOBaHHS.

3a MaHWMH emiaeMiONOTIYHOr0 JOCTiKeHHs, B skomy JII' BuM3Hauanmacs mpu exokapmaiorpadii
(ExoKT") obcrexenHi, i3 480 namieHTiB, y SKuX OyB IiIBUIIEHUM CHCTOJIIYHHIA THUCK B JIET€HEBiH apTepii
(CTJIA), 78% wmanmu 3axBoproBaHHs cepus, 10% — 3axBoproBaHHs Jerenn, 3,5% — JIAL, 1,5% —
tpomboemOotito nereneBoi aprepii (TEJIA) (Gabbay E. et al.,, 2007). 3a mammmu YmupaBiiHHS 3
KOHTPOJIIO XapuoBUX MPOAYKTIB Ta Jikapcbkux 3aco6iB (Food and Drug Administration, FDA, CIIIA) B
CIIA xinbkicTs xBopux Ha JII” oninroerbest mpubauzHo B 100 tucsy moneit. ¥ 80-x pokax monepeaHboro
cTopiuusi mpuBogmiacs mudpa 1-2 xBopux Ha | MIH. HaceleHHs. Bike 3a OCTaHHIMU JaHUMU
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 mommpeHicTh
OLIIHIOEThCS B 15 Ha 1 MJTH. 4OJIOBIK, TpU YoMy 1aionaTuyHa jgereHesa rineprensis (J1I) 3ycrpiyaerses 13
gacToTo0 5,9 BumankiB Ha 1 MIuH. Aopocioro HaceneHHs. HaliHwmkumii moka3Huk BusiBneHHs JIAT
ckiazae 2,4 BUMAIKU/MIIH. TOPOCIOTO HACeIeHHs/pik. €Bporneichke emnineMionoriuyne gociimxeHus 2007
POKY miaTBepauIIo JaHi ppaniy3pkoro peectpy 15-50 oci6 Ha miH. HaceneHHs (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 UIT" 3ycTpiuaeTbes gacTime 3a iHmmx (6 Ha 1 mutH.
qosoBik (39,2% ycix BunankiB JIAT). Cimeiina JII' 3yctpivaetsest y 3,9% JIAL, 13 yactoTor0 mMyTamii
ounbiie 50%, cnopaguunux Bunanakis — 20%. JII', acouiiioBana 3 BpopkeHumu Bagamu cepus (BBC) —
11,3%, wyacto 3ycTpivaeTbcsi mnpu cuHApomi El3eHmeHrepa, aAe@exTi MIKIIIYHOYKOBOI 1
MDXKIIEpeICepAHOI Meperopoku (3a3Buuail HeBenukomy, < 1,0 cM 1 <2 cMm y JiameTpi BiAINOBIIHO),
3araJpHOMY apTepiaibHOMYy CTOBOYpi, mpu Bajgax cepi 3 JII' micns xipypriunoi kopekmii Baau. JIAT,
acoriiioBaHa 3 CUCTEMHHMH 3aXBOPIOBAHHSAMH CIIOJIy4YHOI TKaHUHM, cTaHOBUTH 10,4% cepen XxBopuX Ha
JIAT, i3 3acToCcyBaHHSIM aHOPEKTHYHHX TpenapaTtiB — 9,5%, 3 BUI-indexmiero — 6,2%.

JIAT 3ycTpivaeThes IpH pi3HUX KIIHIYHUX 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 cnopamudHe 3aXxBOPIOBaHHs 0€3 CIMEHHOro aHaMHe3y Ta
BIJOMOT'0 TPUTEPHOTo (hakTopy. 3a JaHUMH aMEPUKAHCHKOTO peecTpy cepeaHii Bik marieHTiB 3 UJII' B
1981 poui cknanaB 36 + 15 pokis. JIAI' Tenep miarHocTyeTbes OUIBII YAaCTO y JIIOAEH MOXUIIOTO BIKY, Y
3B’S3KY 3 UMM CepeHiil BiKk XBOpHX 3 Bepie giarHocroBanoro 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 TYy>K€ PI3HUTHCS.

@akropu pusuky JIAI' BU3HauarOThCs SIK Oynb-sKi (haKTOpH, SKI MOXKYTh CHPHUATH BHHUKHEHHIO
a00 TparTh POJb y PO3BUTKY 3axBoproBaHHsA. DakTopw PU3HMKY KIACH(IKYIOTHCS SK Ti, IO TOYHO,
BIpOTiJTHO, MOXKJIMBO Ta HeBiporigHo moB’si3aHi i3 JII'. ToyHO mMOB’sS3aHUMM € Taki, fKi 3a JaHUMU
0araTtbOX eIMiJIeMIONOTIYHUX JOCHIKeHb MaioTh 3B’sA30k 13 JII', Hampukmam Aeski aHOPEKTHUYHI
npernapaTH, o 3acTocoByBasnucs y 60-x pokax. Biporimaumu hakropamu BBaXKaroThCs Ti, acomianis 3 JIT'
SKUX Oyja JOBEICHAa B OJMHHYHMX JOCIHIKEHHSX. MOXKIMBOIO acolialis BBOKAEThCS, SIKIO MEXaHI3M
aii cxouil 3 TakuM Ui (akTopiB, IO TO4YHO abo BiporimHo moB’s3aHi 3 JII', aje mociimkeHb 3
MIATBEP/HKEHHS I[bOTO 1€ HE MPOBOJUIOCS. MaJoBIpOTiTHUM BBaKA€ThCs (PaKTOp, Uil BH3HAYCHHS
3HA4YEeHHS SKOro Oyll0 MPOBEACHO emiJIeMIONIOTIYHI JOCHiKeHHss 1 3B’s30k 13 JIIT He Oyio
npoaemoHcTpoBano (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).

[Mommpenicte JII' mpu xponiuHiii cepreBiii HempocTatHOCTi (CH) 30imbmIyeThbest 13 301IbIICHHSIM
¢ynkuionanpHoro kinacy. Jlo 60% mnamieHTiB 13 3HaYHMM 3HMKEHHSIM CHCTOJIYHOI (yHKLIi JIIBOTO
nutyHouky (JIII) ta no 70% mamienTiB 13 aiacroniynoro aucdyskiieto JIII moxyTte 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 cynpoBomxkyBatucs JII': maibke y 100% mamieHTIB 3 BaKKOIO
CUMIITOMHOIO MITpPaJIbHOIO Bajloi0 Ta y 65% 3 CUMNTOMHMM 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 3ycTtpivatucs y Outbmie 50% mamieHTiB 13 XPOHIYHUMH — OOCTPYKTUBHUMU
3axBoproBaHHsAMH JiereHb (XO3JI) tsokkoro 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). JII' npu xponiuniii TEJIA y 74,8% mamieHTiB BiqMidaeThCs B aHAMHE31 €Imi30au
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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.). AcoriiioBani ctanu BKIroUaid y 31,9% BumnaakiB TpoMOodiaiuni po3iaau ta
B 3,4% — cruienektoMito. OCTaHHI JaHi TOBOPATh, Mo 3,8% Tux, xTo BWXHB micias roctpoi TEJIA,
MoxyTb Matu JII" mpu xponiuniit TEJIA, Xxo4a 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 Ma PeECMPY YuX NayieHmis.

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

3rigHO 3 BH3HA4YeHHsAM €Bporelcbkoro ToBapucTBa Kapmionorie (€TK, 2008), JII' — me
reMOJMHaMIYHUN Ta NaTo(i310J0TIYHMIA CTaH, SIKUN XapaKTepU3yeThCs MiABUIIEHHSM CEPEAHBOTO THCKY
B siereHeBiid aprepii (JIA) > 25 MM.pT.CT. Ta OIIHIOETHCS 32 JaHUMH KaTeTepu3allii IpaBuX BiIUIIB cepIist
(KIIC).

Crin 3BepHYyTH yBary Ha Te, mo ekcreptu 3 JII' y cBoeMy BU3HAUYE€HHI BUKOPHUCTOBYIOTH MOHSATTS
«cepenHiit Tuck» y JIA, y Toit yac, sk 3a ExoKI™ nocnimxeHHsIM pu HeNpsSMOMY BU3HA4Y€HH1 THCKY y JIA
Bkazyetbess CTJIA. Cepenniii THCK BH3HaudaloTh 3a ¢opmynamu (ix jAekinbka). Haifgacrimme
BUKOPHUCTOBYeThCs popmyna Xikema: Pm =A/3+Pd, ne Pm — cepenniii quHaMiuyHuil aprepialibHUN THCK Y
MM.PT.CT., A — IyJIbCOBUH TUCK y MM.pT.CT.; Pd — MiHIManbHUI a00 A1acCTONIYHUN apTepialbHUI TUCK Y
MM.PT.CT. 200 3a JIOCHTHh PO3IMOBCIOKEHOI0 (opmynor: Pm = 0,42A+Pd, ne A — nynbcoBuii, Pd —
miacTomiyHuid THck (Mm.pT.cT.). Y Takuil cnocid CTJIA, mo BusHauaetbess npu ExoKI', Bummii
3a3Ha4yeHoro y Bu3HaueHHi JII' 1 1e BBaXKa€eThCsi HOPMOIO.

ITin Tepminom JnereneBa aptepianbHa rineptensis (JIAD') posymitots JII', sxa remonuHaMiyHO €
npekaniiasipHoro (T3JIA < 15 mm pr.ct., JICO > 3 WU) Ta HEMae iHIIUX NpUYMH AJS il BAHUKHEHHS, a
caMeé 3axBOpIOBAHb JIereHb, XpoHIYHOiI TpomOoemOomiyHoi JII' (XTEJI') abo 1HmMMX piakux
3aXBOPIOBaHb.

KJACU®IKALIS JETEHEBOI TIIITEPTEH3
B 3anexHocTi Big 0cOOIMBOCTEN reMOJMHAMIKM MaJIoro KOJia KPOBOOOITY PO3PI3HSIOTh HACTYIIHI
Buau JII" (Tabm. 1).

Tabnuya 1. TemoauHaMiuyHe BHM3HAYEHHSl JiereHeBOi TrimeprTeH3ii 3a pe3yJbTaTaMu
kaTerepu3auii nopoxxuuH 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 wmwm.pr.cr, | 2. JII, o BHUHMKIA
CepIIeBHIA BHUKHJI | BHACIIZIOK 3aXBOPIOBaHHS
HOpPMaJIbHU abo | nereHiB
3HWKEHU I 3.XpoHiuHa

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

* 3rigHo 3 pekomenpanismu ESC-ERS, 2009
JAI'T — piacTonmiyHUN Tpami€HT THCKY (II1aCTONIYHMM THCK B JIETEHEBIM aprepii — cepeaHiid THCK
3axiuHIOBIOBaHHS T3J1A).

Kniniuni cranm 3 HasHicTio JIIT mopminstoThest Ha 5 Tpyn 3 pi3HOMAHITHUMH IaTOJIOTIYHUMH,
1naTo]i310JI0TTYHUMHU, IPOTHOCTUYHUMH OCOOJIMBOCTSAMU Ta MiAX0JIaMU JI0 JIIKYBaJTbHOI TAKTHKH.

OnogJleHa KiIiHiYHA KJIacupikanis JereHeBoi rinepreHsii

(3rimno 3 ESC-ERS-2015)

1. JlereneBa aprepiaabHa rineprensis (JIAI')

1.1. InionaTuuna (1JII")

1.2. Cnankosa:

1.2.1. Myrartis reHy, o KoJaye perentopu MOpPOreHETHUHOTO MPOTEIHY KICTKOBOIO MO3KY —
BMRP2

1.2.2. [Hmi myTtamii

1.3. JIT", acomiioBana 3 jikaMi a00 TOKCHHAMHU

1.4. JIT', acowiiioBaHa:

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. Hluctocomo3oM

1’ BeHOoOKTI03UBHA XBOpOOa JIereHiB 1/a00 reMaHrioMaTos3 JereHeBUX KanuisipiB:

I’1. Inionatuyna

1’2 CnagkoBa:

1’2.1. EIF2AK myTarttis

1°2.2. Tamni myrarnii

1’3.In1yKoBaHa J1KaMu, TOKCUHAMHU Ta pajiali€ero

1’4 AcomiiioBana 3:

1’4.1. 3axBOpIOBaHHIMM CIIOJIyYHOT TKAHUHU

1°4.2 BUI-indekmismu

17 Ilepcucryroua JII' HEMOBIIAT.

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

2.1. CucroniyHa JUCYHKIIIS JIIBOTO HUTYHOUKY

2.2. MiacroniyHa AUCHYHKIIS JIIBOTO IUTYHOUKY

2.3. 3axBOproBaHHS KJIallaHiB

2.4. Bpomxena/naOyta oOCTpPyKIIisi IPUTOKY/BIITOKY Ta BPO/PKEHA KapioMionaris

2.5. BpomkeHi/HaOyTi CTEHO3U JIETEHEBUX BEH

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

3.1. [Ipu xpoHi14HI 0OCTPYKTHUBHIN XBOPOOI JIETreHIB

3.2. ITpu inTepcTHLIIATBHUX XBOPOOAX JIETEHIB
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3.3. [lpy iHmMKX 3aXBOPIOBAHHSAX JIETEHIB 31 3MIMIAHUMH OOCTPYKTHBHO-PECTPUKTHBHUMHU
OpUYNHAMHA

3.4. Ilpu nopymeHHi IUXaHHs i 9ac CHy

3.5. [Ipu rinoBeHTWIISIIHIN TTATOJIOT1] AJIBBEOJT

3.6. [Ipu xpoHiyHOMY TIepeOyBaHHI Ha BUCOKOTIp 1

3.7. [Ipu Bajgax po3BUTKY JIETCHIB

4. XpoHiuHa NOCTTPOMO0eMO0JIiYHA JIeTeHeBA TinepTeH3ia

4.1. Xponiuna Tpomboem6boiiuna JII'

4.2. T oGcTpykuii JereHeBoi aprepii:

4.2.1. Anriocapkoma

4.2.2 Inuni iHTpaBaCKyJISPHI MyXJIHHU

4.2.3.Aprepiit

4.2.4.BpoKeHi CTEHO3H JIETEHEBUX apTepiit

4.2.5. TlapazutapHi ypakeHHs (THIATHI0313)

5. JII' i3 HeBitoMumMu Ta/a00 6araToGakTOPpHUMH MeXaHi3MaMHu

5.1. I'emaTosyoTiuHI 3aXBOPIOBAHHS: XPOHIYHA TEMOJITHYHA aHeMis, MiejgonporidepaTUBHI
3aXBOPIOBAHHS, CIUICHEKTOMIs
5.2. CucTeMHi 3aXBOPIOBaHHS, CapKOif03, TicTionuTo3 X, JiMdaHrioneiioMioMaros

5.3. MetabomiuHi NOPYIICHHS: XBOPOOW HAKONMWYEHHsS TJIKOTeHY, XBopoba ['omre, 3aXBOprOBaHHS
IIMUTOBHJIHOT 321031

5.4. [Hmi mpuuywHM: JIereHeBa MyXJIMHHA TPOoMOOTHYHA MiKpoaHriomarisi, ¢(iOpo3yrounii
MeEJIIaCTHHIT, XpOHIYHA HUPKOBA HEJOCTATHICTh, cermeHTapHa JII'

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

- cunnpom Eiizenmenrepa (BKIOYae BCi BENHMKI IHTpa- Ta €KCTpakapAialbHI JOeeKTH, sKi
MOYMHAJIUCS 3 CUCTEMHO-JIETEHEBOIO IIYHTYBAHHs Ta IMPOrpecyBajld 3 4acOM JI0 3HAYHOT'O IT1JIBUILEHHS
nereHeBoro cyauuuoro onopy (JICO) Ta BUHUKHEHHS! 3BOPOTHOTO (JIET€HEBO-CUCTEMHOT0) ITYHTYBAHHS
a00 LIYHTYBaHHS B 000X HamnpsMKax; [[1aHO3, BTOPUHHUN €pUTPOLIUTOM, MHOKUHHE Ypa)KeHHs OpraHis,
SIK TIPaBUJIO, IPUCYTHE)

- JIAT' acouiiioBaHa i3 CHCTEMHO-JIET€HEBUM 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 migsuiieHuit JICO Ha doHi Manoro pos3mipy nedekra
(edeKT MIKIUTYHOUKOBOI NMEPETUHKU MeHIe 1 cM, JedeKT MiKnepeacepaHoi MepeTHHKU MEHIIe 2 cM
3riJHO JaHMMM €Xokapaiorpadii), BBaXKaeTbcs, 110 TAKUH Maauil po3Mip HE MoOXKe OyTH MNPUYUHOIO
niasumends JICO, kiiHiYHAa KapTuHa Jyxke cxoxa Ha imionmatnuny JIAD; 3akputrs nedexry
MIPOTUIIOKA3aHO)

- JIAT' micns kopekuii nedexTy (Bpo/ukeHHa Bajga Oyna CKOpUroBaHa aje 3pasy Micis
ONEepaTHUBHOTO BTPY4YaHHs abo0 depe3 MICALI/POKM TICHs omepamii Npu BIJACYTHOCTI 3HA4YHOTO
nicisgonepaniifHoro ypaxenns Bunukae JII)

B 3anexHocTI Biji pIBHIO Ypa)K€HHs JIET€HEBO1 apTepii pH XpoHIuHii TpomboeMOomiuHiit JII' icHye
KJIacudikaiiss Jamieson 3a gaHuMu aHriorpadii JereHeBUX CyAUH:

- tun [. TpoMOM 3HaXOASTHCS B IICHTPATBHUX JIETEHEBUX apTEPisix

-tun II. Hemae TpomOiB B LEHTpabHUX CyIWHAX, € MOTOBIIEHHS IHTUMH Ta YPaXX€HHS OCHOBHX
JOJTHOBUX Ta CETMEHTApHUX apTepii

- tun III. YpakeHHs 0OMeXeHO cerMeHTapHUMU a00 cyOcerMeHTapHUMH JIETEHEBUMH apTepisiMu

-tun [V. YpaxeHnHs qpiOHUX TiI0K.

Xipypriune JnikyBaHHs mnpoBoauthes npu [-III tumax ypaxenns (mpu III Tumi, sk mpaBuio,
MPOBOAUTHCS OanoHHa aHriomiactuka). [Ipu tumi [V Xipypriune jiKyBaHHS HE TOKa3aHe.

CporosiHi ekcrepTd Ta BYEHI OUIbIIY yBary HpUIUIAIOTH JIETE€HEBil apTepianbHiid rinepreHsii
(JIAT). Mosga #iae npo 1, 3 1 4 nynktu kiacudikamii, TOMy 1o came npu npekanuisipaux ¢opmax JII'
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(Tabn. 1) Big3HAYAETHCS TSHKKUN MPOTHO3 3aXBOprOBaHHA. Po3poOka CydacHUX BHIIIB JKYBaHHS TaKOX
B1IOYBAETHCS ISl IIUX TPYI XBOPHUX, 110 HE 3aBXKIU MOKe OyTH anpoKcuMoOBaHO Ha i Gopmu JIT.

Hns ominku crynens JII' mpu Beix ¢opmax BHUKOPHCTOBYIOThCS pexoMenaanii BOO3 (2003) 3
BHJIUICHHSIM 3-X CTYIEHIB IMiABUIICHHS TUCKY B JIA:

Jlerkuii 25-45 MM.pT.CT.

Cepenniit 46-65 MM.pT.CT.

Bupaxxenwnii — Ginbie 65 MM.pT.CT.

Bianosigno no ¢ynkmionaneHux kiacie CH ekcnmepramm BOO3 (1998) Oyna 3amponoHoBaHa
¢bynkuioHanpHa kiacH Qixamis JII:

I ®K — Hemae 3HayHOTO OOMEKEHHS 3BHYaiHOI (hI3WYHOI aKTUBHOCTI, 3BHYaliHa aKTUBHICTh HE
BUKJTMKA€E MMOCUJICHHS 3aMIIKH, c1a0KOCTi, 600 B TPYIHIN KIIITHHI, TpecuHkore (6e3cummnromua JII').

II ®K — nomipne 3MeHmeHHS (i3UYHOT AKTHBHOCTI; y CIIOKOi TUCKOM(OPT BIJICYTHIH, aiye
3BHYAHUN PIBEHb AKTUBHOCTI BHKIIMKAE TOSBY MOMIPHHUX CHMIITOMIB (3aJHILIKH, CJIAOKOCTi, O0Jt0 B
TPYAHIN KIITHHI, TPECUHKOIIE).

III ®K — 3Ha4yHe 3HMWKEHHS (PI3UYHOI AKTUBHOCTI: Y CIIOKOI AUCKOM(OPT BIACYTHIiH, ajge MEHIIUH,
HIX 3BUYaiHUI, piBeHb aKTUBHOCTI BUKIIUKAE TIOSABY MOMIPHUX CUMITOMIB (3aIUIIKH, cTaOKOCTI, OO0 B
IpyIHiN KITITHHI, TPECHHKOTIE).

IV ®©K — 3agumka Ta/abo cnabKiCTh y CHOKOi: CUMITOMM 30UIBLIYIOTBCS NPH MIHIMAJIBHOMY
HABaHTAXXCHHI, HE3/IaTHICTh BUKOHYBATH Oyab-siKi (i3WYHI HABaHTAXXEHHS, MOXYTb OyTH NPHUCYTHI
O3HAKH MPABOILIYHOYKOBOI HEJIOCTATHOCTI.

OdyukmioHanbHa Kiacu(ikais BaKIWBa I OIIHKK TSKKOCTI Ta mporHo3y xBopux Ha JIAT, a
TAKOXK JJIs TIOKA3aHb 11010 PI3HUX METO/IB JIKYBaHHS Ta OI[IHKH PE3yJIbTATIB X 3aCTOCYBaHHS.

3. MOP®OJIOT'TYHI 3MIHHM ITPH JIETEHEBIV I'IITEPTEH3II

s Bcix popm JIAT 3aranbHUMU O3HAaKaMu € rinepTpodis Ta/abo muiaTamis MpaBoro MITyHOUYKA
(I1IM), nunarauis npasoro nepeacepas (I111), po3mupeHHss 0cCHOBHOTO cToBOypa Ta roloBHUX Tiiok JIA.
CriHka cToBOypa Ta BEJIMKUX TUIOK CTa€ TOBCTIMION. Bim3HawaeTbes mimoino3 ix cTiHOK. I[HTHMa Mae
JeKiJbKa eIacTUYHNX MeMOpaH, 110 HaJaroTh il mapyBartoi Oynosu (puc. 1).

Puc.1. Cminka senuxoco cmosbypa JIA. [llapysama 6yoosa inmumu

CrynmiHb BUPaXEHOCTI IUX 3MIH 3aJIXKUTh B BHCOTH THCKY B JIA, BEIWYMHH JIETr€HEBOIO
cyaunnoro onopy (JICO) i TpuBasnocTi 3axBoproBaHHs. Pi3Hi piBHI onopy npu mpe- i moctkamiaspuii JII'
MO3HAYAIOTHCSI HA MOP(OIIOTIUHINA KapTHHI JIETEHEBUX CY/IUH.

[Tpu npekanimsipuux ¢opmax JII' (JIAT), y nepury uepry npu UII', sik eTanoH maToricToJOTYHUX
3MiH 1 KIiHIYHUX TIposiBiB JIAT, 10 maTOMOTIYHOTO MPOIEeCy MPUETHYIOTHCS JIETEHEB1 apTepii MepeBaKHO
apibHoro kamiOpy (40-300 mMxm y amiameTpi), 3MiHM B CyAMHax cuctemMu JIA 3HauHO BHpakeHI Ta
CTOCYIOTBCSl BCIX IIapiB CTiHKH: Tpoiidepartis iHTHUMH, aX A0 oOiTeparii cynuHU. XapaKTepHUH
PO3BUTOK BHYTPILIHHOJETEHEBUX IIYHTIB 1 YTBOPEHHsS TJIOMYCHMX aHacToMo3iB. Yacto (3a HammMmu
naHuMu 63bko 90%) y ApiOHKUX CyIMHAX JIET€HIB BUSBISIOTHCS MIKPOTpOMO03Hu (pHcC. 2).

Mopdonoriuni  o3naku JIAI' mnpu  CcHCTEMHHUX  3aXBOPIOBAaHHSX  CIHOJYYHOI  TKAaHWHHU
cnocrepiratotbes y 80% maiieHTiB, NpyU NOPTaNbHINA TinmepTeH3ii y 6 pasiB yacTimie, HIX y 3arajibHii
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nonynsnii, npu BIJI — y 600 paziB yacrimie, HiX y 3araibHiid MOMyJsMii, cepea THX, AKi NPUAMAIOTH
mpenapar aMiHOpEeKC, 110 3HUXKYE aneTuT, yactota JIAT B 52 pa3iB BuIa, HIX y MOMYJISIIII.

Puc. 2. Ilponighepayisn inmumu y OpioHill 1ecenesitl CyOuHi.

[Tpu noctkaminspuiii JII' B apTepionax i ApiOHUX apTepiix BUpaKeHa rinepTpodis HUPKYISIPHUX
M’SI30BHX BOJIOKOH, 3’SBJISIIOTHCSI JTOJIATKOBI €JacCTU4HI MEMOpaHM Ta TO3J0BXKHIM M S30BHH IIap,
pO3TAIlIOBAaHUI 3CepeMHN BiJ BHYTPILNIHBOI eJacTUYHOI MeMOpaHu. 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 jereHeBuXx cyauH npu JIAT, posninuBimm ix Ha 6 cramiii: | cranmis
(rimeptpodis menii) 1 Il (kaiTuHHA mposmideparris IHTUMH) € TTOYaTKOBUMH Ta, MOXJIMBO, 00OPOTHHUMHU.
Cragis III xapakTepusyeTbcsl OKIIO3IMHMMH TPOCBIT 3MIHAMH — MOAAJIBIINM ITOTOBIIECHHSAM MEii,
rineprurazii iHTUMU Ta ¢iOpo3HOo-enacTuyHOi TkaHuHHW. Crtamis IV — BUTOHUYEHHsS Menii, aujaTarlis
CYyIWHH, OKII03is ii mpocBity ¢iOpo3Horo TkanuHOw. Il cramis — B HalkpamoMy BHUMAJAKy YaCTKOBO
obopotHa. IV cragis —abcomorHo HeobopotHa. Cramii V 1 VI € TepMiHaTbHUMU — BHUHHUKAIOThH
AHTIOMAaTO3HI 3MIHM Yy BHIJISIII MHOXXHHHUX TOHKOCTIHHHMX CYAMH, SIKI TPOJOBXKYIOTHCS Y KamlIApH
ctiHok anbBeos (V), GiOpuHOITHUI HEKPO3 1 THKKUNA PEaKTHUBHUM 3amalibHUN €KCyAaT y BCIX HIapax
cyauH (VI).

Opnak KJIiHIYHE 3HAYeHHS BUSABIEHHS XapakTepHux ans JIAD TicTONOriYHHMX 3MiH y JIET€HEBHX
CyIMHaxX HE3HayHe, TOMY LIO0 JUIsl iX BUSBJIEHHS HEOOXi/JHa MPHKUTTEBA O1OICIs 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 JIAT y Benenii y 2003 p. (taba. 2). s
kiacudikaiisi Mae 3HaYeHHS NOpu MoposoriuHiid iAeHTUdIKalli 3aXxBOPIOBaHHS IIBHUJIIE 3a BCE
MIOCMEPTHO.

Komenmap pooouoi epynu:
B Vkpaini cmanom na 01.01.2016 p. Aminopexc ne 3apeecmposanuii K IiKapcoKuul 3acio.

Tabnuya 2. Mopdosoriuaa kjaacugpikanisi BacKyJonariii npu JiereHesiii rineprensii

Kaacudikaunis 2003 p. Tunosi mop¢oJioriuni o3HaKku

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

0e3 TPOMOOTHYHHX MOUIKO/KEHB Meii.

2. TpoMOOTHYHI 3MiHU TpomOu (cBiXki, IO OPTaHi3OBYIOTHCS, OPraHi3oBaHi 1

CUTOIOAIOHI pekaHaizailii);

Pi3Huit crynine rineptpodii Menaii, BICYTHICTh
TIeKCH(OPMHUX TIONITKO/KEHb

3. BonpoBana rineprpodist memii [ToToBIIEHHS cepeaHbOI M’ I30BOT 0OOJIOHKH

M’SI30BUX apTepiid, BIACYTHICTh BUPAKEHUX 3BUYANHUX 1
OOCTPYKTHBHHX 3MiH IHTUMH
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4. ®ibpo3 inTHMH Ta TinepTpodis | ExkcienTpuyHa abo KOHIIGHTpUYHA IIapyBaTa

menii npounidepanis ta $idpo3. PizHuit cTyninb rineprpodii
MeJIii; BIICYTHICTh TPOMOOTHYHUX a00 TUICKCU(OPMHHUX
TIOIIKO)KCHb

5. I3onpoBanuUit apTepiit AxTuBHMIM a0o0 3racarouuil  apTepiit, OOMEKCHHI

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

6. JlereneBa BeHOOKITIO31itHA XBopoOa | DiOpo3 IHTUMH Ta peKaHATI30BaHI TPOMOM, OKJIIO31HHI
apTepiaiizoBaHi BEeHH OBHOKPOBHI

7.JlereneBuii KaniIsIpHAMA HoBoyTBOpeHHsI TOHKOCTIHHHX KPOBOHOCHHUX
reMaHrioMaTo3 CyIWH Yy JEreHeBil MmapeHximi, mieBpi, OpoHXax Ta
CTIHKaX JISTCHEBUX BEH 1 apTepii.

4. TIATOT'EHE3 JIETEHEBOI I'IMEPTEH3II

[Tatorenernuni mexanizmu JII' pi3HOMaHITHI, TpUYOMY, B 1i BUHHUKHEHHI i MPOTrpECyBaHHI MpHU
PI3HUX 3aXBOPIOBAHHSAX MOXYTh OpaTH y4acThb JAeKinbka (pakTopiB ogHOYacHO abo mociigoBHo. Ha ¢oni
HOBHX IPEJCTABICHb KIIOYOBOIO JIaHKOIO maroreHe3y JII' € mucdyHKIis €HAOTENI0 JEeTeHeBUX CYyIUH.
Bona Moe BUHUKAaTH 4epe3 CMaJIKOoBI MEXaHi3MU Ta Mij BIUTMBOM ()aKTOPIiB 30BHILIHBOTO CEPEOBUIIA,
SKi 3MIHIOIOTH 0anmaHc MeTaboi3My OKCHIY a30Ty, 3 OJHOTO OOKY, i €HJOTENHY Ta TPOMOOKCAaHy — 3
iHmIoro. Lle npu3BoUTH 10 MOPYIIEHb Ba30aKTUBHOCTI JIETEHEBUX CYJIUH 1 IX Ba30KOHCTPHKIII.

OnHUM 13 KIIFOYOBUX MOMEHTIB € 30UIBIICHHS! KOHIICHTpAIii eHJI0TEiHY Ta aKTHBAIis PELUENTOPIB
10 HbOTO. [IpHUnHOI0 POCTY KOHILIEHTpAIIl €HAOTENIHY MOXKe OyTH sIK 301IbIICHHS HOro MpOAYyKIii, Tak i
3MEHIICHHS Oro yTHIIi3alii B JIeTeHsX. [HIIMM BakIMBUM MeXaHi3MoM y maroreHesi JI[' € mopymeHHs
cuHTe3y abo nocrynHocti NO. Baromum enementom y natorenesi JII' € Takox akTupailisi TpOMOOLIUTIB,
sIKa CYMPOBOIKYETHCSI BUBUTHEHHSM IUJIOTO Py 010JIOTIYHO aKTHBHHUX PEYOBHH: CEPOTOHIHY, (haKTOPiB
3ropTaHHsl KpoBi, TpombOoruTapHoro Qaxktopy pocty. HacmigkoM 1IbOro € mpokoaryiasHTHHH CTaH y
cucreMi JIA Ta BUHUKHEHHS TPOMOOTHYHHX YCKJIAQJHEHb. YCI 3a3HaYeHl MOPYIICHHS HPU3BOIATH 10
OCHOBHMX HAcCIiJKIB AUCOYHKLII €HAOTeNilo, fAKi XapakTepHi Juis Bciei 1-oi rpynmu — snecenegoi
apmepianvhoi einepmen3ii (JIAL):

1. Ba3oKOHCTpHUKIIIT;

2. Pemonynsuii cyauH;

3. TpoMOOyTBOpPEHHS.

3a3HaueH1 MexaHi3Mu po3BUTKY JIA € 3aranbHuMu i Beiei rpynu JIAT (cxema 1).

Onnak JIAT mpencraBisieTbes 3a MaTOT€HE30M HEOJHOPIIHOIO TPYIOI0 Ta Juid KoxkHoro Buay JIAT
€ 1€ ¥ 101aTKOB1 MEXaH13MHU 1i pO3BUTKY, 1110 HEOOX1/THO BPaXOBYBAaTH B JIIKAPCHKIii MpaKTHUIIL.

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, J1yKe
CKJIAJHO BWSIBUTU €AuHy npuumHy po3Butky LJII. Jlo i ¢opmyBaHHS MaioTh BiTHOLICHHS Oarato
MEXaHI13MiB, 110 PEali3yloThCs Ha PI3HUX PIBHIX — B TEHETMYHOI'O Ta MOJIEKYJIIPHOIO JI0 CUCTEMHOTO.
Astopu Koncencycy ekcrieptiB ACC i AHA (2009) BBakatoTs, 1mo B npomy BigHomeHHi JIAIT moxHa
3pIBHATH 3 OHKOJIOTIYHMMH 3aXBOPIOBAHHSAMH a00 aTepOCKIEPO30M, BPaxOBYIOUM BCIO CYKYIHICTb
MPUYHH, CIPUSIOYNX (PAKTOPIB 1 HATOTEHETHYHUX MEXaHI3MIB.

Ha cporoani onHi€ro 3 BiloMux npu4uH € Mytailis rena BMPR2, mo 3a3Buuail ycnaakoByeTbes 3a
ayTOCOMHO-/IOMIHAHTHUM THUIIOM 3 HETIOBHOIO NIEHETPAHTHICTIO TeHa. Lleil BapiaHT Ha3uBaeThCs «CiMelHa
JIAT » 1 3yctpiuaerbes MeHIe Hix y 10% ycix BunazaxiB narosiorii. OlHak BCTaHOBJIEHO, 110 ICHYE TaKOX
ayTOCOMHO-pelecuBHl (OpPMH  YCMAAKyBaHHS JIETEHEBOI TIMEpPTeH31li 1 BWAUIEHO O€37id 1HIINX
HereHeTMYHHUX npuuuH JII', mpu 1boMy 3HayHa 4yacTKa iX HE € OYEBHJHOKO MPUUYMHOIO PO3BUTKY Ili€l
HaTOJIOT .

Hnst cnopaouunoi hopmu IJII" BUsBACHUN LU psiA MOKIMBUX (PAKTOPIB PU3UKY i1 PO3BUTKY: JIKU
Ta XiMiyH1 pedyoBuHH, BlJI-iHdekuis, nmopragpHa rinepTeH3is TOUIO, sIKI BUKIMKaOTh po3BuTok IJII" 3a
HasBHOCTI TeHeTH4YHOi cxuibHOCTi. ToOTO Ha choroaHi Hemae cymHiBY, o UII' mpencrasnse rpymy
KJITHIYHUX CUHAPOMIB 3 PI3HOIO €TIOJIOTIEN0.

ITpu cnopaguuniit gopmi UII' e moxke Oytu momimMopdizMm reniB, mo KoayioTb NO-cHHTa3y,
kapOamis-pocdar CHHTa3y, CUHTE3 NEPEHOCHUKIB CEPOTOHIHY, a00 1HIII CTUMYJIH, 10 BiANOBIIAIOTH 3a
KOHTPOJIb POCTY JIETEHEBUX CYIMHHHMX KIITHH. ToOTO, OKpeMi MaToOioioriyHi mpouecu B KIITHHAX 1
TkaHuHax xBopux Ha UJII' BctaHOBNIEHO, OJTHAK B3a€MOJIIT IIUX MEXaHI3MIB y PO3BUTKY Ta IMPOTrPECYBaHHI
3aXBOPIOBAHHS TOYHO HEBiZoMi. Mo’KHa MPHUITYCTUTH, IO CMAJKOBA CXMWJIBHICTb pPEaTi3yeThCs Iif
BIIUBOM (DaKTOpiB PHU3MKY, BUKIMKAIOYM 3MIHM pI3HUX TUMIB KITHH (Tpomborut, I'MK,
SHJIOTeiallbHI, 3alanbHi KIITUHH), a TaKoXX B EKCTPALENIONSIPHOMY MAaTPUKCI JIETEHEBOTO
MIKPOIMPKYJISITOPHOTO pyca.

Jucbamanc MiK TpOMOOTHMYHMMHM, MITOT€HHMMH, Ba30KOHCTPHUKTMBHUMHU (akTopamu Ta
MeXaHi3MaMH 3BOPOTHOI Jii — aHTHKOAryJISTHTHHUMH, Ba30JMIATYIOUUMH, CIIPHUSE Ba30OKOHCTPHKINI Ta
TpoMb03amM, TpostihipaTUBHUM 1 3aMajJIbHUM 3MIHAM B JIETEHEBUX CYAMHAX, 110 MPU3BOAUTH 10 PO3BUTKY
Ta MPOrpecyBaHHs MaTOJIOTIYHUX OOCTPYKTMBHHMX MPOLECIB y JEreHeBUX cyAuHax, 30uibmeHHs JICO,
nepeBaHTakeHHs Ta fekommnencarii [11L, cmepTi xBopHX.

[Tpu TEJIA JII" po3BUBA€ETHCS BHACTIAOK 2-X OCHOBHUX MEXaHI3MIB:
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1) oOtyparii rinok JIA TpoMOOTHYHMMH MacamH 1 TOB’si3aHUM 13 uM mnigsuineHHsM JICO, mo
MPU3BOJIUTH JI0 MIOPYIIEHHS SHI0TeMalbHOI (yHKIIT B cyauHax JIA;

2) BIUIMBY pe(dICKTOPHUX 1 T'yMOpPAIbHHUX MEXaHI3MIB i3 BHUBUIBHEHHSM O10JIOTIYHO aKTUBHHX
PEYOBHH 3 €JIEMEHTIB TPOMOIB (IIEPEBaAXHO TPOMOOIIMTIB), IO OCOOJIMBO BAXKJIWUBO I (POPMYBaHHS
noctTpomboemboiunoi 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 3axeopiosannsax cnoayunoi mranunu (CUCTEMHA CKJIEPOJEPMIs, CHUCTEMHMH
YepBOHUI BOBYAK, MOJIIAPTPUT, A0PTO-APTEPIIT 3 ypaskeHHSIM cucTeMH JIA TOII0) MyCKOBUM MEXaHi3MOM
y nartoreHe3i JIAI' Mae 3HaueHHsI 3MEHILIEHHS CyIMHHOro pycia JIA Ta miiBHILEHHS Yy 3B’S3KYy 3 LM
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 mopakodiagppazmanvhux xeopooax, a
TaKOX B 0C10, K1 IPOXKMBAaIOTh HA BUCOKOT1p’1, 0C10 3 CHHIPOMOM HIYHOTIO alHoe, 3 cuHapoMoM IlikBika,
MYCKOBUM CTHUMYJIOM IOPYLIEHHS €HI0TeiaNbHOi (YHKII] JereHeBUX CyIUH € ajbBeosIsipHa TiMOKCis,
mo Oyno JoBeneHO B KiacuyHMX poOotax Eiinepom 1 Jlinbectpanmom (1946) 1 Bimome sik pedrexc
Eitnepa-JlinbecTpanga. 3riiHO 3 ICHYIOUMMH JaHUMHM, MeJIiaTOpaMH CHa3My CYAMH € KaTeXOJaMiHH,
rictramid, aHrioreHsuH II, TpomOokcan A2 1 peski I1HIII NpPOCTarJIaHJUHU, Ba3ONpPECHH, JesKi
neiikorpienu. Cii 3a3HAUYNTH, 10 Ba30aKTUBHI MEI1aTOpU PETYIIOI0Th HE TUIBKM CYAMHHUHN TOHYC, aje
W MPOHUKHICTh CYAMHHOI CTIHKH, BIUIMBAIOTh HAa TPOMOOYTBOpPEHHS Ta Mpojidepaliro IiagKoM’sI30BUX
KIITHUH CYJIUHHOI CTiHKHM, (iOpoOmnacTiB. BaxiauBo 3BepHYTH yBary, IO Il 3MiHH MarOTh NPH IHX
3aXBOPIOBAHHSIX YacTO JIOKAJbHUI XapakTep, BIAMOBIIHO A0 MIISHOK TIMOBEHTWIALI] aibBEOJSPHOI
TKaHUHH.

o natorenernynux MmexaHizmiB JII' y xBopux Ha XO3JI HamexuTh TakoX MOPYIIEHHS (QYHKIIT
JIUXAIBHUX M’S31B, MIABUILEHHS BHYTPIIIHbO-TPYAUHHOTO TUCKY, 301IbIIICHHS XBUJIMHHOTO 00’ €My KpOBIi
B Ppe3yNbTaTi TIMOKCHYHOTO TOJPa3HEHHS XEMOPEIENTOpPiB aOpPTaJbHOI Ta CHHOKAPOTHIHOI 30HH,
MOPYUIEHHsI PeoJIorii KpoBi 3 (GopMyBaHHAM BTOpuHHOI moiinereMii. Ilpu po3Butky JII' y XBOopux i3
COHHHM aITHOE Ma€ 3HAYEeHHS YaCTKOBE 3BY)KCHHS BEPXHIX JTUXaJbHHUX MUISXIB il 4ac CHY.
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YucneHHl KIHIYHI JAOCHIPKEHHS IMX TPYH XBOPUX 3 BUKOpHCTaHHAM karerepusauii ITHI i JIA
JO3BOJIMIIM  3POOMTH BaXMMBUKA BHCHOBOK mipo Te, mo CTJIA y xBopux 3 OpOHXO-JIETEHEBHUMH
3aXBOPIOBAHHSAMHU, SK MPABUJIO, HE BEIMKHM, nocsrae He Outbiie 40-50 MM.pT.CT. 1 mporpecye ayxe
MOBUIBHO, 3pOCTAIOYU 32 2-3 POKU B CEPEIHBOMY Ha 2 MM.PT.CT., @00 MPAKTHUYHO HE 3MIHIOETHCS. Y TOM
K€ Jac CIiJ] BIIMITUTH, 110 HABITh HEBEJIMKE MiABHIICHHS THCKY B JIA y xBopux Ha XO3JI Moxxe MaTi
nporuoctuyHe 3HadeHHs. [Ipu CTJIA > 45 MM.pT.CT. TpUBAJIICTD KUTTA piaKo nepepuinye S pokis (Galie,
2004).

Ilpu 6podocenux eadax cepys (BBC) 31 30UIbIIEHUM JISTEHEBUM KpPOBOTOKOM (zIedexT
MDKIUTYHOUKOBOT meperopoaku (AMIIIT), ne3apomenns aptepiansHoi mnpotoku (HAII), nedexr
MiKkIiepeacepanoi neperoponku (JAMIIIT), 3aranpHuii apTepiayibHuii CTOBOYp, aHOMaJIbHUN JIpEeHaX
JIETEHEBUX BEH, JAe(PEKT a0pTO-JIereHeBO1 meperopoaku, komoiHoBani Baau) JII' 6€3 paHHBOT KOPEKIIil Baj
3ycTpivaeTbes npubnusHo y 30% miteit i3 BBC.

Ha »ainp, y neskux BHUIIQJKax BOHA MOKe 30epiratucs Ta HaBiTh MPOTPECYBaTH, HE3BAKAIOUU Ha
afgekBaTtHe Xipypriune JikyBaHHi. Kpim BBC 3i 30inbmienuM JsiereHeBuM KpoBoTokoMm JIIT moxke
CIIOCTEPIraTUCs MPH HU3LI [IaHOTHYHHUX BaJI, MIBUIIICHH]I THCKY B JIereHEeBUX BeHax (BeHo3Ha JII).

PospizHsaoTs Bpomkeny ta HaOyTy dhopmy JII' mpu BBC. Ynepiie gymMky mpo BpoKeHHIt XapaKkTep
JIT" mpu mux Bagax BuciioBuB Edwards (1950), BusBuBIIM MOAIOHICT y OYIOBI JIETEHEBUX CYAHH IUIOAA
Ta MOMEPIUX XBOPHX 3 KoMmIuiekcoM EizeHMeHrepa. ¥ 1ux BUIagKax yxe B IUTHHCTBI y xBopux 3 BBC
HaBiTh NMPU HEBEITUKOMY INYHTI AoMiHytoTh o3Haku JIAI' 3 Bucokum JICO. Ha ¢oni Bucokoro JICO
apTepiOBEHO3HUN BUKHUJ MPAKTHYHO BIACYTHIN a00 Mae Miclie 3BOPOTHE CKuAaHHs KpoBi. Lo dopmy JII'
13 BBC nesiki aBTOpH Ha3UBaIOTh «BPOKEHUM KoMIulekcoM Eifzenmenrepay.

Opnak, nmpu BBC cnocrepiraerscst vacrimne nHadyra ¢opma JIAL, maToreHe3 sikoi moB’si3aHUil 3
TiNepBOJIEMIE€I0 MAJIOTO KOJa, IO CIOYaTKy MPHU3BOIUTE 10 PO3BHTKY moMipHoi JII', ko cepenHiii THCK
y JIA ne nepesuiye 50-55 Mmm.pT.cT., a JICO 3anumaerscs HopMaiabHUM. Lle Tak 3BaHa rirepBojieMidHa
dopma JII" (bypakoBcekuii B.1. 1 criBaBT. (1975 p.). Hagani npuennyeThes cnasm JETeHEBUX CYIUH 1 iX
pemonynsiia, y 3B’s3Ky 3 uuM miaBuinyerbes JICO, mo Ha piBHI Cy4acHMX 3HaHb CHiJ MOSICHUTH
BKJIIOYCHHSIM (haKTOpa eHIOTEeNiaabHOI AUCRYHKIT 3 KackagoM aucOaiaHCy Ba30aKTUBHUX PEUOBHH Ta
MpHETHAHHSAM MOP(HOJIOTIUHUX 3MiH JIET€HEBUX CYAMH Yy BUIIISLAI mpodidepatii iHTUMH, enacTodioposy
TOILO, Y PO3BUTKY SIKMX MOXJIMBO BIJIIIPalOTh 3HAUYEHHS 1 4acTl 3amajibHI MPoLecH B OpOHXOJIEreHeB1H
cucTeMi B TUTSIYOMY Billl Uepe3 TrinepBosieMito manoro koja. ToOto marorene3 JII' mpu BBC e Takox
CKJIa/IHMM, MalOTh 3HAUYEHHS HACTYNHI (aKTOpH, sIKi NpU3BOAATH a0 JIAL, peMoayssIii CyuH JIEeTeHb,
TPOMOOYTBOpPEHHS:

* nepeBaHTakeHH4 JiBoro nepeacepas (JIII);

* IEPETIOBHEHHS BEHO3HOT'O PYCIIa JIETE€Hb;

* 3aMajbHI MPOIIECH B JIETEHSX;

* peyieKTOpHUIA crla3Mm apTepiod,

* TucYHKIIS €HAO0TENIIO.

ITizHto cranmito B po3BuTky BBC 1 BenMKHMX CyIWH 13 CHCTEMHO-JIETEHEBUM IIYHTOM IIpH
BUHUKHEHHI TIepeXpecHOro abo 3BOPOTHOTO CKHJAHHS KpOBI TNPHHHATO HA3UBaTH CHHIPOMOM
Eizenmenrepa.

Mexanizm po3Butky JIAD npu Bl/I-ingexyii 3anumaerbcs He3posymumnMm. [lpumnyckaersces
Henpsmuil BruuB BUI uyepe3 mmrokinm, enpoteniH-1, poctoBi ¢aktopu, Tomy mo BipycHa JIHK y
KITITHHAX JIETEHEBOTO €HIIOTEIiI0 He BUSBISETHCSA. MOXKIIMBO Ma€e 3HAUCHHS TEHETUYHA CXMIIbHICTh, TOMY
mo JIAT' po3BuBaeTbcs TUTbKM B MeHIIOiI yacTuHM BlJI-iHpikoBaHMX XBOpHX, y TOH k€ 4ac NpHu
nociikeHHl Myrtaniii BMPR2, ski xapaktepni g crnagkoBoi ¢opmu UII' y 20 xBopux na BIJI-
aconiiioBany JIAI', He Oyno BusiBneHo. € mpunyuieHHs, mo B natoreHesi JIAI' y ux XBOpHX MaioTh
3HAYCHHS 1 1HIIN MEXaHI3MHU:

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

CIPUATH Yepe3 CTUMYIIAIII0 SHIOTEMAIbHUX KIITHH, BUBUTBHEHHIO TPAHCPOPMYIOUYOTO (HAKTOPY POCTY
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B, emizepmanbHOTO (haKTOPy POCTY Ta TPOMOOIUTAPHOTO (HaKTOPy POCTY, IO Y CBOIO YEPry MOXKE MOTIM
BIUIMBATH Ha MpOoTideparito eHI0TeNaTbHUX KIIITHH.

3. MoxmmBo 6Oinoxk BUI I[P-120 6e3mocepeaHbo CTUMYIIOE BUPOOHUIITBO MOHOLIUTAMHU
TKaHUHHOTO (haKTOPy HEKPO3y- o 1 eHaoTeiny-1.
4. Takox nependayaeTscsi ayToiMyHHUI MexaHi3M y po3BuTkKy BlJI-acomiiioBanoi JIAT .

VY XBOpUX Ha yupo3 newiHku A0 MATOJOTIYHOTO MPOLECY 3ay4aeThCs Maje KOJO KpOBOOOITY 3
possutkoM JII'. V miteparypi kombinanis JIAI' i mopTanbHOI rinepreH3ii iHOAI OMUCYEThCS i HA3BOIO
«MOPTONYJIBMOHAJIFHA TIMEPTEeH31s». XBOpl Ha MOPTOMYIbMOHANBHY TIMNEPTEH31I0 CTaHOBIATH 8% YyCiX
Bumnaakis JIAT, a y THX, 110 OUIKYIOTh Ha TPaHCIUTAHTALlIO re4uinku, yactota JIAT nocsrae 3,5-8,5%, a 3a
nesikuM JaHumu gitepatypu — He menme 10%. [latorenes po3sutky JII' y mux XBopuxX Haifuactimie
MOSICHIOIOTH TIMEPBOJIEMIEI0 MAJIOTO KOJIa KPOBOOOIry BHACIIIOK MOPTOMYJIBMOHAJIBHOTO IITYHTYBAaHHS.
Mae 3HayeHHS 1 MOPYIICHHS METa0oJi3My MICLIEBO IIOYMX Ba30aKTUBHUX PEUYOBHH (OKCHUJ a30TYy,
SHJUITEIHY-1 TOIIO), M0 BUPOOIAIOTHCS CHHYCOIZAJbHUMH KJIITHHAMH, CIPHUSIOTH IiIBUILECHHIO
MOPTAIBHOTO CYIUHHOTO TOHYCY. [IpUYMHOIO TinepIuHaMIYHOIO CTaHy JEreHEeBOTO KPOBOTOKY MOXKYTh
OyTH CyAMHOPO3IIMPIOBAIbHI PEYOBUHH, SIKI HAJAXOSATh YEpe3 MEPEKY MOPTOKABAIBHUX IIYHTIB, TaKi K
TJIIOKOTOH, aJJpeHOMENYIIiH, TPOCTarjJaHAnHU, aIeHO3UH TOWIO, SKi 3a3BUYail BUBOJSATHCS MEUiHKOIO.

Oco0smmBocCTI narorene3y iHIMMX (pOpM JiereHeBol rinepreHsii

Benosna (nocmkaninapna) JII. Jlo ennmotenianbHOi aucyHKmii cynauH y Ourbme, Hik 80-90%
BUIAJKIB MPU3BOAUTH MATOJIOTIS JIBUX BIAIUIIB cepIls, SKI XapaKTepU3YIOThCS IMiJBHUILEHHSM THCKY B
JIII. Tlpm wiTpanbHI HETOCTATHOCTI, AOPTAILHUX Bajax, imemiuHiid xBopoOi cepus (IXC)
JUIIaTalidHIi KapAioMionarii OCHOBHOI MPUYMHOO MiBUIIEHHS THUCKY B JIIT € mopyieHHs: CUuCTOmiYHO1
¢ynkuii JILI, a mpu apTepianbHiii rinepTensii, rineprpodiuniii kKapaioMmionarii, aMiIoino3i cepis paHimie
po3BUBaeThCS niacToniyHa AaucdyHkiis. [Ipu mitpansHoMy cTtenosi, mikcomi JIII, TpomOo3i, y Tomy
YHCII KYJISICTOMY, MigBUIIEeHHS TUCKY B JIII BUHUKaE y 3B’ 513Ky 3 MOPYIIEHHSIM BiITOKY KPOBI 3 HBOTO.

Sk mpaBuio, y Ounbmiocti xBopux JII' i3 BKa3aHMMHU MATOJIOTISIMH HE JOCATa€ BUCOKUX LUD,
BimnmoBigaroun I-II crt. Ile Tak 3Bana macuBHa JII' (mmB. Tabm. 1). V pemrti mux xBopux JII' €
HEMpoMopIiiHO BUCOKOW. BoHa HocuTh Ha3By peaktuBHOi mnoctkaminpuoi JII'. [udepenuiiina
JIaTHOCTHKA MK IMMU (OpMaMU IPYHTYEThCS Ha PI3HULI TPAJAI€EHTy TPAHCHYJIbMOHAJIBHOTO THUCKY —
I'TT (cepenniii Tuck B JIA minyc T3JIA, mo BumiproeThes npu karerepuszanii). SAxmo I'TT< 12 mm.pr.cT.
— ne nacusHa JII', sxkmo I'TT >12 pt. cT. — ne peakrusHa (Henpomnopuiiina) JII. Came npu octanHiH
¢opmi JII' mpu JikyBaHHI, KpIM OCHOBHOTO 3aXBOPIOBAHHS, JOJAlOThCA Ba30JMIATATOPH, SKi
pexkomMenioBaHi s JIAT .

ITpu mitpanbHOMy cTeHo31 MoxknuBe minBuiieHHs CTJIA mo 100 mm.pt.cT. 1 Bume. Lle#t ctan 3
Brcokoro JII" mpu MiTpambHOMY CTEHO31 TO3HAYAETHCS SIK «IPYTUM 0ap’epy», 110 BUHUKAE:

* BHACHIJIOK TPHUBAJIOrO ICHYBAaHHS BUPAXKEHOI'O MITPAJILHOTO CTEHO3Y, TPOMOOYTBOpPEHHS,
3aMnajbHUX 1 CKJIEPOTUYHUX 3MiH y APIOHUX Cy/IHHAX JIET€HIB;

* BHACHIOK BIUIMBY peduektopHux (pednexc KurtaeBa) 1 TrymMopadbHHX MEXaHI3MiB 3
BHUBUILHEHHSIM 010JIOTIYHO aKTUBHUX PEYOBHUH 3 €JIEMEHTIB TPOMOIB (371€01IHIIIOTO TPOMOOITUTIB).

5. IIATHOCTHUKA JETEHEBOI T'IITEPTEH3II
JIT' y xJ1iHIYHOMY 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;

— peHTresorpadis opratiB IpyIHOi KJIITHHH;
— TpaHcTopakainbHa ExoKI';
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— TeMOIMHAMIYH1 TTOKa3HUKH — KaTeTepu3allis MPaBUX BiILUTIB cepIls, BA30PEaKTUBHUN TECT.

3. Bcranosnenns kininigyHOTro Kiacy JII' (3rizHo 3 kimacudikariero):

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

— BEHTWIALIHHO-TIepdy3iiiHa clMHTIrpadist JIereHb,

—KT;

— a”riomyiabMoHoOrpadis;

— 3aragpbHUN 1 OlOXIMIYHHMI aHaNI3W KpOBi, IMYHOJIOTiIYHI mociijkeHHs, Tect Ha BUI, Y3/I
BHYTPIIIIHIX OpraHiB, HATpiHypeTH4Hni ropMoH (B-tumy) (BNP).

4. OyHKIIOHATIbHA 3JJATHICTh XBOPHUX:

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

— KapaionyJIpMOHAIBHUHN TecT (TlikoBe cioxuBaHHs 02).
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Cxema 3. JliarHOCTHYHMIT aITOPUTM NPH JiereHesiii rineprensii (3rinno 3 ESC-ERS, 2009)
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1 — xiHIYHI CUMITOMH, aHTHUHYKJICAPHI aHTUTINA, 2 — aHamHe3, 3 — tect Ha BUI-iHdexkuiro, 4 —
¢i3ikambHEe 00CTEKEHHs, TabopaTopHi aHami3u, 5 — Y3]I, meuiHkoBi TecTH, (i3ikaibHe 0OCTEKEHHS, 6 —
ExoKT', tpancezodareanpna ExoKI', marnitHo-pe3onancua tomorpadis (MPT) cepus, 7 — reHetnune
JIOCIIIKEHHS.

6. KJITHIYHI O3HAKHU JIETEHEBOI I''ITEPTEH3II

PerenpHO 3i10panuii anammues 3 ypaxyBaHHAM (AaKTOPIB HABKOJHIIHHOTO CEPEIOBUINA, CIMEHHOTO
aHaMHe3y, IIKIJJIMBUX 3BHUYOK, MPO(ECIMHNX BIUIMBIB, 3B SI3KH 3aXBOPIOBAHHS 3 BariTHICTIO, MOJIOTaMH,
OTNEPaTUBHUMH BTPYYaHHSMH TOILIO, € 3alOPYKOI0 yCmixy B moctaHoBmi faiaruo3y JII'. OcobnuBa yBara
MMOBUHHA OyTH CIIPSIMOBaHAa Ha MAII€HTIB, Kl B aHAMHE31 MalOTh MPUUOM TIpenapariB ado TOKCHHIB, 110
MOXYTh BUKJIMKATH JIETEHEBY TinepTeHs3ito (Tadi. 3).

Tabnuysa 3. OHOBJIEHHI piBeHb PU3NKY NpenapaTiB i TOKCHHIB, 31aTHUX BUKJINKATH JIAT

Busnavenwuii MoxanBui
» Kokain
* AMiHOpeKC *  OeHiIMIpONiHOIAMIH
» dendnypain * 3Bipo0iit
* Jlexcdendmypamin + XiMioTepaneBTU4HI IpenapaTH
* TokcuyHe parcoBe Macyo * CenekTuBHHMI  1HTIOITOp  3BOPOTHOTO
* bendmnyopekc 3aXOIICHHS CEPOTOHIHY
* AmderamiHIIONIOHI TpenapaTu
NmoBipHuii
*  AmperoMinu MauJioliMmoBipHuUit
* Jl-tpuntodan  TlepopanbHi KOHTpAIEITUBU
* Meramperominu * Ecrporenu
e Jlasariuib * Ilamianas

o Iurepdepon o ta

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, 3HIKEHHS
npane3fatHocTi. Kuiniuni cumnmomu JIAI" — 3aquiika, cnabKicTh, O1b B JUISHII Ceplis, 3alIaMOPOYEHHS
Ta CUHKOMNAJbHI HalaJu — 3yMOBJIEHI JBOMAa OCHOBHUMH MPHUYMHAMHU: MOPYIIEHHSAM MOCTa4aHHS KHUCHIO
JI0 OPTaHiB 1 3HWKEHHSIM CEPIIEBOTO BUKHUTY.

Haituacrime ckaproto y xBopux Ha JIAI € 3aguiika iHcnipaTopHOTro xapaktepy. BoHa He TijIbKH €
CKaprolo, ajie i 00’eKTUBHUM cuMNITOMOM. YuM Buiie THCK y JIA, TUM 4iTKillIe BUpaKEeHa 3aJIMIIKa, X04a
HE B YCIX BUMAJKax CTYIiHb i BUPaKEHOCTI BIAMOBiJa€ CTyNEHIO miaBMIIeHHA THCKY B JIA. Hamanis
3aIyXH 31 CTAHOM OPTOITHOE HE CITOCTEPIra€ThCA.

CepueOHUTTS 3yCTpIHAa€ThCS TaK €aMO 4acTo, SK 3aJuIlIKa. BOHO CynpoBOKYe 3aJMIIKy NPH
¢G13MYHOMY HaBaHTaKEHHI Ta B1AOOpaXkae 3HMKEHHS CEPLIEBOIO BUKHY.

Hepinko y xBopux Ha JIAI' ciocTepiraioTbcsi 3alaMOpoUYeHHsI, CHHKOIE (CeplieBl HEIPUTOMHOCT).
3BUYaiiHa TPUBATICTH HEITPUTOMHOCTI Bif] 2-5 XB, 1HKOIU 10 20-25 xB. SIK ipaBuUIIO, 11l CTAHH BUHUKAIOTH
npu (i3MYHOMY HaBaHTAXEHHI 1 € pe3ylbTaToOM (hiKCOBAHOTO CEPLIEBOTO BUKHUY.

bine B ob6macti cepus € wactoro ckaproto npu JII'. Yacto BiH Haragye TUIOBUM Oilb Npu
CTEHOKap/il — Ma€ CTHUCKAIOUHMM XapakTep, JIOKAII3YeTbCs 3a IPYIUHOIO, 1ppajiloe B PYyKY, JIOHATKY,
TJICUITIOETHCS TTPH (DI3MIHOMY HABaHTKEHHI, OJTHAK TPUBAE BiJ ACKITBKOX XBUJIMH J0 ACKITBKOX TOJIUH
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1 106u. 3a3BUuail He KymipyeThCs HITPOTJILEpUHOM, Ha BinMmiHy Bif IXC, 3aBXaAu CYMpPOBOIKYETHCS
3aIUIIKOIO.

Kamenp Takox € yacroro ckaproro xBopux Ha JII'. IlpuumHOO Kanuio € THUCK Ha OpoOHXHU
PO3MIMPEHUMH Ta YIIUIbBHEHUMHU JIeTeHeBUMH apTepisiMu. OcoOMUBICTIO TaKOro Kalullo € Horo
HEMPOYKTUBHICTH 1 MPUCTYNONOAIOHUH XapaKTep, M0 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 siBoto TUIKOI0 JIA y XBOpUX 3 BUCOKUM cTyrieHem JIAT .

KpoBoxapkanHs Texx Moxke OyTu o3Hakoro JIAI, 1o mos’si3aHO 3 PO3pHUBOM OPOHXO-JIETEHEBUX
aHACTOMO3I1B, PIOHKUX CKIEPO30BAHUX apTepiid, PO3BUTKOM IH(PAPKTY JIETEHIB.

BaxmuBum ertanom piarHoctuku JII' € ghizuxanvne obcmedswcenns xeopozo. Hacammepen, ciin
3BEpHYTH YyBary Ha 30BHIIIHIA BUIJIsA XBOporo. Ilpu po3BuUTKy XBOpoOu 3 NUTUHCTBA 1 BUupaxkeHiil JII'
BiIMIYa€ThCA BiicTaBaHHA y Maci Tina. Hepiako crocrepiraersest qedopmaltisi CKeJIeTy TpyAHOl KIITHHY,
1[1aHO3, HIITI y BHUIJIAMI «TOAUHHUX CTEKOJ», MaNbIll PYK 1 HIT y BUIIIAAI «O0apaOaHHHUX MaTUd0K».
VY31I0BK JTIBOTO Kparo TPyAMHM Ta B €MIracTpaibHIN MIISHII MOokHA Oauntu mynbcaiito [1I, sika kparmie
BHU3HAUYAETHCS MalblaTOpHO. Bu3HaueHHs rpanuis cepus s niarHoctuku JIAIT He Mae BHCOKOI
iH(pOpPMATUBHOCTI, TOMY IO TXHiil 3CyB MOke OyTH 1MOB’si3aHmiA 3 po3BuTkoM CH.

[Ipu ayckynbTamii cepisi BUSHAYAETHCS AKIEHT 2-TO TOHY Hal JIA, 1o BBa)kaeTbcsl HAAIMHOIO
O3HAKOI0 MigBUIIEeHHS THCKY B JIA. IHOII MPOCITYXOBYETHCSI TaK 3BaHE CHUCTONIYHE «KJIAIAHHS», IO
noB’si3aHe 31 ckiepozoM JIA 1 ii aneBpusmoro. [Ipu po3BUTKY BiTHOCHOT HENOCTAaTHOCTI Kiamany JIA
MPOCITYXOBY€EThCS TpoToAiacTomiuauii myMm ['pexema Crisuta. [HOMI IPOCITyXOBYETBCS PUTM TAJIONy HaJ
[1LI (Ta6mn. 4).

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

Kniniuni o3Haku YacTora B%
3aaumka 100
CnalkicTh 90
3anaMopOoYeHHsI 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
Axuenr Il Tory Hag JIA 100
Iym I'pexema Crima 28
I11-IV ToHn 41
CucToniyHui IIyM TPUCTYJIKOBOI HEOCTATHOCTI 21

Oiopusis nepencepas (PII) e € xapakrepuotro 1 JIAI. ApTepianbHuil THCK Ma€e 3aTHICTb 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. Bussnstors rineprpodiro I, P-
pulmonale”, yacTkoBy abo moBHy Oyokaay mpaBoi HiKkM myuka l'ica. Ilpu oMy peecTpyerbesi Tak
3Banuii R abo qR-tunm EKI' y Bigsegennsix III, II, AVF, V1-V2, mo xapaktepusye mnepeBakHO
rineprpodiro tuisaxiB Biaroky IIHI. 3umwkenns ST 1 HeratuBHmid 3y0ens T y HUX BiIBEIEHHSX
MOB’SI3yI0Th TakoXk 13 cuctoiiyHuM mnepeBaHTtaxkeHHsM [ (puc. 3). Ognak EKI' He BimpizHsAeThCs
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JnocTaTHROI 9yTHBICTIO (55%) 1 cenmdiunictio (70%). O3naku rineptpodii 11 i mepeBaHTaXKEHHS
[1IT € mizHiMu Ta Henpsimumu o3Hakamu JIAT. Ilpu cnabko Bupaxeniii JIAI' na EKI y ciokoi MoxHa He
BUSIBUTH HIsIKUX XapakTepHux 3MiH. [Ipore came nani EKI minx yac BincyTHOCTI crienu(iuHUX KITHIYHUAX
O3HaK € €JUHOI0 JOCTAaTHBHOIO MIJCTABOIO ISl MOJAIBLIOTO JOCTIIKEHHS 3 METO0 MmiaTBepkeHHs JIAT
(ExoKT', a moTim KaTeTepu3arisi mpaBuX BIAILIIB CepIs).

VY xBopux Ha JIAI' TpuBanuii 4ac 30epiracTbCsi CAHYCOBUM PUTM, TOMY IIpH BHsABIeHHI o3HaK JII 1
@I1 moTpiOHe moaibiIe 0OOCTEKEHHS I BUKITIOUEHHS ocTKamiisipHoi hopmu JIT.
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Puc. 3. EKT, x¢opuii 30 pokie. /[iacno3: idionamuuna JIAI'. CT/IA 130 mm.pm.cm.

Penmezenozpacghin

PenTrenonoriune JOCiIKEHHSI OPraHiB IPYAHOI KIITUHU J103BOJISIE BUSBUTH MATOJIOTIYHI 3MIHHU Y
90% BunaakiB. Cepes HaifyacTiIMX CUMNOTOMIB: 30iblIeHHS KOHycY JIA (BuOyxaHHS 2-0i Ayru 1o
JIBOMY KOHTYpY cepls B IpsMiil mpoekiiii), 30uibieHHs aiamerpa npasoi riiku JIA (y Hopmi 14 mm),
«301HIHHA» JIETEHEBOTO MaJllOHKa Ha nepudepii 3a paxyHOK 3BY)KEHHS Ta 3aIlyCTiHHS APIOHUX CYAMH
nereHiB (puc. 4). Moxinuse BusasineHHs: posmupenHs [T Ta I, siki kpamie BU3HA4alOThCs B O14HIM
MPOEKIIii.

[Ipu pertrenorpadii BU3HAYAIOTh JETCHEB1 3aXBOPIOBAHHS, 3aCTilHI SIBUIA B JIETEHAX, SK O3HAKa
noctkaniisipHoi JII', o3Haku 30UIbLIEHHS JIIBUX BUUIUIIB cepl, 3MiHAa KOHQIrypauii cepus mnpu
BpPO/KEHHX BaJlax CEpIls, 0 BaXKJIIMBO MAaTH Ha yBa3i s qudepenitianbaoi giarnoctuku JII.
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Puc. 4. Penmezenozpama é npamii npoexuyii. /liacnosz LIT.

Exoxkapoiozpacpin

Cepen neinBazuBHHX oOcTexkeHb ExoKI' mae Haiibinmpuly 4yTiuBicTh 1 CHEHUQIYHICTD 1 €
HaiBaxmBimuM MetonoMm ckpuHinry JII. TumoBa wmopdonoriuna kapruna npu JIIT Bkirodae
rineprpodiro Ta posmupenns 111, napagokcanbHUll PyX MIKIUTYHOYKOBOI MEPErOPOIKH, PO3IIUPEHHS
II1. V xBopux Ha JIAI' mmnaramis [IL BusHauaerbcs y 75% BHNAAKiB, MapagoKCaTbHUN PyX
MDKILTYHOYKOBOI eperopoaxku — y 59%. Kinuesuit aiacroniunuii 06’em JIII 3anumiaeTscss HOpManbHUM
a00 3MEHIICHUM Yepe3 HEeJIOCTATHE HOT0 HAITIOBHCHHSI.

s niarao3y JII' BaXITMBUM € OMIUIEPIBChKE BUMIPIOBAHHS IIBHKOCTI 3BOPOTHOTO CTPyMy Ha
TpUKYycIigaapbHOMYy Kiamnani 3 oriakor CTJIA (puc. 5).

Puc. 5. ExoKI xeéopozo na UIT, CT/IA 110 mm.pm.cm.

s pospaxynkiB CTJIA BukopucroBytots popmyiny: CTJIA = AP + tuck. y III1, ne AP = 4v? -
CUCTOJIIYHUNA TPAHCTPUKYCIIJANbHHUM IPaJllEHT TUCKY, V — MaKCHMaJbHa MIBUJKICTh MOTOKY perypriraiii.
Tuck y IIII mae nopiBHIOBaTH 5 MM.PT.CT. 32 YMOBM CHaJaHHS HW)KHBOI MOPOKHUCTOI BEHU MiCIsA
rmbokoro Bauxy Ounbine 50%. SIKmo cmamaHHs HUKHBOI MOPOKHUCTOI BEHH CTaHOBUTH MeHIne 50%,
tuck y III1 mae mopiBaroBatu 15 Mm.pr.cT. (Kircher et al., 1990). Taka orinka 3HaXOJUTHCSI B TICHIH
kopessuii 3 iHBa3uBHO BcraHoBieHUM CTJIA. 3a manumu mitepaTypH, 4yTiuBicTb ii B giarHoctuii JII
KonuBaeTbes Bif 79% mo 100%, cnemudivunicts Big 69 no 98%. TeopeTHdHO pO3paxyHOK CEPEAHBHOTO
tucky JIA moxmuBmii 3a popmynoro: Cepenniit tuck JIA = 0,61 x CTJIA + 2 mm.pr.ct. (Fisher MR. et
al., 2009). B npakTumi 3yctpivatothest po36ikHocTi Mk nanumu ExoKI i karerepizauiero JII' no 20, i
HaBiTh 40 MM.pT.cT. TOMy «30J0THM» CTaHIAPTOM € KaTeTepu3allis MpaBUX BiAALIIB cepus Ta JIA i3
IPSIMUM BUMIPIOBAHHSM TUCKY B HUX.
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YepescrpaBoxinna ExoKI' He mae mepeBar nepes TpaHCTOpakaibHOWO y niarHoctuii JIAL, ogHak
BOHA KOPHCHA y BHSBJICHHI BHYTPIIIHBOCEPIIEBUX IIYHTIB (OCOOIMBO MIKIIEPEACEPIHOT IEPETOPOIKH) 1
BEIMKUX TpomOoeMOomniB y JIA, mo crocrepiraetbes mnpu TpodoemOomiuniii JII', a Takok HasBHOCTI
TpOMOIB y MOPOKHUHAX CEPIIS.

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

[TpononyeTrbest Tabmuus Uit Bu3HayeHHs 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
HOPMAJIBHOTO THCKY Yy NpaBoMy nepeacepai S MM.pr.ct.) i Ha ocHoBi aogarkoBux ExoKr
NOKa3HUKIB iiMoBipHoi JIT'

Kaac PiBenn
pexoMeHaaNii | J0Kka3iB

Exokapaiorpagiuna giarnocruka; JII' masoiimoBipHa

[IBunKicTh TpUKYCHigaNbHOI perypritamii < 2,8 mm y cek., CTJIA
< 36 MM.pT.CT., 6€3 Oyab-skux qonatkoBux ExoKI moka3HUKIB, 10 I B
npuIyckarots JII°

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

< 36 MM.pT.CT., asie 3a HasgBHOCTI qoaatkoBuX ExoKI' moka3Hukis, la C
110 NpUNycKarTh JII'

[IBunkicTh TpHUKycHiganbHOi perypritamii 2,9-3,4mMm y cek.,

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

ExoKI" noka3HukiB, 1o npunyckaoTs JII'

Exokapaiorpagiuna giarnocruka; JII' imoBipHa

[IBunkicTh TpuKycHifanpHOi perypritauii >3,4 mm y cek., CTJIA
>50 wmm.pr.cT., 6e3 abo 3a HasBHOCTI noaaTtkoBux ExoKID | B
MOKA3HUKIB, 10 MPUMYCKatOTh JII'

[Tpoeenennss ExoKI' mpu HaBaHTa)keHHI HE PEKOMEHJOBaHE IJIs

CKPHHIHTY JIET€HEBO] rinepTeHsii I C

Tak, sk exokapaiorpagpiyHOMy AOCTIIKeHHIO i maiarHocTuky 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 Knac® PiBenp’
ExoKI'  miarHo3  «manoimoBipHoi — JII'»,

CHUMIITOMH BIJICYTHI: TOJaTKOBE OOCTEKECHHSI HE | C
PEKOMEHIYEThCS

ExoKI"  miarmo3  «manoiimoBipaoi  JII'»,

HasIBHICTP CHMITOMIB 1 IOB’A3aHHX 3 HUMH | C
cTaHiB 1 (akTtopiB pusuky ais rpynu 1-JIAT:
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pekomenayetrbess ExoKI'- KoHTpoJb

ExoKI"  miaro3  «mamnoiimoBipHOi  JII'»,
HasBHICTh CHUMIITOMIB, a TaKOX BIJICYTHICTh | C
acoliiioBaHux cra”iB abo GaKTOpiB PUBKKY AT
rpynu 1-JIAT'; pekOMEHIyeThCSl OILIHKA 1HIIMX
OPUYHH CUMITOMIB

Cepenns iimoBipaicTs JIAT Knac® PiBeHB’
ExoKI' giarmo3  «moxiausoi JII'», 0e3
CHUMIITOMIB 1 BIJICYTHICTh acOIlIIOBaHMX CTaHIB | C

abo ¢axrtopiB pusuky g rpynu 1-JIAT:
pekomenayetrbess ExoKI' koHTposb

ExoKI' giarno3 «moxkiauBoi JII'», HasgBHICTB
CHMIITOMIB, a TaKOX acCOI[IHOBaHUX CTaHIB 1 llb C
daktopiB pusuky mia rpynu  1-JIAI: moxe
posrisigatucs B KIIC

ExoKI' piarHo3 «moxnusoi JII'», HasgBHICTH
CHUMIITOMIB, a TAaKOXX BiJICYTHICTh aCOIIOBaHMX Ib C
cTaHiB 1 (haktopiB pusuky mis rpymu 1-JIAT:
MOXYTh OyTH PO3TJISHYTI  aJbTePHATHBHA
niarHoctka Ta  ExoKI'-koHTposb.  SIkmno
CHUMIITOMH SIK MIHIMYM TMOMIpHO BUpPa)X€Hi, TO
Moxe posrsigatucsa KI1C

Bucoka iimoBipnicts JII' Kunac® PiBeHDb’
ExoKI"  nmiarmo3  «imoBiproi  JII'» 13
CUMITOMaMH Ta HAasBHICTIO ab0 BiJICYTHICTIO | C

acoIiiioBaHUX cTaHiB a00 (aKTOpiB PU3MKY IS
rpynu 1-JIAT': pekomenayetbesa KIIC
ExoKI' nmiarmo3  «imoBipuoi JII»  0e3
CHUMIITOMIB, 3 HasBHICTIO a0o0 BIACYTHICTIO Ila C
acoliifoBaHuX CTaHiB a00 (aKTOPIB PUBMKY IS
rpynu 1-JIAT: chin posrnsaytu KIIC

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

Tecmu 0ns 0ocnidrcenHns OpoHXOIe2eHe80i cucmemu

Hocmimkenns @3/ 1 nudysiiiHOT  31aTHOCTI  JIETeHIB  HEOOXiAHI AN BHUKIIIOYEHHS
OpOHX00OCTPYKTUBHUX 3axBoproBaHb (XO3JI y mepmry uepry), BUPaKEHUX PECTPUKTUBHUX CTaHIB 3
MeToro audepenuianbHol aiarHoctuku JII' 1 yrouHeHHs TSKKOCTI ypaxeHHs jereHiB. IIpu gocmimpkenHi
mudysiitaoi 3matHocti CO y xBopux Ha JIAT BusiBisierbest 3HmkeHHs 10 60-80% Big HOpMU. 3HAUEHHS
menme 50% BiJl HEOOX1AHOTO BKa3ye Ha XBOPOOY JIETeHIB a00 3aXBOPIOBaHHS CIOJIYYHOT TKAaHUHHU.

[Ipu nynbcokcumetpii npu JIAI' BUSIBIISIFOTBCSL HOpMaJIbHI TOKa3HUKH a00 3J1€TKa 3HIXKEHI B MeXKax
93-95%. Takox BUSBISETHCS HE3HAUHE 3HIDKEHHS HANpPYrd KHCHIO Ta 3a3BHYail 3HMKEHUH uepes
anbBeossipHy TinepBeHTW A0 pCO2. HasgBHICTE OOCTPYKIIT MUXATBbHUX IIIAXIB CBIIYUTH Ha KOPUCTH
XO3JI. 3HmkeHHs JereHeBHX 00’emiB 1 Audy3iifHOI 3AaTHOCTI JIETE€HIB MOXYTh BKa3yBaTH Ha
MapeHxiMaTo3Hl W IHTEPCTHUIlIabHI 3aXBOpIOBaHHS JereHiB. [lomicomHorpadisi M03BOJISIE BUKIIOYUTH
OOCTpPYKTHBHI MOPYIICHHS i/ 4ac CHY.

[Tepdysiitna mynsmoctuaTUTpadis (IICJ) 3 Te 99m noBuHHa OyTH BUKOHAHA VIS BUKIIFOUCHHS
XTEJIT'. [Ipu BHYTpilIHLOBEHHOMY (B/B) BBEJCHHI 130TOIY BOHA Ja€ MOXIUBICTH miaTBepauT TEJIA B
81%, sK110 BUsBIEH] nepy3iiiHi AeQeKTH, 110 OXOIUIIOITh YacCTUHY a0o0 1Ty JereHto. HasBHICTH nuie
CerMEHTapHUX J1e(EeKTIB 3HMKYE 1eil mokazHuk 10 50%, a cydcermeHTapHux — 10 9%.
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IIpu JIAT' 3a3Buyaii cHocTepiraeTbCsi HOpMaibHa ab0 HHU3bKAa KaptuHa. CreuugiyHicTh
nepdy3iiHoi cuuHTHrpadii HIbKYa, HDK i1 9yTJIMBICTH, TOMY 3a JaHUMHU CUUHTUTpadii 3 BIIXUICHHIMU
BiJl HOpMU TIOTPIOHO MPOBECTH JIETeHEBY apTepiorpadiro.

Komm’rotepry Tomorpadiro (KT) 3acTocoByroTs s mudepeHiiagbHoil 11arHOCTUKH, TOMY IO TIPH
JIAT mapenxima nereniB y HopMi. Cripansna KT nae MOXIMBIiCTh IpY TIPOBENIEHH] 11 3 KOHTPACTYBaHHSIM
BUBUYMTH cTaH JIA 1 ii posramyxensn. s giarHoctuku TEJIA BoHa € HamiMHMM METOAOM, 3aMiHSIOYH
aHriorpadiro Cy/JHH JIETeHIB.

Kamemepusayia npaeux 6ioodinie cepuys

Karerepuzanis npaBux igauniB cepus (KIIC) nHeoOXimHa nmisi MiATBEp/HKEHHS HAsSBHOCTI Ta
BHU3HaUCHHS TsHKKOCTI JIAT, BUKITIOUEHHS 3aXBOPIOBAHb JIIBUX BIIILIIB CEPIlsl Ta BHYTPIIIHHO-CEPIICBOTO
IIYHTYBaHHS (HEOOXiTHO BHU3HAYHTH THCK «3aKJIMHIOBAHHS», MIJBHINCHHS SKOro BUIme 12-15 MM €
XapaKTepHUM ISl TAKMX XBOPHX), a TAKOX JUIsl MIPOBEIEHHS MPOOH 3 Ba30MIaTaTOPOM, TaK 3BAHOTO
Ba3opeakTUBHOrO Tecty. [lokazaHHS IJIsl MPOBEINCHHS KaTeTepu3allii MpaBUX BIAIUTIB cepus IUB. Y
Tadymii 7.

Karerepizaris mpaBux BiJLIIB Ceplis MPOBOIUTHCS Y BIAMOBIIHOCTI A0 MI>KHAPOJHOTO MPOTOKOIY
(Hdomarox 2 mo VYwuidikoBanoro mporokony) (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

Ioka3anus Kaac® PiBeHb"
KIIC mnokasana BciM namiesram 3 JIIT  mwia

HiATBEPKCHHS /1IarHO3Y, OLIHKH TSDKKOCTI Ta MPH 1 C
po3rIIsiAl crienugigHOT JIIKapChKo1 Tepartii

KIIC mnoBuHHa MNPOBOAUTHCS B  EKCHEPTHUX I B

[EHTpax uepe3 Te, L0 BOHA MOTpedye MEBHOTO
TEXHIYHOTO YCTAaTKYBAaHHSI Ta MOX€E acCOIIFOBAaTUCS
3 CepilO3HIMH YCKJIaTHEHHSIMHU

KIIC Moxke mpoBOIWTCS Malli€HTaM 13 ypaKeHHSIM I C
JBUX BIAITIB Cepls Ta 3aXBOPIOBAHHSAM JIET€Hb Y
BUIAJIKy KOJIU OOTrOBOPIOETHCS TMHUTAHHS II0JI0
OpraHHoi TpaHCIUIaHTAaLii

Komu pesynabratu  BumiptoBanHa T3JIA € ITa C
HETIICBHUMH, PEKOMEHI0BaHO MIPOBOJIUTH
KaTeTepu3allilo  JiBHUX BIIAUIIB  cepus  JUis
BUMIPIOBAHHS  KIHIIEBO-J1aCTOJIIYHOTO THUCKY B
JT1BOMY HUTYHOUYKY

KIIC moxe oOroBoproBaTHCS Yy MallI€HTIB, Y SKUX IIB C
migo3proetbes JIIT Ta € 3axBOprOBaHHS JiBUX
BIIILIIB cepust abo JieTeHb Il MPOBEACHHS
Tu(EepeHIiifHOTO 1iarHo3y Ta BU3HAYEHHS TAKTHKU

JKYBaHHS

KIIC noBuHHA TpPOBOJIUTHCS ISl MiATBEPIKEHHS

edexTuBHOCTI cnenudiunoi repanii JIAT Ila C
KIIC noBuHHA NpPOBOIUTHCA IS MiATBEPIKEHHS

KJIIHIYHOT'O TOTIPIIEHHS 1 SIK OCHOBA JJIsi OLIHKH Ila C

e(peKTUBHOCTI  MOCWJEHHS  Tepamii  Ta/abo
IpU3HA4YE€HHs KOMOIHOBAHO1 Tepanii




29

a — KJ1ac peKOMEeH/alliif, b — piBeHb JOCTOBIPHOCTI.

Ba3zopeakTuBHuii TeCT

[IpoBeneHHs1 TecTy HEOOXiTHE NJIsl BUSBJICHHS XBOPUX, TaK 3BAaHUX «BIANOBIJAYIBY», TKUM MOXKE
OyTH TMOKa3aHa Tepamis AHTArOHICTAMM KaJbIlilo. Y SKOCTI Ba30JHJIATaTOPIB BUKOPUCTOBYIOTHCS
Ba30IMJIATATOPHU KOPOTKOI 1ii — iHTanmsmii okcuay a3oty (NO), utonpocty, B/B BBEACHHS aJICHO3UHY a00
MPOCTAIUKIIIHY. YCi BOHU MBUAKO 3HIKYIOTh 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 eeKTiB (TIMOTeH3is, TOJOBHHM Oib, MOYEPBOHIHHS TOMIO). Pesynprar
OIHIOITH 3a 3HWkKEeHHsIM JICO y BiIMOBiIb Ha HAWOLIBINY 103y, IO HE BHKJIMKAE MOOIYHUX €(EKTIB.
[TpoOy 3 mpocTanuKIIHOM (€MOMPOCTEHOJI) MPOBOSATh TaK CaMo, alie MOYAaTKOBA IIBHJIKICTh YBEICHHS
CTAHOBUTH 2 HI/KI/XB, a 30UIbIIYyIOTH 11 KOkHI 30 XB. OKCHJ a30Ty BBOJATH IHTAJAIIAHO: MOYAaTKOBA
KOHIICHTpALlisl PEYOBUHU Yy CYMillll, IO BAUXAETHCS, 6-13 MrMm 3, ii 301IbLIYIOTH 13 iIHTEpBAJIOM Y JIEKiIbKa
XBWJIMH JI0 JIOCSTHEHHS MaKCUMalbHOTO edekTy. [Ipody 3 110mpocToM MPOBOASTH HACTYITHUM YMHOM. 32
JOTIOMOTOI0 KOMITpeciiHOro HeOymnaiizepa BBOAATH 5 MKI UIONMPOCTY mpotsaroM Onmsbko 15 xB. Ilo
3aKIHYEHHIO 1HTaJSII] peecTpyrOTh TeMOJAMHAMUYHI MapaMeTpu Ta Ta3u KpoBi. [103UTHBHOIO TOCTpPOIO
BimoBiro B mboMy nociimkerai ACCP i ESC BBaxkaroTh mapameTpu: 3HIKEHHs cepeqaboro JIAT >10
MM.PT.CT. IO TOCSITHEHHS BeNHUrMHU < 40 MM PT. CT. 3 miABUIIEeHUM a00 He3MiHHUM ClL.

[TokaszaHHs JUIs TPOBEICHHS BA30PEAKTHBHOIO TECTY HABEACHO B TaOIHII 8.

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

Tabnuya 8.1loka3aHHs Ta OLIHKA Ba30PEaKTHBHOIO TECTY
Iokasanns Knac® | PiBenn’

BaszopeaktuBHe TecTyBaHHS mokazaHe mnamieHtam 3 IJIAI, cmamkoBoro
JIAT i JIAT, mnoB’s3aHOI0 3 aHOPEKTHUKAaMH, BUKOPHCTOBYETHCS IS I C
BUSIBJICHHS TAIIIEHTIB, KX MOKHA JIIKYBAaTH 3a JIOMTOMOTOI0 BUCOKHX J[03
AHTaroHICTIB KaIbIII0

[lo3uTuBHA BIAMOBIAF HA BA30PEAKTUBHM TECT BU3HAYAETHCS SK
3MeHuIeHHs cepeHboro JIAT >10 MM.pT.cT. Ta TOCSATHEHHs aOCOIIOTHOTO I C
3HaueHHs cepeaaboro JIAT < 40 mm.pT.cT. 31 30UIbIIEHUM 200 HE3MIHHUM
CEpIIEBUM BUKUJOM

BaszopeakTuBHUI TECT MOBUHEH MPOBOJIUTHUCS B CHEI1aJII30BaHUX IIEHTpaxX I C
BaszopeakTuBHUI TECT NMOBUHEH NPOBOAMUTUCS 3 BUKOPUCTAHHSIM OKCHUIY I C
a30Ty SIK Ba30JIMJIaTaTopa

BaszopeakTuBHe TecTyBaHHSI MOKE IMPOBOJUTHCS 3 BUKOPHUCTAaHHSIM B/B I C
€IOIPOCTEHOILY

Ba3opeakTuBHE TECTyBaHHsS MOXE IPOBOAWTHCA 3 BHUKOpUCTaHHsM | IIB C

IHTJIALIHHOTO UIJIONPOCTY SIK aJIbTepHAaTHBA
BaszopeakTuBHE TecTyBaHHS MOXKE IMPOBOJUTHUCS 3 BUKOPHUCTaHHSAM B/B

aJICHO3WHY SIK aJIbTEpPHATHBA 1B C
3actocyBanHa  nepopaibHoro ab6o BB BKK mpum  rocrpomy
Ba30pPEaKTUBHOMY TECTYBaHHI HE PEKOMEHIYETHCS Il C

BazopeakTuBHe TecTyBaHHSI Ul BHSIBICHHS TAIlI€HTIB, SKi O€3MEYHO
MOXYTh JiKyBatucs BucokuMU no3amu BKK, He pexomenayerbcs Il C
natiesTam 3 iHmmmMu rpynamu JII (rpynu 2, 3, 4, 5)

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

Tnwi memoou oocnioscennsn
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Haiikpammum meromoMm, 1o no3Boiisie miarHoctyBaté TEJIA Ta BCTaHOBUTH TOKa3aHHS JI0
EHJAPTEPEKTOMIi, BBAXKAETHCS aHT10MyIbMOHOpadisl.

V3]1 BHYTpILIHIX OpraHiB 03BOJISE A1IarHOCTYBATH IIMPO3 MEUiHKU Ta/ab0 MOpTaibHy rinepTeHs3ito.
Opnnak HEOOX1THO 3a THITUMHU METOoJaMHu (KITIHIYHUMHU, BUMIPIOBaHHS IIEHTPAILHOTO BEHO3HOTO THCKY,
BUKOPUCTaHHSA KOJBbOPOBOi jpommiieporpadii) BHKIIOYUTH MOPTAIbHY TINEPTEH3iI0  BHACIHIJOK
npapouuyHoukoBoi CH.

VY SKOCTI METOIIB OOCTEKEHHSI PEKOMEHIYEThCS TOCITIKEHHS 3araJibHOTO aHali3y KpOBI — BMICT
reMorjo0iHy, epUTPOIIMTIB, TEMAaTOKPUTY, JICUKOIUTIB, TpoMOouuTiB. HeoOXimHuii GloXiMIYHMIA aHaTI3
KPOBI JUIS OIIHKHM (PYHKIIT HUPOK, MMEUiHKH, IMyHOJIOTIYHUN — HA HASBHICTb LUPKYITIOIOYMX AHTUTLI A0
KapAloJiniHy, BOBYAaKOBUW AaHTUKOATYJSIHT, KOAaryjorpaMma, TOPMOHHM UIMTOBUIHOI  3aJI03H,
ceposioriunuii Tect Ha BIJL

Bussnenns SSA, SCI-70 a6o Bucokux tutpiB JIHK-aHTHTILT BKa3zye Ha 3aXBOPIOBAHHS CIIOIYYHOT
TKaHWHH, & BUCOKI TUTPH aHTHKAPIOTIMIHOBUX aHTUTLI cBiguaTh npo X TEJIT .

Busnauennsa ¢pynkuyionanvnoi 30amuocmi xeopux JII'

O06’exTHBHA OIliHKA (DYHKIIOHAIBHOI 31aTHOCTI XBopuXx Ha JII' HeoOxiaHa it OiHKH TsKKOCTI JIT
1 TMHAMIKH KJIIHIYHOTO cTaHy Ha (oHi mpoBeaeHoi Tepamii. Ha cboromHi TecT 3 6-XBUIMHHOIO XOb0010
(T6XX) € HaWBaXIMBIIIMM TECTOM IS OMIHKK (izuyHoro crany xsoporo mpu JII. Tlpu HbBOMY
BUMIPIOETHCS JUCTAHIIIS], IPOW/ICHA MAIlIEHTOM IIIKY 332 6 XB Y 3py4YHOMY JJIsl HBOTO TeMii. Pe3ymnbraTu
TECTy BaXIIMB1 JJI1 YTOYHEHHS /AiarHO3y MpU KOMIUIEKCHOMY OOCTEXEHHi, MOHITOPYBaHHI JHWHaMIKH
3aXBOPIOBaHHs, €(QEKTUBHOCTI JIKyBaHHS Ta OIIHKK MpOrHo3y (piBeHb JO0Ka3oBocTi B, kiac
pexomenpaniii 1). Tect 3a3Buuail JOMOBHIOETHCS OIiHKOIO 3aauiku 3a Borg G. (1982) (nuB. Jonatox).
Hucraniis xoas0u < 300 M BKa3ye Ha HECIPHUSITIMBUAN IPOTHO3.

KapnionynbMoHanbHUM HaBaHTaXyBaJbHUI TECT [a€ MOXJIMBICTh OLIHUTH BEHTWIALIIO Ta
ra3o00MiH TiJ dYac J1030BaHOrO (hi3MYHOTO HABAHTAXKEHHS, IHJEKC IMMKOBOro croxuBaHHsS Op,
aHaepoOHMIi mopir. Y xBopux Ha JII" 3HM)KEHa BeJIMYMHA aHAepOOHOr0 MOPOTyY Ta MIKOBOI'O CIIOKHUBAHHS
O,. Lleii Tect He Mae mepeBar y nopiBHsIHHI 3 T6XX 1 3aCTOCOBYETHCS PiJKO.

Jugpepenyianvha diaznocmuxa 3axeo0proeams, wio cynpoeooxcyromoca JII

loionamuuna nezenesa cinepmensis. HaBith 115 ikapiB po3BUHEHUX KpaiH cBity IJII" sBisie coboro
HE IIpocTe KJIiHIYHE 3aBAaHHA. OJJHaK OCTaHHI POKH O3HAMEHYBAJINCS CYTTEBUM IOIMOBHEHHSIM J0Ka30BOi
0a3u y 3B 513Ky 13 cepi€to PpyHIaMEHTAIbHUX 1 KJIIHIYHUX pOOIT, MPUCBSIUEHUX HOBUM 1IHCTPYMEHTAIbHUM
MeToJaM OOCTEeXKEHHsI Ta JIIKyBaHHS. 3aBISKH BETWKIM yBa3zl J0 I[i€l MAaToyiorii OCTaHHIM YacoM
MoKpamuiacs ii KJiHiYHA iarHOCTUKA, ane AiarnoctyBatu LJII' Ha paHHIX eTamax ayke CKIaJHo.

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

Cumnromaruka ciMelHoi Ta crnopaauyHoi ¢opm JIADIT ognakoBa. 3axBOpIOBaHHS YacTille
3yCTpI4a€eThCs y MOJIOJUX >KIHOK. Y po3ropuyrtiit craaii UII' 3agumka € HaifOu1b1I MOCTIHHOIO 03HAKOIO
xBopoOu. Llinmii psa IHIMX KIIHIYHUX MpOsBIB (3alaMOpPOYEHHS, HEMPUTOMHOCTI, pi3Ka ClIaOKICTb)
NoB’si3aHl 3 MaiuM, ¢ikcoBaHuM yraapHuM o6’emom JIIII wyepe3 Bucokumit JICO. 3a panumu
Hamionansnoro perictpy CHIA 3agunika Oyna nmo4yaTkoBoro o3Hakoro gaHoi popmu JIAI' y 60%, yacroTta
il 30imbIyBanacs 10 90% y posropHyTiil crazii, cnaOkicTe Big3Havanacad y 19% BumajakiB Ha MoYaTKy
3axBoproBaHHSA Ta y 47% — y po3ropHyTiii crazgii, Ounb y TpymHid kmituHi — y 5 1 47%,
nepea3anaMoOpoOwIMBHIA CTaH Ta HEMPUTOMHOCTI — Yy 13 1 77% BignoBigHO. Y 3B’S3KY 13 MM HEOOXIJHO
3BEpHYTHU yBary Ha Te, 1o sK 1 npyu iHmuX ¢opmax JIAL', y XBopuxX BIACYTHI KJIIHIYHI O3HAKH 3aCTOIO B
JereHsx Ta He OyBae cTaHy opTomnHoe. [{iaHo3 y crokoi He € MOCTIHOI0 03HAaKOI0, TOMY 110 HAaCUYEHHS
KpoBi KucHeM (Sa03) TpuBaiuii yac 3aIMILAETHCSI HOPMATBHUM.

IHmni xmiHivHI 03Haku — akueHT II-ro Tony nHax JIA, BusBnenns rineprpodii I 1 ITIT mpu EKT,
ExoKI" — takox € 3aranpHuMu 3 iHmuM# Gopmamu JIAI'. 3 ocodmuBocteit JII' moTpiGHO Bia3HAUNTH, IO
o3HakH rineptpodii I pi3zko BUpakeHi, MepeBaXkaroTh HAJ JUJIATALIEI0, JOBro 30epiraeThest OIM3bKe
710 HOPMH HACHUYEHHSI KPOB1 KHCHEM.
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HiarHoctuka UUII' rpyHTYeTbCS Ha MOCTIZOBHOMY BHMKJIIOYEHHI 1HIIMX, OUIBII PO3MOBCIOIKEHHX
MPUYUH 31 CXOXKOK KITIHIYHOK CHMITOMATHKOIO. J[Js CKpPUHIHTY, KpiM HIPOCTOTO KOMIUJIEKCHOTO
o0cTexeHHs, HeoOXiaHO oiHUTH THCK Y JIA 3a nornomororo ExoKI .

Hiarno3 cimeitnoi JIAI' craBuThCs y BHUIAAKax, SKIIO XBOPi, OHAMMEHIIIE, 1Ba WieHH ciM’i. Ha
CHOTOHIIIHIN JeHb BU3HAUEHO JIBa TEHETHUYHHX JNEPEKTH, 5SKi BUKIMKaOTh JIAL: MyTamii B KicTKOBOMY
MopdoreHeTuuHOMYy TpoTeiHoBoMy perientopi 2 Tuny (BMPR-2) y xpomocomi 2q33, mpuBoasdu 10
JIAT y 20% HociiB nux myTtauii, i myrarii B reni ALK-1.

[Ipu JII', acoyitiosariii 3 ypascenuam ouxanvroi cucmemu (XO3JI, iHTepcTHIIaTIbHE 3aXBOPIOBAHHS
JIETEHIB), paHille BChOro B KIIIHII Ma€ Miclie MPOsB JIETEHEBOI HEIOCTaTHOCTI — OOCTPYKTUBHA ii Gopma
npu XO3J1, pecTpuKkTUBHA — IIpH ypaskeHH1 nmapenximu JiereHiB. Yactora JIAI' cranoButh 30-50% cepen
XBOPHX 3 TSDKKMMHU 3aXBOPIOBaHHSMH OpoxojereHeBoi cuctemu. Onnak, menmie HiX y 10% marienTis
CTJIA nocsrae 6iabine 40 MM.pT.cT. BaxmuBum € i ¢akT panaboro po3Butky I11 HemocTaTHOCTI HABITH
npu Hepizkomy migsuieHHi CTJIA Ta nmpu HOpMaNbHHX HOTO IU(pax, MO0 HU3KOI aBTOPIB OCTAHHIM
YacOM IIOSICHIOETHCS PO3BUTKOM AUCTPO(MIUHUX MPOIECIB y MiOKapai, IMOB’S3aHUX 13 XPOHIYHOIO
rimokceMiero Ta iHTOKCHKalier. ToMy XapakTepHi Taki CUMIITOMH, SIK eKcriparopHa 3aaumika (XO3JI),
paHHs mosiBa AUQY3iHOrO IiaHO3y, IO KOPENIoE€ 3 TimoKcemiero. BUsBIAIOTbCS O3HAKU eM@izeMH
JIETEHIB, OPOHX000CTPYKIIIT 13 CYyXMMH XPHUIIAMH, [II0 HAPOCTAIOTh 3MiHAMH MMOKa3HHUKIB D3]], 3HUKCHHIM
0o0’emy ¢QopcoBaHoro BuAMXy 3a 1 CeKyHOy, MIKOBOI 00’€MHOi MIBHJAKOCTI 1 IHIIMX TOKa3HHKIB
OoponxooOctpykiii. Ilpu mapeHXiMaTo3HOMY ypakKeHHI (XpOHIYHA IHTEPCTHIiAIbHA ITHEBMOHIS,
TyOepKylib03, KaHIIEpOMAaTo3, MHEBMOCKJIEPO3, CTaH IMICJs Pe3eKlii JIereHi) BUSBISIOTHCS MEPKYTOpPHI
3MiHH, KpEeMiTallisi, BOJOT1 3ByYHI XPHITH, PEHTI€HOJIOT14HI BKa3iBKM Ha ocepeaKoBi abo nudys3iitHi 3MiHI
B JIET€HAX, 3MEHIICHHS 00’€My JIeT€HEeBOI TKAHWHU, 3HUKEHHS YKUTTEBOI €MHOCTI JIET€Hb 3a JaHUMH
@3 /.

[Tpu XO3JI HaBiTh HE3HAYHE MiABUIIECHHSA THCKY B JIA Moke Matu moranuii nporuno3. Binomo, 1o
npu JII" 6inpine 45 MM.PT.CT. TPUBAJICTD XKHUTTS PiJIKO MEPEBHUILYE 5 POKIB. Y TaKHX BUIAIKAX CHMITOMH
JII' MOXKyTh TIepeKpUBaTH CUMITOMH OCHOBHOTO 3aXBoproBaHHA. OJHaK, KiiHiIuHI o3Haku JII' (3aguiika,
crnadkicTh, Oib B 00JACTi cepIls, 3alaMOPOYEHHS TOIIO) MOXYTh OyTH W TpOSIBAMU JIET€HEBOI
HE/I0CTAaTHOCTI, SIKa y XBOPHUX 3 JIETEHEBOIO MaTOJIOTi€r0 BUHUKaE paHie CH.

EKT 1 pentrenorpadist He € 1OCUTh YyTIMBUMU Ta cneruiyaumu 1 alarnosy JII' y uux xBopux.
ITpu EKI' sepinko o3naku rinmeptpodii [T ne BusBnsrorbesa. Yacrime peectpyerbest S-tun EKT,
Osokazna npaBoi HKkM mydka ['ica. ExoKI' wacto yckiagHeHa yepe3 3MEHIIEHHS exoKapalorpadiuHoro
BiKHA BHACIIOK eM{}i3eMH JIEeTeHiB.

Jlecenesa ecinepmenzisi npu 3aX80pPHGAHHAX, WO 0bOMedxcyromov pyx epyouoi kuimuuu. Jlo
3aXBOPIOBaHb, 110 0OMEXYIOTh PyX I'PYJIHOI KIITHHH, HaleXaTh Kiho3, Kihockomios, xBopoba bextepesa,
MepeHeceHa TOPOKOIIacTUKa Tomio. BcranoBnena mpsima 3anmexHicTh JIIT Big TSDKKOCTI Ta JTaBHOCTI
nedopmarnii rpynHoi kimituHu. Kminiudi cumnromu JII' HapocTaloTh y Mipy HporpecyBaHHs OCHOBHOTO
3aXBOPIOBAHHS — MIJCWIIOEThCSA 3aJMILIKA, HapocTae 1iaHo3. JlereHeBi 00’eMu (KUTTEBa Ta 3arajibHa
€MHICTb JIeTeHiB) 3MeHIeHi. Hacuuenns kaminsipHoi kpoBi O, 3HmxkeHe. Jliarno3 JIAD miaTBepaKyeThes
ExoKT, y pinkux Bunaakax BuHukae HeoOxiaHicTh y KIIC.

Ilpu nikgixcokomy cunopomi XBOpl CKapXaTbCsi Ha 3aJMIIKy, COHJIMBICTb, BIJI3HAYAETHCS
MIJBUIIICHUA ameTuT, 1HOJ1 chpara, aguHaMis. XapakTepHa HaAIuIIKoBa Maca Ttuta. [lpu ormsmi
BiJ3HAYAETbC BUPaXeHUH 1udy3iHuid niaHo3. JlereHeBa HEINOCTATHICTh 3YMOBJIEHAa TaKOX
[EHTPAILHUMH TTOPYIISHHSIMHA PETYIsIii nuxanHs. HaltuacTimre 3HWKYeThCsl XBHIIMHHAN 00’ €M JIMXaHHS.
3MEHIIYEThCS JKUTTEBA Ta 3arajbHa €MHICTh JIETEHb, MOPYIIYETHCS PUTM JMXAHHSA, YacTillle 32 TUIIOM
Yeitn-Crokca 3 nepiogamu amHoe. [Ipu qocimiKeHHI Ta3iB KPOBI BUSBISIETHCS TIMOKCEMIs, T1BUIIIEHHS
Hanpyru COj. Crocrepira€TbCsi €pUTPOLUTO3, YIOBUIBHEHHS IIBUAKOCTI OCIJaHHS EpUTPOLHUTIB.
Cumnromu JII™ He BiapizHsatoThes Big XO3JI.

Crain migkpeciauTd, IO TEPMIH <«IEreHeBa apTepiajibHa TiNepTeH3is» He € aJeKBaTHUM I
XpoHI4HUX XBOpoO sereHiB ([TociOHUK 3 AlarHOCTUKM Ta JIIKYBaHHS JIETEHEBOI rinepreHsii, Studgart-New
York, 2006). Ilpm HHMX ayXe BaXJIMBO ONTHMI3yBaTH JIIKYBaHHS OCHOBHOT'O 3aXBOPIOBAHHS Ta
CKOpPEKTYBaTH TrinokceMito. Ha cboroini Hemae oka3iB, 10 MPH LUX 3aXBOPIOBAHHAX €(PEeKTHUBHA Teparis
JIAT. HacnipaB/ii BOHa MO€ YAHUTH HETAaTUBHUHN BIUIUB.
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Ipu XTEJIT JIT po3BUBAETHCS, K MPABUIIO, BHACTIIOK TOCTPOi 00Typallii qucTanbHuX Biaaimis JIA
abo peuuausyouoi TEJIA. 3a pmanumm pi3HuX aBTOpiB, BoHa BuHUKae y 0,5-17% mnaiieHTiB, sKi
nikyBamucst 3 npuBony TEJIA. IIBuame 3a Bce, TOYHE YUCIO TAKMX XBOPHX HEBIJOME, TOMY IO
niarHoctuka XTEJII' ycknagHeHa uepe3 BiACYTHICTh HACTOPOXKEHOCTI LIOJO0 PU3UKY ii BUHUKHEHHS Ta
yepe3 Te, mo TEJIA vacTo BUHUKaEe B 0Ci0 CEpeaHBOro Ta JITHHOTO BIKY Ha (POHI IHIIMX 3aXBOPIOBaHb
(IXC, xapaiomariii, Bajg TOIIO) 1 TOMY PO3BHUTOK IPABOILIYHOYKOBOI HEIOCTATHOCTI B TAKUX OCi0 4acTo
MOSICHIOETHCS LI€I0 MATOJIOTIEr0, 1 KiiHiKa JII' MacKyeTbcs UMM 3aXBOPIOBAHHIMHU.

Jnst miarHoctukm 1€l dopmu JII' ciig BpaxoByBatu (aktopu pusuky TEJIA — TtpuBany
iMMOO1ITi3a11ii0, XPOHIYHY CEpIEBY Ta JIETEHEBY HEIOCTAaTHICTh, ONEPATUBHE BTPYYaHHS HA OpraHax
MaJIoro Ta3y Ta YePeBHIN MOPOXKHUHI, BariTHICTD 1 MICISIPOAOBHI TIEPioI, IEPEIOMHU KIHIIBOK To11o. [Ipu
peunauBytodiii TEJIA npi6Hux rimok JIA cnig ypaxoByBaTH Tak 3BaHI Majl KIIHIYHI O3HAaKH —
MepiOIMYHO BHHMKAIOUl ©IM30AM 3aUIIK{, 3almaMoOpovYeHHs, cyOdeOpimiTeT, dYacTi <« ITHEBMOHII»,
HAapOCTaHHS O3HAK IPABOILIYHOYKOBOI HEAOCTAaTHOCTI. Mae 3HadeHHs momyk mkepen TEJIA —
XPOHIYHUN TpoMOOo(]IIeOIT KiHIIBKH, IMyXJIMHAX OpraHiB Majoro Tazy Ta iH. Kiminiuna xaptuna XTEJI
crae cxoxoro 3 UIT'.

Hiaenocmuxa JII' npu BBC TpyHTYeTbCSI Ha 3MiHI KJIIHIYHOI KapTUHU CaMoOil BaJud MPHU PO3BUTKY
JIAT. Tak, npu AMIIII Ta po3BuTKy cunapomy Eii3eHMeHTepa XxapakTepHUH A 1€l Bay CUCTOJIYHUI
IIyM IIOCTYIIOBO 3MEHIIYyE CBOIO IHTEHCHUBHICTh 1 MOXE 3HHUKHYTH 30BCIM; 3 SBJSIOTBCS O3HAKH
rimeprpodii mpaBUX BiIAUTIIB ceplis, CIOYAaTKy B KOMOiHalii 3 rineprpodiero JIII, mo BracTuBa it Bai,
a Hajam 3 nepeBaxkarouoro rinmeprpodiero I 13 curapomom cuctomiunoro nepeantaxkernus (RIIT > R1,
qR a6o Rs B VI1-V3, meraruBuuii T y nux BinBeIeHHsAX, Onokaga mpaBoi HiKKM mydyka [ica, P-
pulmonale). 36inbIIeHHS TPaBUX BiJALUIIB CEPLsl BUABISAETHCS 1 IHIIMMH IHCTPYMEHTAILHUMU METOAAMHU
(pertrenonoriuanmu, ExoKI', KT). IIpu Jonmiep-ExoKI™ Bu3HavaeThcst 1BoHanpasiieHe abo mpaBo-JIiBe
IIYHTYBaHHs KpoBi. KIIIHIYHO y XBOPOTo 3 SBISETHCS 1 MIACUIIOETbCS AU(BY31HHUN 11aH03, (hOpMYy€EThCS
CHUMIITOM «0apab0aHHUX MATHYOK», PO3BUBAETHCS MPABOILTYHOUYKOBA HEIOCTATHICTb.

[Ipy BizkpuTOMY apTepiaJibHOMY MPOTOLl CIOCTEPIra€ThCsl aHAJIOTIYHMMA XiJ TOMiN: 3HUKAE
XapaKTepHUH I Bagd CHCTOJO-AiacTONYHMKA myM Hax JIA 3a paxyHOK CIOYaTKy IiacTOJIIYHOTO
KoMroHeHTy, Il ToH crae akueHrtyiioBaHuM 1 HeposmemieHuM. Dopmyetbest rineptpodis I i3
MOJAJIBIIUM MOTO TEepeBaKaHHSM 3 BIJMOBIIHOK KiIiHIKOI, aHajmoriyno JMIIII, ToOto cunapom
Elizenmenrepa.

Ocobnusictio JMIIII € Oinbmr mi3HIA pPO3BUTOK HEOOOPOTHHX 3MIH Yy CYyIWHAaxX JIETEHIB 1
BIAMOBIAHOT KIIIHIKH.

Hiarnoctuka cunapomy Eiizenmenrepa npu BBC 31 3011b11€HUM JIETEHEBUM KPOBOTOKOM Ba)KJIMBa
y 3B’A3Ky 3 HeomnepaOeibHICTIO B IiM cTajii, TOMy IO KOPEKIis Baad IIBUJIKO NPHU3BOIUTH [0
MPaBOIIITYHOYKOBOI HEJIOCTATHOCTI Ta CMEpTi XBOpuX. B TakoMy pa3i, OCHOBHHI THIT ONIEpAaTHBHOTO
BTPY4YaHHS, 1110 Ma€ OYTH PO3IIISIHYTUH — Iepecaika KOMIUIEKCY «ceplie-JIeTeHi».

llos’sizana 3 Bl/I-inghexyicro JIAI" Mae Taki X KIIHIYHI Ta T€MOJAMHAMIYHI XapaKTEPUCTUKH, SIK 1
UII', mo migTBepaKyeThCsl NPOBEACHUMHU CHOCTepekeHHsIMHU. Bona 3yctpiwaetscs y 0,1-0,5% 3
OLIIHOYHOIO YacToTo0 BUHUKHEHHS 0,1% Ha pik. Bunuknenns JIAI He 3anexuTh Bii crocoOy nepenadi
BIJI. XBopi Ha BIJI MmoxxyTh OyTH 0oHOYacHO iH(}ikoBaHUMU Bipycamu renatuTiB B 1 C, y 3B’43Ky 3 4yuM
MaTH KIIHIKY TemnaTtuty. B HHUX Mo)ke pO3BHHYTHCS KapaionaTisi, NepUKapAUT, TPOMO EHIOKapIuT.
Ocob6nusicTio nepediry BlUI-acomiiioBanoi JIAI' y nopiBusHHI 3 U™ cimijg BBakaTu OUIBII TSXKKUM CTaH
namieHTiB 3a ¢yHkiioHansHUM KiacoM JII' (1998) nmpu Ouibin HU3BKOMY cepeaHbOMYy THUCKY B JIA, a
TAaKOXX TIpIly 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 Bifx 51% mo 58% (y xsopux Ha UII" 68-77%), uepes 2 poku — 32%.

Jns  3axBOprOoBaHb, IO CYNPOBOIKYIOTHCA nocmkaniiaproro JII, XapakTepHe NO€IHaHHSA
cumnroMiB JII' 3 KJIIHIYHUMHU TPOSIBAMU OCHOBHOT'O 3aXBOPIOBAHHS MPH CUCTOJIYHIN, AlacToiuHii abo
Tih Ta 1HmIA opgHowacHo auchynkuii JIII. Ile IXC, numaramiiini kapaiomiomnartii, apTepiaibHi
rinepreHsii, rineprpodiuHi Kapaiomionarii, aopTajJbHI BajaW, KIIHIYHA JIarHOCTMKAa SKHUX BiJOMa.
JliarHocTHKa JIpYyroi IpylH 3aXBOPIOBaHb, 10 CYMPOBOJKYIOThCS mocTKanuispHoro JII' (MmiTpanbHUi
CTeH03, Mikcoma Ta Tpom0o3 JIII), Takoxx He morpeOye ommcy. st iX MiATBEp/PKEHHS HaliHHUM
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MmetoaoM € ExoKI'. OcHOBHUMH KTI0UOBUMH (pakTopaMu 1iist aiarHoctuku JII' moB’s3aHoi 13 ypakeHHSIM
JIBHX BB CEPIIS €:

a. Kuiniuni: Bik O6i1b111€ 65 pOKiB, CHMITOMH JIIBOCTOPOHHBOI CEPLIEBOT HEOCTATHOCTI, BUPAKECHUIN
METa0OJIIYHUNA CHHAPOM, HASBHICTh 3aXBOPIOBaHHS JIBUX BUIUNB y MHHYIOMY, THEPCHCTYIOUa
¢bi0puALis Iepeacepab

b. Exokapmiorpadiusi: mopyIieHHs CTPYKTYPH JiBUX BiIminiB cepis (ypayKeHHS KJIallaHiB Cepi,
30UTBIICHHS PO3MIPY JIIBOTO TEpeaCeps, BIIXMICHHS MIXKIIEPEICEPIHOI MEPETHHKH BIIPABO, AUCHYHKIIISA
JBOTO IIUTYHOUYKA, KOHIIEHTpUYHA TirnepTpodis Ta/abo 301IbIICHHS MAacH MiOKapJa JIIBOTO IUIYHOYKA),
30IMBIICHHS THCKY HAIMOBHEHHS JIBOTO [UIYHOYKAa 3a JaHUMHU JIOMJIEPOBCKOTO  JOCIIIKCHHS
(migBumenuit E/E’, 2-3 Tun mopymieHHsS MITPaJIbHOTO KPOBOTOKY), BIACYTHICTh AUCHYHKIIII MPaBOTO
[ITYHOYKA, CEPEeIHhOCUCTONIIUHA BUIMKA Ha JISTEHEBOMY KJIallaHi, piinHa y mepikapi);

C. Inmi o3naku: EKI" o3nakm (rimepTpodis JiBoro muiyHouka Ta/abo 0yiokana jiBoi HKKH m.l'ica
a00 mepenHbO-BEPXHBOI T'IIKH, (iOpHIIALIis TIepeacep b, HaABHICTh NaTosioriyaoro Q), penrrenorpadivni
o3Haku (B-miuii Kepmi, piauHa y mieBpajdbHUX TMOPOKHMHAX, HAOpSK JIET€Hb, 30UIBIICHHS JIIBHX
BIJIILTIB).

JInst BCIX IMX 3aXBOPIOBaHb XapaKTEPHI, KPIM KIIHIYHUX CHUMIITOMIB OCHOBHOTO 3aXBOPIOBaHHSI,
O3HAKH 3aCTOI0 B JICTCHAX, SIKI MPOSBIAIOTHCS HAsBHICTIO HE3BYYHOI KperiTarii Ta ApiOHUX BOJOTHUX
XPHIIB, CTAHOM OPTOITHOE, O3HAKAMHU CEPIICBOI aCTMH Ta HAOPSKY JIETCHIB B aHAMHE31, HaBiTh, SKIIO JI0
IBOTO Yacy y XBOpOro Oyia MpaBONLTYHOYKOBA HEJOCTATHICTh. JIiIKyBaHHS OCHOBHOTO 3aXBOPIOBAHHS
(BigHOBNIEHHS KOpOHapHOro KpoBoTokKy mnpu IXC, edexTuBHA aHTUTINEPTEH3MBHA Tepamis MpH
apTepiaJibHIN TiepTeH3ii, KOPETyrdi orepariii Mpu Bajgax Cepllsd TOIIO) MPU3BOAATH JI0 3HIKECHHS TUCKY
B JIA Ge3 cnenianbHOrO JiKyBaHHs Takoi JII.

7. YCKJAJHEHHSI JIETEHEBOI APTEPIAJI bHOI I'MEPTEH3II
1. Baroctpenns JIAI" (;iereHeBoO-TinepTOHIYHUA KPHU3)
2. CUHKOMANBHI CTaHH

3. KpoBoxapkaHHsI Ta JIlereHeBa KpoBOTeUa

4. AHeBpu3Ma Ta pO3pHB JIET€HEBOI apTepii

5. Hepocratnicts kinanany JIA

6. ITape3 rosocoBoi 3B’ A3KH

7. HepocTaTHICTh TPUCTYJIKOBOTO KJIallaHy

8. Tpom6o03 runok JIA

9. IlopyuieHHs1 pUTMY Ta MPOB1IHOCTI

10. IIpaBonuTyHOUKOBa HEJJOCTATHICTh

3arocrpenns JIAI (JiereHeBO-TinepTOHIYHUH KPHU3)

VY xBopux Ha JIAI' MOXyThb cHocrepiratucsi 3arOoCTPEHHS 3aXBOPIOBaHHS, L0 MPOSBISIOTHCS
MOCUJICHHSM TPaBOLUTYHOYKOBOI HEIOCTATHOCTI, TINOTEH31€10, L0 MOSCHIOITh MIKIUTYHOYKOBUMH
B3aEMOJIISIMU. Y JIEKOMIIEHCOBAHOTO XBOpOTo 30ubieHHs 00’ emy [11L mpu3BoANTH 10 TApPOIOKCATHEHOTO
3CYyBY MEPEropoAKH 31 3HMKEHHSAM KiHLEeBo-AiacToniyHoro o6’emy JIII i XBUIMHHOTO 00’€My cepus.
KiniHiyHMMHM TIposiBAMM CTaHy € CKapru Ha pI3Ky CilIaOKiCTh, 3allaMOpPOYEHHS, HENPUTOMHUU CTaH.
MoxumBa BTpaTa cBigoMocti. [Ipu orisiai BusiBiserscs OmimicTh MmKipu, miano3. Ilymsc crae
HUTKOTIOAIOHMM, MOXIIMBE TOPYIICHHS pPHUTMY, apTepialibHUi THUCK 3HMXKyeThes g0 80-70/60-
40 mm.pt.cT. Ilpn ormsaai Ta manbnamii TpygHOi KIITHHM BiJ3HAYA€ThCS IMOCHIIEHA MNpeKapiaibHa
nynecanis 3a paxyHok IIHI. TlpocmyxoByerbcs mnocunenuit 2-it ton Hax JIA. Kpim 3arampHoro
HiATPUMYIOUOTO JIIKYBaHHS Y TAKUX XBOPHX Tpeda 3aCTOCOBYBATH HACTYIHI 3 NMPUHIIMIY Tepartii:

1. 3a MOKXJIMBOCTI — YCYHEHHSI IPUYMUHU JEKOMIIEHCAIIli;

2. 3umwxkeHHs noctHaBaHTaxeHHs [ 3a 70MOMOror0 MakCHUMaJIbHO CEIEKTUBHUX Ba30MJIATaTOPIB
JIA;

3. 3acrocyBaHHS TMO3UTHBHHUX IHOTPONIB 1/a00 B JESIKUX BHUMAAKaX HepUPEPUIHHUX
Ba30KOHCTPHUKTOPIB.
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MOXIMBUMHU TMPUYMHAMH, SKI MOXXHA YCYHYTH, € TMOPYIICHHS PEXUMY MPUHOMY Mperaparis,
TEJIA, aputw™mii, TOBIIbHO TpOTiKaro4ya iHGEKIs, TepeBaHTaXXCHHS PIAUHOW. B OocTaHHBOMY BHUIIAIKY
HEOOXiJHEe CTUMYIIOBAHHSA Alype3y HaBiTh MPHU T1OTOHII.

[ToTpiOHO MakCHManbHO MIBHIKO Ta €(PEKTHBHO BUKJIMKATH JIETEHEBY Amiartaiito. Kpaie BBecTH
B/B TPOCTAaHOIIM — emompocTteHon abo imompoct. IlowarkoBa noza 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 cuiaeHadin. [HoTpomHI mpemnaparu
(modamin, moOyTramiH, JICBOCHMEHJAH) NPU3HAYAIOTh IPU HEAOCTATHIH e(QEKTUBHOCTI JIETEHEBHUX
Ba30/IMJIATATOPIB.

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

CuHKoONAIBHI CTAHU

Cunkomne (cepueBa HENPUTOMHICTb) BHHUKae y xBopux Ha JIAI' Tinpku mig 4ac (¢i3HUHOTO
HaBaHTa)XeHHs ab0 eMoliiiHoro ctpecy. [larorenernyHo BiH noB’s3anui 31 30unbmeHHsM 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' Haifuacrilie € po3puBHU JIEr€HEBO-OpPOHXIATIBHUX
aHACTOMO3iB. Y TakuX BUMAJKAX KPOBOXAapKaHHS PiAKO OyBa€ 3HAYHMM 1 MPUIHHAETHCS CAMOCTIHHO. Y
xBopux 3 BBC y ¢as3i Eiizenmenrepa 3 BuUCOKUM reMatokpiToM (>60%) iHOA1 BiI3HAYAETHCS MOKPAIICHHS
CTaHy Ticiisi KpoBoxapkaHHs. [Ipu gacToMy Ta TpUBaIOMY KpOBOXapKaHHI MOYE PO3BUHYTHUCS aHEMisl.
BuHuKae 3arpo3a JereHeBoi KpoBoTedi. TakuM XBOPUM HeOOXiHa reMocTaTHYHA Teparlis. IM Moike
3HaZ00HUTHCS eMOoJTi3alisi OpOHXi1aTbHUX CYAWH.

JlereneBa KpoBOTE€Ya, $K IPAaBWIO CMEpTelIbHA, BUHHMKAE Y XBOPUX 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' kpoBoxapkaHHsI BUHMKAE BHACIHIJIOK BEHO3HOTO 3aCTOI0
B MaJIoMy KoJIi KpoBooOiry. Lle 0co011MBo XxapakTepHO Ul XBOPHUX 3 MITPAJIbHUM CTEHO30M. Y XBOpHUX 13
CHCTEMHHMH 3aXBOPIOBAHHSMH CIIOJNyYHOI TKAaHWHW KPOBOXApPKAaHHS YaCTillle BUKIMKAETHCS OCHOBHUM
3aXBOpIOBaHHAM (BackyiniTamu) 1 piame moB’s3ane 3 JIAI. ¥V xBopux Ha XO3JI Takoxx HEOOXiAHO
MIPOBOAUTH AUQEpEeHLiaNbHy J1arHOCTUKY KpoBOXapKaHHSA. BoHO nyxe piako Moxe OyTH MOB’s3aHE 3
JII'. Yacrime Horo mpuuyMHamMu OyBalOTh JECTPYKTHUBHI NPOLECH B JieTeHsAX (TyOepKyibo3, pak) abo
OpOHXOEKTa3H.

AHeBpH3Ma Ta PO3pHB JiereHeBol apTepil

AneBpu3Ma ocHoBHOTO cToBOYypa JIA 1 i riiok BUHMKae BHacHigok BUcokoi JII', o BUHHUKIA BiKe
naBHO. KiiHIYHMMY NposiBAMH 1IbOTO YCKJIaIHEHHS € marosoriyda mynbscauis B oonacti [I-111 mixxpebep’s
JBOPYY, CHUCTOJIIYHE «KJIAL@HHS» TMPH IMpOociayXxoByBaHHI, y 30% mnpotomiactonmiunuii mym I'pexema
Criuta BHacHmiZOK BIJHOCHOT HepocTaTHocTi kinanmaHy JIA. VYcknannennsm aneBpusmu JIA e ii
pO3IIapyBaHHs Ta PO3PUB.

ITapes3 roJsiocoBoi 3B’ 13kH

[Tape3 rosocoBoi 3B’S13KM BUHUKAE BHACTIIOK THCKY PO3IIMPEHUM CTOBOYpPOM 1 JIiBOIO T'iikoro JIA
Ha TIOBOPOTHUM HEpB, IO MPHU3BOIUTH [0 «IIPOBUCAHHSA» JiBOi T0JIOCOBOI 3B’A3KH. KiriHi4HO
YCKJIQHEHHS TPOSIBIISIETHCS 3MIHOIO TeMOpPY T'OJIOCY BiJ[ JIETKOI XPHUIIOTH, OCHUILIOCTI 10 TMOBHOI adoHii.
Crain 3a3HAYUTH MIHJIUBICTH BHMPA3HOCTI LHOTO CHMOTOMY, IO MOXKE MOSCHIOBATUCS JESKUMH
KOJMBAHHSIMM JIETEHEBOTO apTepialibHOro THUCKY. Taki XBOpi 4YacTo O€3yCHilIHO JIKYIOThCS B
OTOJIAPUHTOJIOTA.
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HempocTaTHicTh TPUCTYJIKOBOI0 KJIANIAHY

HepocraTHICTh TPHCTYIKOBOTO KJamaHy po3BUBaeThcs BHachimok mmnatamii [T VYV Oimemocrti
xBopux Ha JIAI' mpomy mepenye rineprpodis IIII. V mnamieHTiB 3 XpOHIYHUM JICTEHEBHUM CEpIEM
Oponxo-nereneBoro reae3y (XO3J1, ypakeHHs MapeHXIMU JIETEHIB) YaCTO HEJOCTATHICTh TPUCTYIKOBOTO
KJIalTaHy PO3BUBAEThCs Oe3 momepenuboi rimeprpodii TIHI, mo moscHIEThCS PO3BUTKOM TUCTpodii B
MioKapi 4epe3 TiloKciio, OB s3aHy 3 JIETEHEBOIO HEJIOCTATHICTIO, IHTOKCUKAIIIIO BHACTIIOK MTOTOYHOTO
3aMaJIbHOTO TPOIeCy B OpoHXO-JiereHeBild cuctemi. KiHIYHMMM O3HaKaMH BiJHOCHOI HEJOCTaTHOCTI
TPUCTYJIKOBOTO KJIANlaHy € MO3UTUBHHUN BEHHUU ITyJbC MPH OISl MW, 3CyB TPAHUIb CEPIS BIPABO,
CUCTOJIIYHUN IIIyM Ha TPUCTYJIKOBOMY KJIallaHi, 110 MiACHIIOETHCSA MpHU BauxaHHI (cumnToMm Piepo-
KopBaino). Jliarno3 miarBepmkyerbes ExoKI. Vemix mikyBaHHS 3a€KUTh BiJ JIKyBaHHS OCHOBHOTO
3aXBOPIOBaHHS.

TpomM003 rijiok JiereneBoi aprepii

YTBOpenns TpomOiB y cuctemi JIA mpu JII' vactime OyBae in situ BHACHIJOK YIOBUIBHEHHS TOKY
KpOBI1, HOPYLICHHS €HAO0TENianbHO1 (YHKIIIT CyTUH JIeT€Hb, arperaTHOr0 CTaHy KPoBi. Y YaCTUHHU XBOPHX
3 Bupaxkenoro CH, ®II Bunukae TEJIA. [liarHo3 IpyHTYETbCS Ha MOCHJICHHI 3aJMINKH, I[1aHO31, 03HAK
MIPABOLLTYHOYKOBOT HEIOCTAaTHOCTI. MOIIMBe cHHKOME. Y T1a3Mi KpoBi Bu3HavaeThes Jl-numep, Ha EKT
— 30inmpmenHs o3Hak nepeBantaxenns [, IIII. IlintBepmxyerscst miarHo3 cuuHTHrpadiero, KT i
anriorpadieto. JIlikyBaHHsI IPOBOIUTHCS BIAMOBIIHO 10 cxeM JikyBaHHs TEJIA.

IHopymieHHst pUTMY Ta NPOBIIHOCTI

g xBopux Ha JIAI" Hexapakrepuuii po3sutok ®II. BoHa € yactuMm yckiaJgHEHHSM 3aXBOPIOBAHb,
0 CYNPOBOKYIOTbCA BeHO3HOIO0 JII' — MitpanbHoro crenosy, IXC. Opnak, Ha mi3HIX eTamax
3axBoproBaHHs @II moxnuBa i y xBopux Ha UI', pennausytouy TEJIA, XO3JI. Taki nopymeHHs puTMy
Ta MPOBITHOCTI, SIK €KCTPACUCTOIisA, CHHOATpialbHa OJ0Kaaa, Mirpaiis BOJiS PUTMY MO MepeicepsX,
3YCTPIYaIOThCS JOCUTH YacToO.

IIpaBoULTIYHOYKOBA HEAOCTATHICTH

O3Haky NMpaBOLUUTYHOYKOBOI HEAOCTATHOCTI BifoMi. Lle — migBUINEHHS LIEHTPAIbHOTO BEHO3HOT'O
THUCKY, IO KJIIHIYHO TPOSIBIAETHCA HAOpSAKAaHHSAM IMIMHHUX BEH, 30UIBIICHHSM pPO3MIpIB MEYIHKH,
MO3UTUBHUM cumnToMoM [lnemra.

VY XxBopux 3’MBISIOTECSA HAOpPAKM HIDKHIX KIHIIBOK, acuutT. Cmix 3a3Hauutd, umo npu LI,
He3Baxatoun Ha Bucokuil JICO 1 CTJIA, ski y xBopHuxX crocrepiratoTbes TpuBanuil yac, [T BuHukae
mi3Ho. [{nst xBopux Ha XO3JI xapaktepHuil paHHI PO3BUTOK MPABOILIYHOYKOBI HEJOCTATHOCTI MICIIS
(opMyBaHHS XPOHIYHOTO JIETEHEBOI'O CEepIIs.

Tabnuya 9. Ilpukaagu popMyT0BaHHS 1iarHO3iB Ta iX KOAYBaHHS

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

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

CunkomnanbHi ctann. HemocratHicts kinanana JIA. IV @K 3a
BOO3. CH II-A 3i 3HM>eHHSAM cKOpoTauBoi 31aTtHocTi [THI
(DB 30%) Ta JIII (OB 30%). IIT ®K 3a NYHA

JlereneBa apTtepiasnibHa rimepreH3is, 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 3HM>KE€HHAM | TinmepTeHsii
ckopomBoi 3aarHocti [T (®B 25%) Ta JIII (OB 40%).
IIT ®K 3a NYHA
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Xponiyauit  remarutr C, UUTOMITUYHHH  CHHIPOM.
[THeBMoOIICTHA ABOOIYHA IMHEBMOHIS  PEHUIUBYHOUOTO
xapaktepy, JiereHeBa  HejmocratHictb Il cr.  3a
PECTPUKTUBHUM TUTIOM

BBC: Binkpura aprepianpHa mpoToka. YmuBaHHs npoToku | 1.27.28 T hopmu
(2001 p.). AmneBpusma crtoBOypa JIA. HegocrartHicTh | BTOPHHHOI JICTEHEBOI
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 3HmXeHHSIM CKOPOTINBOI 31aTHoCTi 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 | tpom6oemOortiynHa ereneBa
31 30epeskeHoro ckopotiauBoro 3aatHicTio [T (OB 45%) ta | rineprensis

JIII (DB 50%). 11 ®K 3a NYHA
PeBmaTtusm H/a daza. KombinoBana mitpanbpHa Baga cepii, | 1.05.0 MiTpanbHuii cTeHO3
nepeBaxHo MitpanbHuii cteno3 IV crt. [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 cr. | 3aXBOprOBaHHSIMH JIETEHb
Xponiune nexommencoane serenese cepue. CH II-b 3i | 1.27.28 Inmi ¢popmu
3HIKEHHSAM cKOpoTiuBoi 3aatHOCTi [III (OB 25%) Ta JIII | BropuHHOI IereHeBO1

(®B 40%). IV ®K 3a NYHA rinmepreHsii

8. JIKYBAHHSA JIETEHEBOI T'IITEPTEH3II

JlikyBaHHS XBOPHX Ha JIETEHEBY TIMEPTEH31EI0 MPEACTaBIIAE 3HaYH1 TpyAHOII. CUTyallis 3MiHUIACS
B OCTaHHI POKHM 3aBSKM 3HAYHOMY 30UIBIIECHHIO YMCIIA PAHIOMI30BaHUX KOHTPOJBOBAHUX JIOCIIIKEHb
(PKA).

Merta nikyBaHHs JII' — 3MEHIIEHHS BHUPaXEHOCTI CHMITOMIB, YHOBUIBHEHHS IPOTpPECyBaHHS
3aXBOPIOBAHHS, TONIMIIEHHS SKOCTI JKUTTS XBOpUX Ta 30UIbLIEHHA HOro TpuBajiocTi. JlikyBaHHS
HeoOX1HO IOYMHATH BiJipa3y MicJsl BCTAHOBJIEHHS /11arHO3Y.

AHTaroHiCTH KajbIlil0, AHTUKOATYJSHTH, CEpIEBl TIIKO3WAM, KHUCHETeparis Ha ChOTOJHI,
HE3Ba)XKalouu Ha BIJACYTHICTh BiANOBIAHUX PKJI, cTaHOBIATH CTaHAapTHY Tepamiio, 10 IIHMPOKO
3aCcTOCOBYIOTh Yy XBopux Ha JII'. Pa3oM 3 TuM 3’SABHJIMCS HOBI TpynH JIKapChbKUX Mpernaparis,
e(eKTHUBHICTb 1 O€3MEKY SIKUX JOBEICHO pe3yJIbTaTaMu KOHTPOJIbOBAHUX JOCIIIKEHb.

3aranbHi pekoMeHAail

Jna Bcix xBopux Ha JII" akTyanbH1 3arainbHi peKOMEHalil, JOTPUMAHHS SIKUX J03BOJISIE 3MEHIIUTH
PHU3UK MOXJIMBOTO TOTIpIIEHHS Mepeliry 3aXBOPIOBAHHS BHACTINOK BIUIMBY 30BHILIHIX (akTopiB. Y
MOBCSIKJEHHOMY JKUTTI mauieHTd 3 JII' NMOBHMHHI yHUKAaTH yMOB BHUHUKHEHHS TaKUX IOTEHIIMHO
HeOe3MeYHUX CUMIITOMIB, SIK BUPaXKEeHa 3aJMIIKa, CHHKOIE, O1Tb Y TPYIsX.

* 3a0opoHstoTbea (I3MUHI HaBAaHTAKEHHS MICHA 1XKi, NMPU HECTIPUSTIMBOMY TEMIEPaTypHOMY
pexxumi. XBopuM Ha JII' cimiji yHUKATH Pi3KUX 3MiH MOJOXKEHHS Tila (PU3MK OPTOCTATUYHUX peakIiii i
CHUHKOIE). Y TOW XKe Yac, PEKOMEHAYIOThCS IIOJIEHHI J030BaHl (I3MYHI HABAaHTAKEHHS, SIKI HE
BUKJIMKAIOTh BUIIEBKA3aHUX CHUMIITOMIB, IO CIPHUSE TMOJIMIIEHHIO SKOCTI JKUTTS Ta 3MEHIICHHIO
TSYKKOCTI KJIIHIYHOT cuMOTOMAaTUKU. [Ipu TpuBamiii mogopoxi B CHASIUOMY IMOJIOKEHHI PEKOMEHIY€E€ThCS
pOOHTH MEepepBH Il HETPUBAIMUX MPOTYISHOK KOXKHI 2 TOJUHU. Y JITakax peKOMEHIYEThCS BCTaBaTH i3
Kpiclia Ta XOHTH TI0 CaJIOHY.

* 'inokcis 301bI1ye BazokoHTpHKIit0 Tpu JII', Tomy mix yac aBianepenboTiB g xBopux Ha JII
HEOOX1THO OOTOBOPIOBATH MOXKJIMBICTH TPOBEICHHS JTOJATKOBOI KHCHeTeparii. XBopum Ha JII' crmix
BUKITIOYMUTH MiiiioMy y ropu (Ouibiie 1 Tuc. M HaJl piBHEM MODS).
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* [IpodinakTuka iH(EKUIHHNX 3aXBOPIOBaHb € JyXK€ BaXKJIMBHM 3aBIaHHIM 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 IMOCTMEHONAY3HOMY IIepiojii TOB’s3aHi 3
IJIBUIIICHUM PHU3WKOM TIOTIPIICHHS IMepediry 3aXBOPIOBAaHHS Ta CMEPTHOCTI y IIiM KaTeropii XBOpHX.
VYcim mamientkam 3 JIIT penpoyKTHBHOrO BiKy HMOBHHHI OyTH pPEKOMEHIOBaHI BiAMOBiAHI METOIU
koHTpanenuii. s xBopux Ha JII' peKOMEHIYeThCS BHKOPHCTAaHHS KOHTPAILICTITHBIB, IO HE MICTATh
€CTPOreHiB, Oap’epHi METOAM KOHTpaleNii, MPOBEACHHS XIpypriuHoi crepuiizamii. 3amicHa
ropMOHallbHA Tepamis TMoka3aHa mnamieHTkam 3 JI[T 'y mocTMeHomay3i Juiie TpH BUPaXKCHUX
KIIIMaKTEepUYHUX CUMIITOMAX 32 YMOBHU JOCSTHEHHS aJJIeKBATHOI'O KOHTPOJIIO CUCTEMH 3rOPTaHHS KPOBI.

* [Ipu m1aHOBUX XipypriyHUX BTPYUYaHHSX IEpEBary CIiJ BiJAaBaTH eIiaypalibHIi aHecTe3ii (TabJ.
10).

* [Ipu moripmeHHi (i3UYHOrO CTaHy (AETPEHOBAHOCTI), MOXKJIMBO, OOTOBOPEHHS HEOOXIIHOCTI
¢biznyHO1 peabimiTanii Mg HATISAAOM CIerianicTa

Tabauys 10. PexoMenaamii om0 3araJbHUX 3aX0/1iB
IosioKeHHst Kaac® PiBeHb"
XBopum Ha JIAT cnij yHUKaTH BariTHOCTI | C
Hns  mamientiB 3 JIAI'  pexomeHayeTbes
IMyHi3allis OPOTH TPHUIY Ta MHEBMOKOKOBOT I C
iHeKil
Y xBopux Ha JIAT' cming po3risHYTH
NICHXOCOIIAJIbHY MiATPUMKY
@i3uyHi TpeHYBaHHS MiJ HATJISIOM CIellianicTa
MOBHHHI OOTOBOPIOBAaTHCA y JACTPEHOBAHHX
MAIli€HTIB, SKI 3HAXOMAThCS Ha crerudiuHin
Teparii
V nartienTiB i3 @K III-IV Ta B 0cib 3 Hanpyroio
O, menme 60 MM.pT.CT. TIpH aBilanepenboTax
MOBUHHO PO3TJISIIATUCS TPU3HAUYEHHS KHCHEBOT
Tepanii
SIKmo MOXIMBO, NpU IUIAHOBIM  omeparii
3aMICTh 3arajbHOr0 HapKo3y IIOBHHHAa OyTu Ila C
BHUKOPHUCTaHA eMiypallbHa aHEeCTeCTe31s
[Taiientam 3 JIAIT He pexkoMeHAYeTbCs
HaaMipHe  (i3uYHE  HAaBaHTAXEHHS, IO 1 C
MPU3BOJIUTH O CUMIITOMIB CTOMJICHHS

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

Ila B

Ila C

XBopi Ha JII' BUCOKOUYT/IMBI 10 3HM)KEHHS PIBHS IeMOrjo0iHy B KpPOBI, TOMY HaBiTh HEBUPaXXKEHA
aHeMis BHUMarae IIBHUJKOTO €(QEeKTHUBHOTrO JiKyBaHHA. Y xBopux Ha JII' i3 BHpakeHOIO TiNOKCI€rO,
HaTpUKiIaa Ha (QOHI JIeTeHeBO-CHCTEMHHX IITYHTIB, BAHUKA€ BTOPHHHUN €PUTPOIIUTO3.

IIpu piBHI rematokpury Oinbiie 65% 1 Mpu HAsBHOCTI CUMIITOMIB, 1[0 BKa3YyIOTh Ha MiJBUILEHY
B’S3KICTh KPOBI (FOJIOBHUM O111b, MOPYILIEHHS KOHIIEHTpAIIil yBaru), nokasana (iaedoTomis.

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

MeaukameHTO3He JIIKYBAHHSA

Iliompumyroua mepanisa

3aranbHa Teparig xBopux Ha JIAD' BkiItoyae mpuiloM aHTUKOATYJISIHTIB, A1yPETHKIB 1 TUTOKCHHY, a
TaKOX 1HTaJISALI{ KHCHIO.
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Anmuxoazynanmu

[lokazaHHs Ui TNpHU3HAYCHHS aHTUKOATYIAHTHOI Tepamii y xBopux Ha JII' moB’s3ani 3
TpaguIiiHUMU (PaKTOpaMH PU3HMKY BEHO3HUX TpombOoemOouiii, Takumu sik CH, manopyxiausuii crocio
KUTTSI, & TAKOXK CXUJIBHICTIO O TPOMOOTHYHHX 3MIiH Yy JITEHEBUX CyAWHAX, MIKPOLUUPKYISATOPHOMY
pycii Ta eJacCTUYHUX JIETEHEBUX apTepisX.

CropusatnuBi  edpextn opanbHux aHtukoarynsHTiB (OAK) y xBopux nHa JII' mnokasani B
OJIHOIICHTPOBUX PETPOCIEKTUBHUX NOCTiDKeHHIX y xBopux Ha LJIAI 1 JIAI, mio BUHUMKIIA BHACTIIOK
NpPUHOMY aHOPEKTHKIB.

[{inboBHIA piBEHh MIKHAPOIHOI'O HOpPMaIi30BaHOTO criBBigHomeHHs npu JIAIT cranoButh 1,5-2,5
on. (3a pexomenganismu CIIA) Ta 2-3 (3a €Bponeiicbkumu pekomennamismu). [Ipu inmmx popmax JII'
pIlIEHHS PO TMPU3HAYEHHS AHTUKOAryJsSHTIB MOBHHHO B OyIb-KOMY BHIIAJKy MpUIAMaTHCS
1HAMBIyalbHO HA OCHOBI OLIHKM CIIBBIIHOIIEHHS pPHU3HUK/e€PeKTHBHICTh (30Kpema, mpu JIAT,
acoIiiioBaHii 3 MOPTAIBHOIO TINEPTEH3IEI0 MTPU BAPUKO3HOMY PO3IIMPEHHI BEH CTPaBOXOY, KOJIHM iCHYE
BUCOKHI pu3HK KpoBotedi). [Tanientn 3 JIAT, siki OTpUMYIOTh TPUBAJIO B/B MPOCTAHOI 1, MAIOTh BUCOKUI
pusuk TpomO03y karerepy. Tomy Bonu noBunHi otpumyBaTi OAK 3a BiICyTHOCTI IPOTH MOKA3iB.

Jliypemuxu
JliypeTUKH peKOMEeHI0BaHi JJIsl JTIKyBaHHS Ta MpoQillakTUKY 3acTiitHux sy, xoda PK/I 1o mporo

yacy He MpoBofwincsa. Jlo3u nAiypeTukiB MmiIOMparoThes JIKYIOUMM JIKapeM Ta MOBHUHHI PETEIbHO
TUTPYBATUCS, OO0 YHUKHYTH PI3KOTO MAAiHHA 00 €My HUPKYJIIOI0Y0i KPOBI Ta 3HMKEHHS CHCTEMHOTO
TUCKY. 3aCTOCOBYIOThCS METIBOBI AlypeTuku: Gpypocemin 20-120 mr/no6y, Topacemin 5-10 mr/no0y. Crin
pPETELHO KOHTPOJIIOBATH (DYHKIFO HHPOK 1 IMOKA3HHUKH EIIEKTPOJITHOIO OOMIHY I 3armo0iraHHs
PO3BUTKY YCKJIQJHEHb XPOHIYHOI AlypeTU4YHOi Teparii. AHTAroHICTH allbJOCTEPOHY (CHIPOHOIAKTOH Y
1031 25-150 mr/no0y) MokHa BUKOPUCTOBYBATH TpH po3BUTKY XponiuyHoi CH II-1V ®K.

Kucnesa mepania

Merta nikyBaHHS — MiITPUMKa HaCHUYEHHS KpoBi KucHeM He MeHule 90%. binpiiicTh maiieHTiB i3
JIT', 3a BunsATKOM 0Ci0 3 BBC 1 siereHeBo-cuCTEMHUMU LIYHTaMH, MalOTh HE3HAUHI CTYNEH1 apTepiaibHOT
rifnoKceMii y CIOKOi, SKIO Y HUX HEMA€ BIIKPUTOIO OBAJILHOI'O OTBOPY. 3aCTOCYBAHHS IHTAJIALIN KUCHIO
samkye JICO, ane B IesKUX BUITAKaX TPUBAJIE 3aCTOCYBAaHHS KUCHIO, OCOOIMBO y BUCOKHUX J103aX, MOXKE
BUKJIMKATH JIETEHEBY BAa30KOHCTPHKIIO Ta MPU3BECTH JIO MOTIPLIEHHS CTaHy XBOporo. BukopucranHs
KHCHIO eekTuBHO y xBopux ¢ XO3JI, y Toii ke yac npu BBC i3 myHTyBaHHSM KpPOB1 MpaBOpy4-IiBOPYH
PO3BHUBAETHCS pedpaKkTepHa 10 KUCHEBOI Teparii rinoKceMisi, BHACIIIOK YOT0 3aCTOCYBaHHS KHCHIO Y 1€l
Kateropii XBopux O0yzie MpakTUYHO Hee(EKTUBHUM.

EdextuBnicts TpuBanux (10 12-15 rogun Ha no0y) iHTranmsAmid KUCHIO (2 JI/XB) MOKa3aHa y XBOPUX
Ha JII" Ha ¢oni XO3JI.

Cepuegi 2nikozuou

B/B BBenenns aumrokcuny xsopuM Ha IJIADT cynpoBO/KyeTbCs 3HAUHUM 3MEHULICHHSM piBHS
HOpaJpeHaliHy B mia3mi Kposi. CeplieBi IIIKO3UIN MOXKYTh Npu3HayaTucs y Bunajakax @Il y xBopux Ha
JII" 1751 3MEHIIEHHS YacTOTH IITYHOYKOBOTO puTMy (Tabm. 11).

Anemis

JedinuT 3aniza yacto 3ycrpivaerses y xBopux 3 JII': y 43% xBopux 3 igionarnyHoro JIAT, y 46% 3
JIAT acouiiioBaHOIO 13 3aXBOPIOBAHHSAMH CIOJYYHOI TKaHWHU Ta y 56% XBOpUX 3 CHHIPOMOM
Eiizenmenrepa. Jledinut 3amiza MOXKE acOIIOBATHCS 13 3HUKEHHSM TOJEPAHTHOCTI 10 (hI3HUHOTO
HaBaHTAXEHHA Ta OUIbII BHMCOKOIO CMEPTHICTIO. ToMy, pPEKOMEHJOBAaHO MPOBOJUTU PETYJISPHUM
MOHITOPHHI LIbOTO CTaHy, ocoOnuBo, Ha Qoui npuitomy OAK. Ilpu BusiBneHHi nediuuty 3amisza ado
aHeMii HEOOXiTHO BHU3HAYMUTH YCi MOXKJIMBI NMPUYMH 1X BUHHKHEHHA. [Ipu BUsBIIEHHI nediuuty 3aiiza
MpU3HAYalOThCsl mpernapatu 3aiiza. CniJl BpaxoByBaTH, 1[0 iHOMlI y xBopux 3 JII' cmoctepiraerbcs
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MOPYIUICHHST BCMOKTYBaHHS 3amida 1 Toal €(pEeKTHBHUMH € IpernapaTtd 3aji3a, M0 NPU3HAYAIOThCS
MapeHTEPATBHO.

Tabauys 11.Pexomenaaii momao miaTpumMyio4oi Tepamii
BuzHaueHHs Kaac? PiBenb

b

CedorinHa Teparmisi mokazaHa y naiieHtiB 3 JIAI' 3
O3HaKaMM TNPaBOLUTYHOUYKOBOI xpoHiunoi CH 1 I C
03HAKaMU 3aTPUMKH PITUHU
JIOBrocTpOKOBI 1HTAJISAIIT KHCHIO TIOKa3aH1 MalieHTaM
3 JII' npu PaO, wmenme 8klla (60 MMm.pr.CT.).
PekomeHylOTbCST  HHM3BKI  KOHIIGHTpAIii  KHUCHIO
(2 n/xB)
JlikyBanHs OAK TUIA MOTEePEIKEHHS
TpoMOOyTBOpeHHsT B cuctemi JIA  HeoOXigHO
posrisimatu 'y xBopux Ha UJIAT, cmagkoBy JIAT i
JIAT, mo noB’si3aHa 3 BUKOPUCTAHHIM aHOPEKTHKIB
Kopekmiss anemii Ta/abo 3amazonediuuTy MOXKe
00roBoproBaTHcs y namienris 3 JII'
JlikyBaHHSI JTUTOKCMHOM TOBHHHO PO3IJISIIATUCS Y
namientiB 13 JI[, 'y  SAKHX  PO3BHBAETHCA I1b C
taxicucromiyvna popma OII
Buxopucranus 1HTi0ITOPIB aHT10TEeH3WH-
MIEPETBOPIOIOYOTO bepmenry, 0JI0KaTOpiB
peuenrtopiB anrioreHsuny II, Oera-OGiokaTopiB Ta
MBaOpaauHy HE PEKOMEHJOBaHO y mamieHTiB 3 JIAT 111 C
0e3 HasgBHOCTI CYNYTHBOI Martojiorii (CHUcTeMHa
apTepiajibHa TINEpTeH3is, 1MeMiuHa XBopoba cepis,
CUCTOJIIYHA JUCQYHKIIIS JIIBOTO MUTYHOYKA)

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

la C

I8 C

Crnenndiuna repanis JIAT

Anmazonicmu Kanvuiro

bnokaropu kanbuieBux kaHaniB (BKK) mokasani xBopum Ha JIAI' i3 MO3UTHBHOIO BiJNOBIJIIO Ha
rocTpuil BazopeakTuBHui TecT (0nu3bko 15% xBopux Ha JIAD'). CopusTauBI KIiHIYHI T4 TPOTHOCTHYHI
e(eKTH aHTaroHiCTIB Kajbllil0, 10 3aCTOCOBYIOTHCS Y BUCOKUX J103aX XBOpUMHU Ha JIAI 3 mo3UTUBHUM
TrOCTPUM Ba30pPEaKTUBHUM TE€CTOM, OYJIM MOKa3aHl B OJHOLIEHTPOBUX HEPAHIOMI30BAHUX JTOCIHIKEHHSX.
Jlo umncna pexkoMeH10BaHuX 11 JikyBaHHs JIAI' Ha cbOroHI HaslekaTh AUTIAPOMIPUINHOB] AHTATOHICTH
KaJIbIIi10 (aMJIOUTIIH, HI(DEIUITiH) Ta JUITia3eM, 3 OCOOJUBUM aKI[EHTOM Ha Hi(ETUIIIH 1 JUITia3eM.

[Ticnsg mpu3HAaUYeHHS aHTAaroHICTIB KaiblLilo udepe3 3-4 MicsAli HEoOXiHO MPOBECTU IOBTOPHE
oOcTexxeHHd mnauienTa, Brkatodaroun KIIC, mig BUpimIeHHS NUTAaHHS NPO MPOJOBXKEHHs Tepamii (knac I,
piBeHb fokasiB C). IIponoBkeHHs Teparii BACOKUMH J03aMU OJIOKATOPIB Kalblli€EBUX KaHANIB MOKAa3aHO
namientam | ta 11 ¢yrkmionansHoro kiacy 3a BOO3 13 3HaYHMM MOKpanieHHSM CTaHy T€MOJWHaAMIKU
(xnac I, piBens nokasiB C). Ilpusnayenns cneungiynoi tepamii JII' pekomennoBano namientam i3 III ta
IV ¢$.x.BOO3 abo Tum, y KOro He CHOCTEpIranocs 3HAYHOIO T'€MOJAMHAMIYHOTO IMOKPAIIEHHS MiCIs
MPU3HAYCHHS BHCOKUX J03 aHTaroHicTiB Kanblito (knac I, piBens nokasziB C). Bucoki mo3u Giokatopis
KaJIBIIIEBUX KaHAJIIB HE MOKa3aHi MaIrlieHTaM, SKUM He TTPOBOIMIIN BazopeakTuBHUHU TecT (kiac I, piBeHb
nokasiB C), Ta SKIIIO BOHK HE MAIOTh JOAATKOBI MOKA3M JUIs X MPU3HAYEHHS Y CepellHiX J03aX (CHHAPOM
Peiino).

Bubip mpemapaTy BH3HA4YaeThCsl MOYATKOBOIO YAacTOTOI CepLEBHX CKOopoueHb. [larientam i3
YaCTOTOI CEPIIEBHX CKOpPOYeHb y crmokoi MeHme 80 yaapiB Ha XBWJIMHY CIiJ] PEKOMEHIyBaTH
AQHTArOHICTH KaJbIIII0 JTUT1IPOIIPUAUHOBOTO PSAIY, IPH BIIHOCHIH Taxikapaii — AUITIa3eM.

Amioaunis € npenapaToM Bubopy Juist nauieHTiB 3 JIAT 13 aBumamu npasonutryHoukoBoi CH.
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Cain migKpecnuTH, IO TEpamil0 AaHTaroHiCTaMd KaJbI[l0 CIiJ TOYMHATH IiJ CYBOPHM
TeMOJIMHAMIYHMM KOHTpoJieM XxBopux Ha JIAI, #AKi MO3WUTHBHO BIJAMOBINAIOTH HA TOCTPUH
Ba30pPCAKTUBHUN TeCT. TUTpyBaHHS 03U Mperapary IMOBUHHO IPOBOJUTHCS MOCTYIIOBO MPOTATOM
JEKUIBKOX THXKHIB IO MAKCUMAJILHO JI03H, SIKa JI00pe MEePEeHOCUThCS. [HOA1 CHCTEMHA TIIOTOHIs, HAOPSIKU
TOMUIOK 1 CTOIN MEpemIKO/KAIOTh 30UIbIIEHHIO 103U. [Ipu3HaueHHs JUTrOKCHHY Ta/abo NiypeTHKiB Y
NeSIKUX BUMAJKaX A03BOJISIE BIOPATHUCS 3 MOOIYHUMU e€(eKTaMu aHTaroHICTIB KalbIIilo.

Teparrisi aHTArOHICTAMH KaNbIIiI0 TOKA3aHa: MAIIEHTAM 13 CEpIEBUM iHaeKcoM Gimpime 2,1 1/xB/M>
Ta/abo carypauiero O, BeHO3HOI KpoBi Ounblie 63% i/abo tuckom y Il menme 10 mm. pr. cT. 1 3
MO3UTUBHOIO BIAMOBIIIIO HA TOCTPE MPU3HAYCHHS Ba30IUIATATOPY.

IIpu cepueBomy iHaekci Menme 2,1 1/xB/M? Ta/abo carypauiero Oy BeHO3HOI KpoBi MeHme 63%
ta/abo tuckom y IIII Gimpme 10 mm.pr.ct., npu IV ®OK antaronictu kampLio He moka3aHi. Tepamito
NoTpiOHO TOYMHATH B CTAlliOHApi, PETEIbHO TUTPYBATH A03y IMiJ KOHTposieM AT, KOHTpOIIOBATH
MOKAa3HUKHM OKCUTEHAII] KPOBi Ta TOJIEPAHTHICTh 1O HaBaHTaXeHb (Tadu. 12).

Tabnuysa 12. AHTaroHicTH KaJablilo A5 JiKyBaHHs XBopux Ha JIT'
Jlikapcokuii | [louarkoBa | 36inbmennsa | JJlo6oBa 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
Hidenumin 20-40 mr Ha 20 Mr 40-60 80-120 120-240 mr
AmitoauInia 2,5-5 Mr Ha 2,5 Mr 10 12,5-15 20 mr
Ilpocmacznanounu

Ha cporoani mpocrariaHIuHH PO3IIISIIAIOTHCS SK MEPCICKTHBHA IpyIa npernapariB uist JikyBanuas JIT,
[0 Ma€ Ba30IMJIATYIOUY, aHTHArPETaHTHY 1 aHTUIpoTipepaTuBHy mito (Tabdm. 13).

Tabnuys 13. llpocTarnan MM 1Jis1 JiKyBaHHsA XBopux Ha JIT

Jlikapcbkuii 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 mxkr 4 p/mo0y
p/no6y

* 32 yMOBU 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 iHeANAYIUHULL lonpocm (mopeoea Hazea «Benmasicy). /[na
JIKYBAHHA ypadcenHs nepugepuynux apmepiti (mpomaneiim, cunopom Petino, enooapmepiim) 6 Ykpaini
3apeccmpo8anuti HYmMpIUHbOBEHHUL IIonpocm (Mmopeosa Hazea «liomeouny).

Inonpocm — xiMi4HO CTaOLIBPHUI aHANOr NPOCTALMKIIHY, SKUH MOYKHAa BUKOPHUCTOBYBATHU IS
nmikyBanHs JIAD sk ns B/B BBeIEHHs, Tak 1 B IHTaysMiiHIA (opmi 3a nomomororo HeOymaizepy.
TpuBamicTs Aii iHTANAIIHOTO 1TOTIPOCTY CTaHOBUTH 60-120 XB, MPOTATOM 100K HEOOX1THO MpoBecTH 6-9
iHramsii 4yepe3 HeOynaiizep. 3acTOCYBaHHS IHTIALIKHOTO UIOMPOCTY HPU3BOAMTH JIO CEJIEKTUBHOL
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JIeT€HEeBOi Ba30WJIaTAallil, 110 BUKIUKAE PO3UIMPEHHS CYAMH Y BEHTUJIHOBAHUX aJlbBEOJAaX, YHUKAIOUHU X
PO3LIMPEHHS B HEBEHTHJIbOBAHUX JUISHKAX.

Kpim Toro, imompoct Mae aHTUTPOMOOTHYHY, NpPOTH3aNajibHy, aHTUNPOIipepaTUBHY Ta
¢iOpuHONMITUYHY [it0. Take JKyBaHHS TOJIIIIYE TEMOJWHAMIYHI 3MIHM Ta 3JaTHICTh IEPEHOCUTH
¢iznune HaBantaxeHHs namientamu 3 JIAI. Tepamnis inonpocrom edextuaa y xBopux -1V OK JII" —
npu UUIAT, JIAT, acomiiioBaHiil 3 3aXBOPIOBAaHHAMH CIIOJIYYHOI TKAHWHU Ta 3YMOBJICHIN J1€H0 TOKCHUHIB,
cunnapomi Eiizenmenrepa, neonepabensHiit XTEJII'. Jloka3oBa 6a3a moA0 3aCTOCYBaHHS LIONPOCTY B
skocTi MoHoteparnii y xBopux Ha JIAI' 1 XTEJI' Bxiroyae mojBiifHe cllile paHI0Mi30BaHE IUIane0o-
KOHTpoJboBaHe aociikeHHs AIR Ta BinkpuTe 0araroneHTpoBE TpUBAJIE PaHIOMI30BaHE JOCIHIHKEHHS
AIR-2. ¥V mepmiomy Oyna moka3zaHa €(peKTHBHICTh 1 NMEPEHOCUMICTh IHTAIAIIAHOrO 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, nominmeHas OK sk MiHIMyMm
Ha 1 xmac + >10% mpupict aucranmii B T6XX + BiACYyTHICTh MOTipIIeHHS a00 (aTaabHOTO pe3yabTaTy
Oyno gocarnyto y 17% mauieHTiB rpynu inonpocty Ta 'y 5% rpynu miane6o. Aucranuis B T6XX y rpymi
imonpocty 10 12-ro TmxHsa 30uTbmMIacs Ha 36,4 M y mopiBHAHHI i3 1wiane6o. [Ipuyomy, B miarpymi
xBopux Ha UII' OyB mocsruyTuil Halikpamuii pesynbrat (+58,8 m). ¥ apyromy nocmimkenni — AIR-2 —
OLliHIOBaJacsd €(PEeKTHBHICTh 1 MEPEHOCHUMICTh IHTAIALIAHOTO 1onpocTy mpoTtsroM 24 mic. Tepanii. Ha
¢doHl NiKyBaHHS TreMoAMHaMiuHUI edekT (3HIKEHHS THUCKY B JereHeBii apTepii) 30epiraBcs abo
HApOCTaB, HEOOXIAHICTh Y Oy/Ib-SKUX MiIBUIICHHIX A03U Yepe3 Taxidinakcito Oymna BiACYTHS.

Binznavanocs 3HauHe MOMINIIEHHS TOJIEPAHTHOCTI 10 (Pi3MYHUX HaBaHTaKEHb, 1110 BU3HAYAETHCA 32
maanmu T6XX, inmekcy 3aaummku, @K. 3a Bech mepion CIOCTEPE)KEHHS BIKHBAHICTH UIS TPYIH
naiienTiB 3 UII' cranoBuna 91,4%, y Toil yac sIK po3paxyHKOBHMH PiBEeHb BHKMBAHOCTI CKJIAaB yChOT'O
63,1%.

OTtpuMaHi JaHi TiATBEPAUIN KOPOTKO- 1 JOBIOCTPOKOBY €(heKTHBHICTh IHTASIIITHOTO 1JIONPOCTY; Y
TPUBAJINX BIAKPUTHX JOCHI/DKEHHSIX HE IOKAa3aHO PHU3UKY 30UIBIICHHA 4YHCIa MOOIYHUX e(eKTiB
npernapary.

Enonpocmenon* (ue 3apeecTpoBaHuii B YKpaiHi) — CHHTETHYHUN aHAJOr MPOCTalUKIiHY. B/B
Teparis enompoCTEHOJOM MPOTAroM 12 THXKHIB HPU3BOAMIA JIO MOJIMIIEHHS TeMOJUHAMIYHHMX
MMOKAa3HUKIB, SKOCTI JKUTTS XBOPOTO, 30UIbIIEHHS AUCTAHIT O-XBUJIMHHOT XO0AbOM, 3MEHIIEHHS
BUPA3HOCTI CHUMIITOMIB 3aXBOPIOBaHHsA. Y JESKUX JOCHIIKEHHSIX OyJ0 BCTAHOBJIEHO ITiJBUILEHHS
BIKMBAHOCTI XBOPHX, Kl OTPUMYIOTh JaHy Teparito, y MOpIBHSAHHI 31 cTaHAapTHOO Teparieto JIAI. B/B
Teparisi enonpocTeHoysoM epextuBHa y xsopux Ha UIATL, npu audy3iiHUX 3aXBOPIOBAHHIX CHOIYYHOL
TKaHWHHU, cuHapoMmi Eiizenmenrepa [IT*IV OK.

Enonpocrenon Mae KOpoTkHi mepiof] HamiBpo3nangy (3-5 XB) 1 mpuU3Ha4YaeThCsl y BUIIISIL 1HDY311
yepes LHEHTPAIIbHUM BEHO3HUH KaTeTep.

ITouaTkoBa /1032 CTAHOBUTH 2 HI/KI/XB 3 MOJAJIBIIUM 11 MiJBUIIEHHSAM MPU TapHIi NEepeHOCUMOCTI
no 20-40 ur/kr/xs. IloOiyHi edexkTn Teparii enonpoCTEHOJOM BKIIIOYAIOTh TINEPEMII0 3 NMPHIMBAMU,
HYJIOTY, OJIOBaHHS, Aiapero, Oinb B 00JacTi IeenH, CKEeleTHO-M S30BHM Oifb, IMIKIpHI BUCHIIAHHS
epUTEeMaTO3HOTO XapakTepy, a TaKoX YCKJIQJHEHHs, IIOB’S3aHI 3 TPHUBAJIUM 3aCTOCYBaHHSIM
HeHTpayibHOro Karerepy. Ciifi yHUKaTH pi3Koi BiAMIHU 1H(]Y31i enonpocTeHOIy Yepe3 BUCOKHM PU3MK
PO3BUTKY CUHJIPOMY PUKOIIETY, MOTIPIIEHHS TeMOIMHAMIYHUX OKA3HUKIB 1 CMEPTI.

Tpenpocmunin* (He 3apeecTpoBaHMii B YKpaiHi) — TpPULMKIIYHA OCH3WIMHOBA TOXIiTHA
€MOIMPOCTEHOITY 13 33JJ0BUIBHOIO XIMIYHOIO CTaOLIBHICTIO, IO J103BOJISIE BBOAUTU HOT0 y (hi310JI0TTHHOMY
PO3UMHI P TeMIepaTypi HABKOJIUIIHBOTO MOBITPS 5K B/B, TaK 1 /1.

[I/m BBeneHHs mpemapaTy MOXHa HIPOBOAMTH 3a JOMOMOIO MiKpoiHQY3iiiHOI mHoMmu Ta
MQJIEHbKUX T/ KaTeTepiB. Y LHX BUMAJKAX YCYBAaIOTbCA YCKJIATHEHHS, IOB’S3aHI 3 IMOCTIHHUM
BTPYYaHHSIM Y IIEHTPaJIbHY BEHO3HY MEpEeXKy, HaNpHKIaJ, iH(QEKIi, a JOTJs 32 CHCTEMOI Hadararo
MPOCTILIHA.

besnepepsHe /11 abo B/B BBEJEHHS TPENPOCTUHUTY MPU3BOIUTH A0 MOJIMIIEHHS TOJIEPAHTHOCTI 10
¢bi3MYHUX HaBaHTaXeHb, 3HIKeHHS JICO, mominmeHHs KIiHIYHOTO cTaHy XBopux Ha JIAI. HaiiGinbe
301IbIIEHHS IEPEHOCUMOCTI /10 (PI3MYHUX HAaBaHTAKE€Hb OTPUMAHO Y XBOPHX 3 HaMBaKYMM MOYaTKOBUM
CTaHOM 1 y XBOPHX, 3/IaTHUX MIEPEHOCUTH BUCOKI JIO3M Ipernapary.
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Haituactimum no6iunuM edexkrom mpenapaTy € OuUTb y MICIi BBEACHHA, IO CTa€ NPUYHHOIO
MPUINMHEHHA JIKyBaHHS Y 8% BHUMaAKIB 1 00MeXye MIABUILIEHHS J03U L€ B YACTHHH XBOPUX.

Bepanpocm * (He 3apeecTpoBaHuil B YKpaiHi) — 11 MEPIIUi XIMIYHO CTa0lTBbHUA MPOCTAUKITIH. B
€BPONEUCHKOMY, a TIOTIM y aMEpUKAaHChKOMY JIOCHI/DKEHHI TIPOJIEMOHCTPYBAaB ITOKPAIICHHS
TOJICPAHTHOCTI J0 (I3MYHOTO HABAHTAKEHHS, alle HE TEMOAWHAMIYHUX TapaMeTpiB abo mepeodiry.
HaiiGinpm vacti moGiyHi Aii — rosioBHa Oib, TOYEPBOHIHHA JHI, OUIb y Imenenax Ta miapes. Ha
TeNepilIHiii yac npenapaT He cxBajieHo EBponeiicbkoM MenuuHoo ATeHIi€o 10 BAKOPUCTAHHS.

ATOHicTH peunenTopiB NpocTarjJaHIuHiB

Cenexcunaz (He 3apeecTpoBaHMil B YKpaiHi) — CEJEKTUBHHMM aroHICT MPOCTAlMKIiHOBUX [P
perentopiB. [lis cxoxa 3 Ji€l0 EHIAOTCHHHX INPOCTa LHUKIIB. Y PpPaHIOMI30BaHHX JOCIIKEHHSIX
MIPOJIEMOHCTPOBAHO, IO Mpemnapar, siIKkux npusHadaiu namieHtam 3 JIAT, mo He npuiimManu crienuiynoi
Tepamii abo mpuWiiManu CTa0UIbHI [103M AHTAroOHICTIB EHIOTETIHOBHUX pernentopiB abo Onokaropu
dbochomaiectepasu, 3menmye JICO, nocroBipHo Ha 40% 3MeHIIye PO3BUTOK YCKJIAAHEHb Ta CMEPTHICTh
(cMepTh Bif yCiX MPHUYHH, TOCHiTati3alii 3 mpuBoay noripuenns cumnromis JIAT, noripmenns JIAL, mo
MpHU3BEJIO JI0 TpaHCIUIaHTalii a0o aTpiadbHOi CENTOCTOMIi, MOYATKy JiKyBaHHS MapeHTepalbHUMU
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

AwnTaronictu peuenrtopiB ennoreniny (APE) — 603enTan, amOpu3eHTaH, TaKCEHTaH, MECITEHTaH — €
nepopaibHUMHU 3acobamu. MexaHi3m il iX 3yMOBIEHHMI NTpPUTHIYEHHAM (PapMaKoJOTIYHUX €PEeKTiB
€HIOTENIHIB.

Jnst enoTeniny-1 HIMH €:

* ckopouenHsi 'MK cynun 1 6poHxiB,

* npeoridepanis ta mirpamis ' MK,

* mportichepartist hpibpoOIacTis,

* rinepTpodist KapA10MIOIHTIB,

* aaresis Ta arperalisi TPOMOOITUTIB,

* Mirparisi ICHKOIUTIB, MOHOIIUTIB, MaKpo(QariB 1 BUBLIbHEHHS LIUTOKIHIB,

* MO3UTUBHUHU 1HO- 1 XpPOHOTPOIIHUH e(eKT.

Komenmap pobouoi epynu:
B Vkpaini cmanom na 01.01.2016 p. Amopusenman, Taxcenman, Mecimenman He 3apeecmposani
5K NIKAPCHKI 3aco0u.

Bo3enTan G110Kye sIK pelienTop eHI0TeNiHy A, Tak 1 peuenTop eHaoTenyny B, y 2 pannomizoBaHux
nmoABIMHUX cminux AochimpkeHHsx y namieHTiB 3 JIAL [II-1V-ro kmacy 3a BOO3 noka3aB 3HauHMit edekT,
y 3B’S3Ky 3 UMM 3aTBEp/PKEHUI Ui 3acTocyBaHHs B €Bpomi Ta B AMepuui. Ilpu perpocrnekTuBHOMY
aHaJi3l pe3ynpTaTiB 2-niTHbOro crnocrepexeHHs 3a 103 xBopumu Ha UJII' III ®K npu 3actocyBaHHI
003eHTaHy BUSBJIICHO, 10 MOJIMIIEHHS (Pi3UYHOI aKTUBHOCTI Ta FeMOAMHAMIKHU CIIOCTEpIiraeThes uepes 4
Micsll Tepamii Ta 30epiraerbcsi mpoTsiromM | poky 1 Oumbime. Y BCiX Malli€HTIB, SKI MNPUIMAaIOThH
AHTaroHICTH PELENTOPiB €HAATeNiHy, HEOOXITHUI MOMICSYHUN KOHTPOJIb MOKA3HUKIB (DYHKIIIT MEYiHKH.
[linBuimenHs piBHA TpaHcaMiHa3 OiTbINe, HIK B 3 pa3u BUMarae 3HIWKEHHs JI03M a00 BiMIHU Mpemnapary.
bozentan nossonenmii y CIIA, Kanani, Smownii, a Takox y kpaiHax €pomelicbkoro Coro3y amis
nmikyBanHsi UII' 1 JIAT, noB’s3aHiil 13 3aXBOpIOBaHHSAMH CIOJY4YHOI TKaHMHH, Y XxBopux II-IV ®K. B
VYkpaiHi npenapaTH 1i€i TPy He 3apeeCTPOBaHI.

AMOpicenTan. AMOpiceHTaH € Hecyib(aHlIamizoMm, Kiacy mnpomnaHoBoi kuciotu, APE, mio €
CEeNIEKTUBHUM JUI peLenTopa eHaoTeniny-A. AMOpiceHTan OyB OLIIHEHUH B MUJIOTHOMY JTOCTiIKeHH] (23)
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i B 2 Bemukux PKJ] (ARIES [AMOpiceHTan npu JiereHeBiil apTepiayibHii rinepreHsii, paHIOMi30BaHe,
MoABIHHE cliTe, MIanedo-KOHTPOIbOBaHE, 0araToneHTpoBe AOCHIKeHHsT eekTuBHOCTI] -1 1 -2), sKi
MoKa3aJii e(QEeKTHBHICTh IOJ0 CHUMNOTOMIB, (PI3MYHOTO HABAaHTAKEHHs, T'€MOJMHAMIKM 1 Yacy [0
KJIIHIYHOTO TIOTipIIeHHs y mamieHTiB 3 imionatuuHoro JIAID i1 JIAIL, moB's3aHor0 13 3aXBOPIOBaHHSIMU
cnoyunoi Tkanuau Ta BUI (24). AmOpicentan OyB cxBaneHuil /i nikyBanHsa mauieHTiB II 1 I ©K-
BOO3. Yacrora anHomanbHuX (YHKIIOHAJIBLHUX TECTIB IediHku 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 TEYiHKA HE €
o6oB's3koBoI0 y CIIIA (25). Byno noBigoMieHO Mpo 3pOCTaHHS YacTOTH Nepu(epruuHuX HAOPSKIB MpH
B)KMBaHHI aMOpiceHTaHy. AMOpiceHTaH peKOMEHA0BaHUH s namieHTiB 3 JIAT.

Mauirenran. Iloagiiinuii APE maritentan OyB po3poOieHuid HuissxoM Monaugikauii CTpyKTypu
003eHTaHy 3 METOK 30UIbIICHHS e(PEeKTUBHOCTI 1 Oe3mekuw. MarliTeHTaH XapaKTePHU3YEThCS CTIHKUM
3B'I3yBaHHS peLEnTopa Ta MiABHILECHHSIM NPOHUKHEHHS B TKAHWHU. Y JOCHIKEHHI THUITY «BUIAIOK-
koHTposib» SERAPHIN (JlociimkeHHs aHTaroHicTa penenTopa eHA0TeIiHy MPpH JIETeHEeBI apTepiaibHii
rinepTeHsii s MoKpameHHs KIiHIYHuX pe3ynabTartiB) (31) 742 namienTiB 3 JIAT nikyBanucs 3 a6o 10 mr
MaIliTeHTaHy MOPIBHIHO 3 TuIanedo nporsarom B cepenabomy 100 TwkHIB. [IepBHHHOIO KiHIICBOIO TOYKOKO
OyB 4Yac BiJ MOYATKy JIIKYBaHHS JI0 MOSIBH IEPIIOi KOMIIO3UTHOI KiHIIEBOI TOYKH CMEPTi, MepeacepaHol
CENTOCTOMIi, TpaHCIJIAHTAlli] JIeTeHb, TOYaTKY JiKyBaHHS B/B a00 I/IlI MPOCTaHOIaMH a00 MOTIpPIICHHS
JIAT. MariiTeHTan 3HAYHO 3HU3UB JaHY KOMITO3UTHY KiHIIEBY TOYKY 3aXBOPIOBAHOCTI Ta CMEPTHOCTI
cepen mauieHTiB 3 JIAL, a TakoX MiABUINKUB MEPEHOCUMICTh (i3MuHOr0 HaBaHTaxeHHs. [lepeBaru Oynu
MOKa3aHi K JUIsl TAli€HTIiB, SKi HE OTPUMYBAJIM JIKyBaHHS paHille, TaK 1 JUIi THX, XTO OTPUMYBAaB
¢donoBy Teparmito JIAI'. Xoua He Oys10 BUSBICHO HisIKOT EUIHKOBOI TOKCUYHOCTI, 3HI)KEHHS T€MOTIIO01HY
B KpoBi <8 1/mn cnoctepiranocs B 4,3% mnamieHTiB, ski orpumyBanu 10 mr mamitentany. MariTeHTaH
pexomennoBanuii Komiciero 3 xapuoBux npoaykTiB 1 MeaukameHTiB B CILIA (FDA) nns manientis 3 JIAT
1 OoTpuMaB Ha MOMEHT MyOJiKamii Mo3WTUBHUKA BiAryk KomiTery 3 JiKapChKHMX MpenapatiB Juls
3aCTOCYBaHHS y JIIOJUHU €BPOIEHCHKOr0 areHTCTBa 3 JTiKapchkux 3aco6iB (EMA) 3a MM nmoka3aHHSAMU.

Inzioimopu gpocgpodiecmepazu-5

OOrpyHTyBaHHsSIM Il 3acTOCyBaHHs 1HTiOiTOpiB Qocdomiectepazu-5 (DJAE-5) mpu JIAT €
aKTHBAllisl WUIAXY IUKIIYHOrO ryaHo3uH MoHodocdaty (uI'M®). Ilpurniuyroun rigapomniz ul MO,
mpenapard JaHOro KJjacy TMIiABUIIYIOTh HWOTO pIBHI B KpPOBI, IO 3yMOBIIIOE Ba30ouJIaTaIliiHI,
aHTUInpomidepaTuBHi Ta NPOANONTUYHI €(EeKTH, 3AaTHI YHNOBUIBHUTH PEMOJETIOBAHHS JIEr€HEBUX
aprepiii. Y cucreMHOMy KpoBoTolli ekcripecis DJIE-5 MiHiMalibHa, 10 TOSICHIOE BITHOCHY CEJIEKTUBHICTh
iHri6iTopie ®JIE-5 y BiiHONIEHHI JETreHEBOr0 LUPKYIATOpHOro pycna. Kpim Toro, € nokasu, o
iHriditopu ®JIE-5 MoxxyTh Oe3nocepeIHbo miicuintoBaTi ckopoTHicTh [T1II.

Cunoenaghin (equuuii npeactaBHUK rpynu iHriditopie ®JIE-5, 3apeectpoBanuii B YkpaiHi ajs
nikyBaHHsl JIAT) — inri6itop ®JIE-5, 3anmobiratoun aerpananii ul M®, Bukinukae 3umxkeHHs JICO Ta
nepeBanTaxkeHHst [111. Jlo cborosaHi BXke HAKONUYEH1 JIaHi, 110 JEMOHCTPYIOTh FapHY MEPEHOCUMICTh Ta
edexkTuBHICTh cuiieHadiny y xBopux Ha JIAT pi3HOi eTiosorii. YV KIIHIYHUX TOCHIKEHHAX CUiieHadia
3aCTOCOBYBaBCA B pa3oBuX A03ax 20-90 mr 2-3 pa3u Ha J€Hb 1 BUKJIMKAB MOJIMIIEHHS TeMOJIMHAMIKHU Ta
TOJIEPAHTHOCTI A0 (P13MYHMX HaBaHTakeHb y XxBopux Ha JII'. Onucani neski noOiyHi edekTu mpemnapaTy —
TOJIOBHUH Oi11b, 3aKJIaJIeHICTh HOCA, MIPUIIMBH, PAIITOBA BTpATa CIyXY, MOPYIIEHHS KOJIbOPOCIPUIHATTS,
nucrnerncis. Cunnenadin pekoMeHayeTbesi XxBopuM Ha JII', y skux HeepeKTUBHA 1HIIA MeIMKaMEHTO3Ha
Tepartis.

Taoanagin* (Ha naHuUW dYac 3apeecTpOBaHMM B YKpaiHi TUIBKK IS JIIKYBaHHS €PEKTUIILHOT
mucynkuii) — inridirop ®JIE-5 i3 TpuBamum mepionoM HamiBBHBeAEHHs (O6au3bko 17,5 roauH), 1o
BHUMarae oJIHOKpaTHOTO 3aCTOCYBaHHS MPOTSITroM J00u. Y paHI0MI30BaHUX AOCTIKEHHSIX MPU3HAUYEHHS
taganadiny xsopum Ha JIAT y mo3i 40 mr/moOy mpusBoawno n0 30umbmieHHs auctaniii B T6XX.
JlikyBanHs Tananadinom He cynpoBokyBaiocs 3MiHo DK JIATL, ogHak TpoXu MpoaoBKYyBajo 4yac 10
JIEKOMITEH calil.
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[ToGiuni edexTu mpenapary — rojJoBHUN Ok, Mianriss, Ha30(apuHTIT, OB y KiHLIBKax, HyA0Ta,
OlTh y CIIWHI, JMCIIETICIS, 3aKJIaJCHICTh HOCA, panToBa BTpaTa CIyXy, MOPYIIEHHS KOJIbOPOCTPUHHATTS
(Tabm. 14).

Bapoenaghin (Ha manmii 4yac 3apeecTpoBaHUN B YKpaiHi TUIBKK JUIsl JIIKYBaHHS €PEKTHUILHOT
mucyHkii) - iHridbitop ¢ocdoniecrepazu-5 i3 OUIbII TpUBAIMM, HDK y ciageHadira, mnepiogom
HaIIBBUBE/ICHHS, IO JI03BOJISIE MTPU3HAYATH HOTO JIBa pa3d Ha JCHb. Y PaHIOMI30BaHOMY JIOCII/KEHHI
mikyBaHHs 66 marieHTiB 3 JIAL, 010 bOTO HE MpUKMaK Mpenapari, BapAaaHadiioMm 5 Mr aBa pa3u Ha
JICHb  TPHU3BOJMIO JO 30UIbIIECHHS TOJEPAHTHOCTI JO (PI3MYHOrO HABAHTAXKEHHS, TOKpAIICHHS
reMOJMHAMIYHUX TMapaMeTpiB Ta MOIOBKECHHS 4acy J0 KIiHIYHOro moripmeHHs. [1o0iyni nii mpemapaty
CXOXI 13 cruiieHadIoM.

Tabauys 14.1aridiTopu gocdoaiecrepazu-S nis gikyBanas xpopux Ha JI'
Jlikapcbkuii npenapar IHouaTkoBa 103a | OnTHMAaJIBLHA 1032
Cwinenadin 20 mr 3 p/nody 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 3alpolOHOBAaHO HOBMU mpenapaT Juid JjikyBaHHs JII', mo npoHmoB ycmimiHi
KIIIHIYHI BUITPOOYBAHHS Ta TOTYETHCS J0O peecTpalii B YKpaiHi, KU 32 MEXaHI3MOM [Iii HAJIEXKHUThH 10
CTUMYJISTOPIB PpO3YMHHOI TyaHutatuukiaazu. I’ M® e BaxiauBuM Meaiatopom mnepdysii maodpe
BEHTHJILOBAHUX JUITHOK JereHiB. [Ipemapartu, siki 30inpmyroTs piBHI Ul M@, CpusioTh PO3MIUPEHHIO
JIETEHEeBUX CY/AMH, 30epiralou Ipu IbOMY ONTHUMaJbHUHI ra3000MiH. (I M® renepyerbcs pO3UMHHOIO
T'yaHUTATIIMKIIA3010 MM Ai€r0 okcuay azoty (NO).

Pioumryar € nepumm i €JUHUM MPEJICTABHUKOM HOBOI'O KJIACy CHOIYK — CTUMYJISITOPIB PO3UUHHOT
ryaHUIaTIHKIA3W. Piomuryar mae TOABIMHMIA MeXaHi3M Jii: MiABHINYe YYTIUBICTH PO3YMHHOI
ryaHUIaTHMKIA3u 710 eHjgoreHHoro NO, a TakoX MpsMO CTHUMYJIO€ PO3UMHHY TI'yaHUIATIMKIA3y
He3anexxHo BiJl NO, aktuBytoun cuHte3 I M@, skuii Biirpae BaKIUBY poOJib Y PETYJIIOBAHHI CYAMHHOIO
TOHYCY, npodideparii, GpiOpo3y Ta 3ananeHHs. 3a paxyHOK LIbOTO HOBOI'O MEXaHi3My il piouuryaT Mae
outpbry edextuBHicTh y BigHoweHH1 JIAI ta iHmmx ¢opm JII', takux tak XTEJIL, ang skux Hemae
3aTBEP/UKEHUX CIIOCO0IB cnenudiuHoro MeaukaMeHTo3Horo JikyBaHHA. Ockuibku JIAIT mos’s3ana 3
€H/I0TENNIaJbHO0 JUChYHKIIE, 3HWKEHUMHU piBHIMH NO 1 MOPYIIEHOIO aKTHUBHICTIO PO3YMHHOL
IyaHUIATIMKIIA3M, 3aCTOCYBAHHsS pIOLUIyaTy Ui JIIKYBaHHS JaHOI TMAaToJOril € IepCleKTUBHUM
HATPSMKOM.

Pionuryar — equHuii npenapat, sSIKUH AEMOHCTPYE CTaOLIbHO BUCOKY €(EKTHUBHICTh MPH 2 Pi3HUX
tunax JereHeBoi rinmeprensii: XTEJII' (ne omepauis HemoxnuBa/HeedexTuBHa) 1 JIAI. Amnani3
BTOPUHHUX KIHLIEBUX TOYOK JOCHIIPKEHb IPOJEMOHCTPYBAB CTATUCTUYHO 3HaYUMIi 3MiHH, 30kpemMa JICO,
piBHA N-KiHILIEBOro Mponentuay Harpiilyperuunoro ropmony (B-tumy) (NT-proBNP), BOO3-®K, uacy
710 KJIIHIYHOTO MOTIPIICHHS Ta 1HAEKCY BUPAXEHOCTI 3aJAMILIKHY 3a mKanow bopra. [lo3utuBHa TeHaeH1s
Oyna BiJ3Ha4YeHa TPU OIIHIIl SIKOCTI JKUTTA 3a e€Bponeiichbkoro aHkeroro (EQ-5D) i omuryBanbHUKOM
KUTTS 3 ereHeBoro rineprensieto (LPH).

IMpu nikyBanni XTEJII' y nochiKeHHAX pIONMIyaT 3HAYHO TMOJIINIIYBaB TOJEPAHTHICTh M0
(GI3MYHNX HAaBaHTA)XEHb y TAIIEHTIB 3 HeomnepaldenbHOr (OpMOIO, a TaKOXK y XBOPHUX Ha CTIHKY abo
peunauBytouy JII' micns nereHeBoi TpomOeHnaprepekTomii. Takoxk y IMX MaIi€eHTIB crocTepirarocs
CcTaOUTbHE CYTTEBE MOJIMIICHHS KIIHIYHO 3HAYMMHX BTOPUMHHHX TMOKA3HHKIB, TAKUX SK T€MOJMHAMIKA,
@K, piserr NT-proBNP.

3rigHo 3 JaHUMH OociimkeHHs, BrkuBaHicTh nauieHTtiB 3 JIAD' 1 XTEJII' micnsa 3akinueHus 4,5
POKIB JIIKyBaHHs piouuryatoMm ckiaia > 91%. 3HauHe MOMINIIEeHHS HAacTynaylo uepe3 4 THKHI Micis
MOYATKy JIKYBaHHS; Ha/IaJll TOJIMIIEHHS TPUBaIO. JJOCTIIKeHHs TaKOXK TTOKa3alio, 10 PlomuryaT 100pe
MIEPEHOCUTHCS Ta Ma€e TapHUN Mpodisb Oe3neKH K y SKOCTI MOHOTeparii, Tak 1 B kombiHanii 3 APE a6o
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npocTtaHoinamMu (He B/B, Hamp. IHramAUidHui imompoct) y mnamieHtiB 3 JIAI. HaiiGinpm yactumu
HECTIPUSATIMBUMH SIBUIIAMH TIPH  TIpUHOMI pionuryary OyiM TOJOBHHN Oulb, 3amaMOpOYEHHS,
nepudepuyHi HAOPSAKU Ta NUTYHKOBO-KHIIKOBI CHMIITOMH, TaKi SIK JUCIIETICIS Ta HYJOTa.

Komoinoseana mepanin JIAI'

3riHo 3 PI3HUMH JHKEpeNaMH, /Ui JOCATHEHHS eeKTy JIIKyBaHHS MalieHTiB 3 Tspkkoio JIAI acto
OyBae HENOCTaTHbO MOHOTEpalii HEe3aJeKHO BiJ KJacy IpenapariB, I10 3aCTOCOBYIOThCS. Y TakKuX
BUIIA/IKaX MA€ CEHC BUKOPHUCTOBYBAaTH KOMOIHOBaHY Teparlito, BpaXOBYIOUHM Pi3HI TOYKU MPUKIIAJaHHS Ta
MOJKJIMBICTh BIUIMBATH Ha pi3HI JaHku narore”edy JII'. Ilpu npoMy MoKiIMBE OJHOYACHE MPU3HAUCHHS
JBOX TpenapariB ad0 NpUEIHAHHS IPYroro ado TPEThOro Ipernapary [0 IMOMepenHboi Teparmii, sKa
BHSIBUJIACS HEJOCTaTHRO edeKkTrBHOI. [IpuBoauMo ocHOBHI kputepii xBopux Ha JIAD (Tsbkka dopma),
SIKUM TIOKa3aHa KoMOiHOBaHa Teparis (tadu. 15).

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

Kniniunuii cratyc Knac IV ®K BOO3
a6o noripmenns 3 I1I go IV ®K
a0o criiikui 111 ®K
3 OJIHOYACHUM MOTIPIICHHSM y T6XX abo

KapAi0MyJIbMOHAIBHOMY TECTi 3 (I3MYHUM HaBAaHTAKECHHSIM
Tect 3 6-XBIIIMHHOK X0A0010 Memnmie 350-380 m

KapaionynsMoHalnbHUN TECT 3 ITikoBe VO2 < 11 MiI/K1/XB
(bi3MYHIM HaBaHTAKEHHSIM Maxkcumanbanii (cuctoniunuit) THCK < 120 MM.PT.CT.
JlomaTtkoBi mapameTpu ExoKT (moripmenns ingexcy TEI, nepukapaiansHuii BUIIT)

BNP 36inbmyerses minimyMm Ha 20%
Karerepuzartis [111: JICO > 10 ox. Byza, CI 2 J'I/XB/MZ,
Tuck y [T > 12 mm.pr.cT., SO2 < 60%

Y CBITOBI MpakTUIl HAKOMMYEHUH JOCBiI 3acTocyBaHHs KomOiHoBaHoi Tepamii JIADT 3
BUKOPHCTaHHSAM OCHOBHHX TpYyIl TpenapaTiB: NPOCTaHOimiB, iHTiOiTOopiB Qocdomiecrepasu ta APE.
OcHOBHUMH B 11bOMY HarpsMKy € fociijpkeHHs STEP (iHransauiitauii inonpoct + 6o3enran), TRIUMPH
(6o3enTtan abo cunpenadin + iur. tpenpoctunin), PACES (emonpocrenon + cunnenadin). HaiiGuibm
BHUBUCHOIO € KOMOIHAIlis IHTaSIiiHOrO 11ompocTy M 0o3eHTaHy. 3 ¢apMaKoJIOTiYHOI TOYKH 30Dy,
UIONpPOCT 1€ajdbHO MIAXOAUTH Ui KOMOIHOBAaHOI Tepamii 3aBASKM HOro IOTYXHOMY €(eKTy Ta
HEe3HAYHOMY (papMaKoJIOri4yHOMY MOTEHLIATy B3a€EMOJII.

Opniero 3 koMOIHaUIN JUIsl MOJIIIIEHHS Pe3yabTaTiB JiKyBaHHS xBopux a JIAI' 3 mo3UTUBHUM
TEpaneBTUUYHUM €(PEeKTOM 1 OJHOYACHUM 3HMKEHHSM BapTOCTI JIKYyBaHHA MOKe€ OyTHM KOMOiHOBaHa
Teparis IHraJsIIIIHOrO 1I0MPOCTyY 3 cuiiAeHadUIoOM. Y jiTepaTypl BXKE€ BUCBITIIIOETCSA TaKUH JOCBII.

VY CBITI NPOBOAATHCS TOCTIIKEHHS KOMOIHOBAHOTO 3aCTOCYBAaHHS IHTAISALINHOIO 1IOMPOCTY Ta
pioruryaty. [lepBuHHI KJIIHIYHI JaH1 CBIAYaTh MPO BUCOKY MPUBAOIMBICTH 11i€1 KOMOIHAINII 3 MO3UIIN
e(EeKTHUBHOCTI, O€3MEeKH Ha KOMILIAEHCY.

[Ipu pizaux dopmax JIAI', y ToMy uncii acoriioBaHuX 3 IHIIMMHU 3aXBOPIOBAHHSIMU, MAIOTh MICIIE
Jesiki 0COOJIMBOCTI JIIKyBaHHS, sIKi BitoOpakeHi B pekoMmenaaniax ACC 1 AHA.

Octannim vacom (2010) nns zikysanns BBC 1 JII' Gyno cxBajeHO 3 KJlacu IpenapariB, Aisl SIKUX
cpsMoBaHa Ha Moaudikalito AUCHYHKIII EHIOTeNil0: TMPOCTAHOIAH, AaHTaroHICTH pEIenTopiB
eHjoTeNiny Ta inridiropu O®JE-5.

TepaneBtuuny ¢ie60TOMII0O HEOOXI1IHO MPOBOAUTH NMPH reMaTokputi Outbiie 65%. Ilpu oMy
HeoOX1IHO MPOBECTH 130BOIIOMIYHY 3aMiHy piauHu (750-1000 mia i3oToniyHOTO p-HY NaCl 3amicts 400-
500 mn kposi). IIpu moBTopHUX (1€60TOMISIX HEOOXITHO CTEKHUTH 32 MOXIUBUM PO3BUTKOM Ae(PIiUTY
3aji3a 3 MeTol Horo monoBHeHHs. [IpodinakTika TpoMOOeMOONIYHUX YCKIAAHEHb 3a JIOIIOMOTOIO
alleTWICATIIMIIOBOT KUCIOTH BBAXKAETHCS HEE(PEKTUBHOI. AHTUKOATYJISHTH PEKOMEHAYIOTbCS TLIbKH
npu OII.

Komenmap pooouoi epynu:



46

B Vxpaini npasunvua nazea izsomorniunoeo p-rwy NaCl — 0,9% poszuun nampito xnopuoy.

Jlnst BUpilIeHHs] TUTAaHHS Tpo Xipypriyne jikyBanHa BBC npu HasgBHOCTI IIyHTyBaHHS 3JIBa Ha
MpaBoO HEOOXITHO MPOBOJIUTH KAaTETEPU3AIlI0 MPAaBUX BLIUIIB Cepls 3THO MPOTOKOJIY BKAa3aHOMY Yy
noaatky 2 a0 nportokoiy. 3rigHo pekomenaarism 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
Creiaai3oBaHy MEAMYHY JOMOMOTY.

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

IoJ10KeHHSA Kaac? Pigenn’
APE 0o3eHTaH TIOKa3aHUW TaIli€eHTaM 3 CHHIPOMOM | B
Eitrzenmenrepa npu BOO3-OK 111

Inmni APE, iwri6itopuy ®JE-5 Tta mnpocranoimm ciin Ila C

pO3IIIsAaTH Y XBOPUX 3 CUHIpOMOM Eli3eHmMeHrepa

3a BIACYTHOCTI 3HAYHOTO KpPOBOXApKaHHS Tepariro
NePOPATLHUMH aHTUKOATYJITHTAMHU  CJIiI  PO3DIISIATH Y I8 C
xBOpuX Ha TpoMmO03 JIA abo o3nakamu CH

Buxopucranns gogarkoBoi O2 teparii CliJi po3risiiaTd B
TUX BHIMAJKaX, KOIM BOHA MPHU3BOAUTH O CTIHKOTO Ila C
HiJBUIIECHHS HACHYCHHS apTepialibHOI KpPOBI KHUCHEM i
3MEHIIICHHS] CUMIITOMIB

3a HasABHOCTI CHUMIITOMIB B’SI3KOCTI Quieboromis 3

130BOJIIOMIYHOIO 3aMiHOIO KpOBI TOBHHHA PO3TIISAIATHCS Ila C
3a3BHYail, KOJIM TeMaTOKPUT CTAaHOBUTH > 65%

Bukopucranus mnpenapaTiB 3ajiza CiliJ pO3TISAATH Y IIs C
NAIli€HTIB 3 HU3bKUM piBHEM (PeppUTHHY Y MJIa3Mi

Komb6iHoBaHa Tepamisi MOXe pO3IJISJaTHCS Y XBOpHUX 13 Ib C
cuHapoMoM Elzenmenrepa

VY nanienTiB 13 cunapomoM EilzeHMeHrepa 3acTocyBaHHS Il C

BbKK He pekoMeHayeThCs
a — KJIaC peKOMEH/aIliii; b — piBeHb TOCTOBIPHOCTI.

OcobnuBocCTi JIIKyBaHHA XBOpuUx Ha JIAI' euacniooxk 3axeoprosaHnv jecens 1/abo rtimokcii. Illo
CTOCY€TbCs peKoMeHaIii moxo gikyBanHs JII' mpu nereHeBiil maronorii, To noBeaeHo, mo mpu JII,
noB’si3aHii 3 XO3JI, ronoBHa poib NpuaLIseTses o6e3nepepBHoMy (16 To1/n00y) TiKyBaHHIO KUCHEM. Y
MAaIieHTIB 3 poO3JajamMH JWXaHHsS, T[OB’S3aHUMH 31 CHOM 1 HIYHOIO Jecarypali€lo, e(eKTHBHE
3aCTOCYBAaHHS HEIHBAa3MBHOI JOMAIIHBOI BEHTWUJALII. 3riAHO 3 CYYaCHUMM IpEACTaBICHHSIMH,
3aCcTOCYBaHHA Bazoauiararopis, Takux sk BKK, mpoctaHoinu, aHaroHicTd eHAOTETIHOBUX PELENTOPIB 1
iuriditopu OJIE-5, ans nikyBanus JII', nos’s3anoi 3 XO3JI, moka3aHo TIIbKM B OKPEMUX BHUIAJIKax (Mpu
cepenHboMy TUCKY B JIA Oibie 40 MM.pT.CT.).

[Ipn iHTepcTUIIaNbHUX 3aXBOpIOBaHHAX JjereHb 3 JII' 35 MM.pT.CT. Tepamis 3a3Ha4YeHUMH
Ba30MJIaTaTOpaMU BHUIIpaBAaHa. ICHYIOTH JaHi MPO 3aCTOCYBaHHS 1IOMPOCTY IHTAISAIIRHO MPH 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)
IoJi0:KeHHs Kunac® Pigensp’

Exoxappiorpadgis PEKOMEHIY€ThCS B SIKOCTI
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CKpUHIHTOBOTO  1HCTpyMeHTy Juisi  BusiBneHHs JIT, | C
OB’ 513aHO] 13 3aXBOPIOBAHHIMH JIETCHIB

[TamienTn 3 exokapaiorpaiyHUMH O3HAKAMH  TSDHKKOT I C
JIT/ muchyHKii MPaBoro [UTYHOYKA MMOBUHHI

HaIPaBJSITUCS Y CTICIiaTi30BaHl IEHTPU

KIIC He pekoMeHIyeThCs y MAIi€eHTiB i3 migo3poro Ha JII' I C

13 O3HAaKaMHM 3aXBOPIOBaHHsS JIETeHb 0€3 HEe0OXiTHOCTI
(BUpilIEHHS TWTaHHS TpaHCIUIAHTaLli, IU(epeHIIHHNI
niarHo3 i3 JIAI' abo xpoHiuHOIO TpomMOoembommiunow JII',
MOTEHIIIaJIbHE BKIIOYCHHS JIO KIIIHIYHOTO JTOCI1KSHHS)
OnTtuManbHe JIIKYBaHHS ~ OCHOBHOTO  3aXBOPIOBAaHHS
JeTeHiB, BKIOYaloyu TpuBany Oz Tepamilo y XBOpUX Ha I C
XPOHIUHY T1MOKCEMiI0, pEKOMEHAYEThCS y marieHTiB i3 JII,
3YMOBJICHOIO 3aXBOPIOBAaHHSIMH JICTCHIB
[TamienTn 3 Baxkkoro JII'/muchyHKITi€r0 MPaBOro NUTYHOUKY Ila C
MOKYTh HANPABISATUCSA IO EKCIEPTHOTO IEHTPY JUIs
IHMBIIyani3anii JiKyBaHHS
Bukopucranns cremudiunoi nikapcbkoi tepamii JIAI y
nariedTiB 3 JI[', 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 IHIUX (hopmax
JIAT. TpynHouii MHOJSATalOTh y TOMY, IIO TOCTPUN Ba30KOHCTPUKTOPHHUU TECT, PEKOMEHIOBAHUH st
xBopux Ha UJII" 3 MeTor0 BUSBIEHHS BIAMOBIIAYiB JIs JTIKYBAaHHS aHTarOHICTaMU KaJblIlil0, Y XBOPUX Ha
BlI-acouiiioBany JIAI' e onucanuii. Jlo Toro x, BKK BusiBiiucs neepextuBHuMHU y manieHTis 3 BIJI-
aconiiioBanoro JIAI'. IcHYIOTh aH1 TPbOX TOCIIIKEHb 11010 €PEKTUBHOCTI: IEPOPAIILHOTO MPOCTaHOiga
oepanpocty (Galie N et al., 2002) Ta CeJICKTUBHOTO AaHTArOHICTY EHIOTEIMHOBUX pEIEITOPOB
amOpuszentany (Galie N. Et al., 2008). [exinbka AOCHIPKEHb MPOAEMOHCTPYBAIM MOXIIUBICTD
MOKPAIIUTH TOJEPAHTHICTh 10 (PI3UYHOTO HABAHTAKEHHS Ta TEOJMHAMIUHI TOKAa3HUKU IpH
3aCTOCOBYBaHHI y JaHiil kareropii xBopux emnonpocreHony B/B (Nunes H. et al., 2003), TpenpoctiHiny
n/m (Cea-Calvo L. et al., 2003) Ta inonpoty inransimiiiao (Ghofrani HA. Et al.). Otpumani mo3uTuBHI
KJIIHIYHI Ta TeMOJIMHAMIUHI pe3ybTaTu MPU BUKOpPHUCTaHHI 003eHTaHy y xBopux Ha JIAT, acomiiioBany 3
BIJI. lanux npo edheKTUBHE 3aCTOCYBAHHS aHTArOHICTIB €HIOTEMaAIbHUX perenTopis 1 iurioiTopis GJIE-
5 B KOHTPOJIBOBAHUX JIOCHIJKEHHAX HeMae. [IpoTe icHye 3acTepeskeHHs], 1o CHIeHadi 1yke 00epexHO
CJIIJT 3aCTOCOBYBATH Pa30M 13 pUTOHABIPOM Ta CAKBIHOBIPOM Yepe3 MOKIIUBY M1 B3a€EMO/IIIO.

EdexTnBHa aHTHKOAryJIIHTHA Teparlis MoKe MOdinuryBaT nporuo3 npu BlJI-acouiiioBaniii JIAT.
[IpoTe, BoHa PYTMHHO HE PEKOMEHJOBaHA 4Yepe3 BUCOKHH DPH3MK BUHUKHEHHS KpPOBOTEY, HHU3BKY
IPUXWIBHICTh Ta MOXJIMBICTb INepexpecHoi B3aemoAii 3 I1HmMMHU mpenaparamu. OJHaAK MepopajbHi
AHTUKOAryJsHTH, SIKI BXOIATh y cxemy JikyBaHHs IJII', HEoOXiZHO 3 BEIMKOIO OOEPEXKHICTIO
3actocoByBaTH y BlJI-iH}ikoBaHUX XBOpHX, yacTillle BOHM MPOTHUIIOKA3aHl Yyepe3 pU3UK KpOBOTEUi Ta
MOJKJIUBY JIIKapChKy B3a€MO/II10 3 penaparamu s jikyBanHs BlJI-indexuii.

Sk npaBuiio, HasBHICTH BIJI iH(ekii € MpOTUIIOKa30M I TPOBEACHHS TpaHCIIJIaHTaIli.

Ponb BHCOKOakTMBHOI aHTUpeTpoBipycHOi Teparmii y BeneHHi BLJI-acomiiioBanoi JIAI' moku He
BcraHoByieHa. OJIHE JOCHTiKEHHS mokasano, mo BlJI-acomiiioBana JIAI' Moke BUHUKHYTH 1 y XBOPHUX 3
nobpe koHTpoiboBaHow BlJI-iHdekiielo, a aHTHpeTOBIpyCHa Tepamisi HEe NPU3BOIUTH 0 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 NiKAPCHbKi
3acobu.
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Tabauys 18. Pexomenaanii moao JIAT, nos’sizanoi 3 BlJI-indexuico (ESH-ERS, 2015)
IToJ10KeHHSA Kaac? PiBennb

Exokapmiorpadiss mokazaHa mali€eHTaM 3 He3 sICOBAHOIO
3aIUILIKOI0 JUIS BUSIBJICHHS CEPLEBO-CYJUHHUX I C
ycknagHens BlJI-indexii
Y xBopux Ha JIAI, now’szaniii 3 BUI-indexuiero, 3
ypaxyBaHHSIM CYIIYTHIX 3aXBOPIOBAaHb 1 JIIKaPCHKHX la C
B33a€MOJIiH CIIiJl pO3TIISAATH TOW XKe aJrOPUTM JIIKYBaHHS,
o 1 y xBopux Ha [JIAT
Y mamieHTiB 3 MIIBUIIEHUM PHU3UKOM  KpPOBOTEUi I C
AQHTUKOATYJITHTH HE PEKOMEHIYIOThCS

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

s manientiB 3 JIAL, mo acomitoeTbCs 3 nOpmaibHOW 2inepmen3ieto, 3aCTOCOBYEThCS TOHM Ke
anroputy™, mo i mis UII'. Ognak, npu ckiagaHHI cXeMH JiKyBaHHS HEOOXITHO BPaxOBYBAaTH CYIyTHI
3aXBOPIOBAHHSI.

Cnig 3BepHyTH yBary Ha cTaH (yHKHil Te4iHKM (SK 1 MOpW IHIOUX 3aXBOPIOBAHHAX, IO
cynpoBo/uKytoThCcsl  JIAD). Tlpu3HaueHHS TakuM XBOPUM aHTHUKOATYJSHTIB MOXE 3arpoxKyBaTH
KpoBoTeuero. [Ipy BupillleHHI MUTAaHHS MPO TPAHCIUIAHTAIIIO0 NIEYiHKH XBOPUM Ha IUPO3 CIiJ MPOBECTH
obcrexxeHHs it BusBieHHs JIATL, sika € mpoTtunokasanasm s 1iel onepartii, skmo CTJIA Ourbme 35
MM.pT.cT. a00 JICO 6inbuie 250 aiH. cex. cM-5 (Tabmn. 19).

Tabauys 19.Pexomenaanii moao JIAI', moB’s3anHoi 3 mopraabHow rineprensieio (ESH-ERS,
2015)
ITos0:xeHnHsn Kaac? PiBenn

b

Exoxappaiorpadiyanii  ckpuHiHT ans  BusiBieHHs  JIT
PEKOMEHAYETbCA Yy  XBOPUX 13  CUMIOTOMaMH 1
3aXBOPIOBAHHSMM TIEYIHKM Ta/ab0 y KaHIWJATIB Ha
TPAHCIUIAHTALIIO TEYiHKH

Y xBopux Ha JIAI, mnoB’s3aHii 3 NOPTAIBHOIO
rinepTeHsiero, CiJl PO3rLAaTH TOM K€ aJrOpUTM, 10 U
npu JikyBaHH1 xBopux Ha IJIAI', 6epyun 10 yBaru cymyTHi
3aXBOPIOBAHHS

PexomengoBaHo, mo0 Taki TAIl€EHTH HAMPaBJSUIMCS 10
eKCHEepTHUX LIEHTPIB, JI€ € MOXKJIMBICTH JIIKYBaHHS 000X I C
CTaHIB

AHTHKOAryJlssHTHa Tepamis He pPEKOMEHAYETbCA Y
NAIIEHTIB 3 MABUILIEHUM PU3UKOM KPOBOTEU1

ITa C

Il C

TpaHcnnaHTalis MEYiHKM MOXe OOroBoproBaTHCA Y
OKpEeMHUX MAalll€HTIB, sIKi 100pe BIAMOBUIM HA MpU3HAYEHHS IIs C
cneuuivnoi Tepanii JII'

TpaHcruianTalis MEeYiHKA MPOTUIIOKA3aHa y MAIll€HTIB 3
BaXXKOIO Ta HEKOHTPOJbOBaHOIO JIAT 11 C

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

JIAT € moOpe BiIOMHUM YCKJIAQIHEHHSM TaKUX CUCMEMHUX 3AXB0PIO6AHL CHOJLYYHOI MKAHUHU, SK
cucreMHa ckjiepojepMmia (uacrota JII' moke pnocsratm 7-12% XBopuX), UEpBOHHMI BOBUYAK,
nepmatoMio3uT, cuaapom lllerpena. JlikyBaHHsS Takoi KaTeropii Maii€HTIB € OUIBII KOMIUIEKCHUM, HIXK
IUTAT. Bono mpoBomuThcs Ha (OHI IMyHOCYHNPECHMBHOI Ta HpOTH3amajibHOI Tepamii. BiamoBizp Ha
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npusHayeHHs BKK npu BazopeakTUBHOMY TeCTi 3ycTpiyaeTbcsi 3HA4yHO pimme, HDK npu LIAT.
CuiBinHomeHHs1 pusuk/kopuctsb nmpu OAK tepamii HeBimoma. OCHOBHI MPUHIIUIHN JIIKyBaHHS XBOPHX Ha
JIAT i3 cucTeMHMMHM 3aXBOPIOBAaHHSIMHU Taki X, sIK 1 mpu JikyBanHi UJIAL, mo moB’s3aHO 3 THM, LIO0
noAiOoH1 xBopi BKItoyaymcst y Ounbiricte PKJI. IcHye anamiz y miarpynax XBOpHX 13 CKIEPOJEPMIEI0 y
CIIOCTEpEe)KEHHSIX Ha (oHI mpuiiomy Oo03eHTaHy, cuiaeHadiry, TpenmpocTaHiny. B/B 3actocyBaHHs
eTIONPOCTEHOY CYNPOBOUKYBAJIOCS TOKPAIIEHHSIM TOJIEPAHTHOCTI 10 (i3UYHOTO HABAaHTAXKEHHS,
CUMIITOMAaTUKM Ta TE€MOJMHAMIYHUX IMapaMmeTpiB NpH 3-MIiCIYHOMY CIOCTEPEKEHHI 3a XBOPUMH 13
CHCTEMHOIO cKiepoaepMiero. [IpoTe, pe3ynbTaTH BHKMBAHHS TAaKMX XBOPUX OYNIM TipUIMMH, HDX IPH
IUIAT. HasiBHICTb CHCTEMHOTO 3aXBOPIOBAHHS CIIONIyYHOI TKAaHWHHU HE € TPOTH TIOKazaM st
TpaHCIUIaHTAIlli TPH Hee(PEKTUBHOCTI METMKAMEHTO3HO1 Tepartii.

Tabauys 20.Pexomennanii moao JIAIL, moB’si3aHoi i3 3aXBOPIOBAHHSAMM CHOJYYHOI TKAHHHH
(ESH-ERS, 2015)
ITos0:xeHHn Kaac? PiBenn’

VY mnaunientiB 3 JIAI, moB’s3aHOi i3 3aXBOPIOBAaHHSIMHU
CIHOJIY4YHOI TKaHWHHU, PEKOMEHYETbCS aITOPUTM BEJCHHS, I A
aHayoriunuii xsopum Ha IJIAT

Y  acUMOTOMHHMX  XBOpPUX 13  3aXBOPIOBAHHSAMHU
CKJIEPOJCPMIYHOT rpynu I BUSIBIICHHS Jr

PEKOMEHIYE€ThCA exokapiorpadiaHmuit CKPHHIHT, | C
OiomMapkepy Ta BHU3HA4YCHHS IU(PY31HHOI CIIPOMOMKHOCTI
JICTEHb

KIIC mnoka3ana y Bcix Bunaakax imoipHoi JIAT,
NOB’s3aHOT 13 3aXBOPIOBAaHHSAMH CIIOJIy4HOI TKaHHHH,

. . I C
0COOJHMBO, SIKIIO PO3IIISAAETHCS crenudiyHa JTiKapchKa
Tepamis
OAK Tepamiss MOBHHHA PO3TJISAATUCS HA 1HIUBIAYyaJIbHIN s C

OCHOBI Ta MPH OIIHKK MOYKJIUBOCTI TpPOMOOd1Iii
a — KJIaC peKOMEH/IaIliii; b — piBeHb TOCTOBIPHOCTI.

Ocoobnusocmi nikyseanusn JII' npu 3axeoproeannsx nieux 6iodinie cepys. JII' mpu 3axBOPIOBAHHSIX
JBUX BIAJUTIB CepIs HAJIEXKUTh JI0 MOCTKAMUIAPHOI (GOopMHU. Y TaKMX BUIIAJKaX OCHOBHHUM METOJAOM €
JIKyBaHHS OCHOBHOTO 3aXBOPIOBaHHS. 3aCTOCOBYBATH CrHelU(IUHy Tepamito, PEeKOMEHJIOBaHY IS
nmikyBaHHa JIAI, HeOaxaHo. bimblie TOro, NpU3HAYEHHS 3a3HAYCHMX MperapariB Moxe OyTH
HeOe3NeYHUM Yy 3B’S3Ky 3 MOXJIMBICTIO PO3BUTKY HaOpsKy JereHiB. HeBenuki JgocnigpkeHHS
IIPOJEMOHCTPYBAIN €PEKTUBHICTh CHIIIeHA(D1Ty (TOKpaIeHHs TEPEHOCUMOCTI (P13MYHOI0 HABAHTAKEHHS
Ta SAKOCTI1 )KUTTSI) Y IaH1il KaTeropii maiieHTiB. Y BUMAIKax, KOJIU Mae Miciie BusiBiieHa rpu ExoKI Tsbkka
JII', He anekBaTHa YpaK€HHIO Cepllsi, PEKOMEHIY€ThCSl I1HBa3UBHUM METOJl BHUMIPIOBAHHS THUCKY
3aKJIMHIOBaHHS /1711 yTouHeHHs xapakrepy JII™ (tabmn. 21).

Tabnuys 21.Pexomenaanii moao JIAI', nos’si3aHoi i3 3aXBOPIOBaHHSIMH JIIBHX BiIgiliB cepusi
(ESH-ERS, 2015)
IoJ10KeHHsT Kuac® Pigens”

VY mnauientiB 3 JII', 3yMOBIIEHOI0 3aXBOPIOBAHHSAM JIIBUX
BIJUIUTIB CEpLsl, pEKOMEHAYEThCSI ONTUMAJIbHE JIKYBaHHS I C
OCHOBHOTO 3aXBOPIOBAHHS JIIBUX BIIIUTIB CEepIls
PexomenmoBano Bu3Havatw iHm npuuwHU JIIT (XO3JI,
CUHAPOM  OOCTPYKTHBHOTO  HIYHOTO  allHOE€  CHa,
TpoMOoeMOoJIis, XpOHIYHAa TpPOMOOEeMOOJiYHa JereHeBa
rinepTeH3is) Ta NPOBOAUTH BiNOBIIHE JTIKyBaHHS
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PexomeH0BaHO TPOBOAWUTH 1HBa3WBHI Bu3HadyeHHS JI[' y
MAIl€HTIB, SIK1 3HAXOIITHCS B ONTUMAIbHOMY I C
130BOJIFOMIYHOMY CTaHi1

[TamienTH 13 3HAYHUM OPEKAMUIIPHUM KOMIIOHEHTOM
(BUCOKHMH TPaJi€HT JIaCTOJIYHOTO THUCKY) Ta/ab0 BUCOKHM
JICO maroTh HampaBJATUCSA A0 €KCIIEPTHOI'O LEHTPY IS Ila C
KIHIIEBOTO BCTAHOBJICHHsSI JlilarHO3a Ta IPU3HAYCHHS
1HAMBIAyaJIbHOI Teparii

HeoOxinHiCTh TNpOBEACHHS Ta POJIb Ba30PEAKTHBHOTO
TECTy HE BCTAHOBIICHI, 32 BUKJIFOUCHHSM IAII€HTIB, SKi €

KaHAMJaTaMu JUIsl  TpaHCIUIaHTaImii  cepus  Ta/abo 111 C
IMIIaHTalii NPUCTPOIB JUIS MiATPUMAaHHS (YHKIIII JiBOTO

IUTYHOYKA

Bukopucranus ~ cneuumdiunoi  Tepamii JIAIT  He

peKkoMeHayeTbcss Yy marientiB 3 JIIT B pesymnbTaTi 11 C

3aXBOPIOBAHb JIIBUX BiJIIUIIB CEPIIs

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

Jixyeanus xponiunoi mpomboemboniunoi JII'. Tlpu nikyBanui XTEJII" 3 MeTor0 3HM)KEHHS TUCKY B
JIA ta JICO mnpu3HauaroThCsl Ti X cxeMmMH JikyBaHHsa, mo 1 mpu JIAI. XBopi moBuHHI OyTH
MIPOKOHCYJIBTOBAHI HA MPeIMET MPOBEACHHS TPOMOCHIAPTEPEKTOMII.

Jlanuii BU XipypriqyHOro JiKyBaHHs XxBopux Ha JII' i3 TpoMOOTHYHOIO OOTYpaLi€l0 MPOKCUMAIbHUX
BIIUTIB JlereHeBuX aptepiil no3Bomsie 3meHmuTH JICO, mokpamute cucroniyny ¢ysakuio 1T,
TOJIEPAaHTHICTh 70 (I3MYHMX HABaHTAXXEHb, 30UIBLIIMTH TPUBANICTH JKHUTTA XBOpuX. JlereHeBa
€H/IapTePEeKTOMisl MPOBOAUTHCS XBOpuM npu xpoHiuHii TEJIA Ta noctrpobembomiuniii JII'. Onepamiitna
CMEPTHICTh y KpalluX MEANYHUX IIEHTPAX KOJIUBAETHCA Bill 5 110 11%. BaxkIuBUM e1leMEHTOM YCITIIIIHOTO
MpoBeJeHHs omepalii € BiaOip mnaiieHTtiB. BuszHauanbHuM (akTOpoM MOBHMHHA OyTH caMe TSAXKKICTh
TpoMOOoTHYHOT OKIIt03i1. [Ipy mboMy cama BenmudrHa THCKY B JIA He Ma€ 3HAYCHHS, OCKIJIbKU Y TAIlIEHTIB
3 HailOinbm BucokuM CTJIA nocsaraerscss HaWOUIBIIMKA €QEeKT BiJl TaKOro BTpy4YaHHsS. Y OUIBLIOCTI
XBOPHX PpErpecyloTb CHUMITOMH, 30UIBIIYETHCA TEPEHOCUMICTh HABAHTAXEHHS, IOJIMIIYIOTHCS
reMOJMHAMIYHI TOKa3HUKKM Ta SKICTh JKUTTS. 3a JaHUMHM PETPOCMEKTUBHOTO aHamily, S-piuyHa
BIDKMBAHICTh y IIUX XBOpUX Aocsarae 75%.

OCHOBHUM TPOTHUIOKA3aHHSAM JI0 MPOBEACHHS TPOMOECHIAPTEPEKTOMIl € BHUpPaXKEHE YPaKEHHS
napeHximu JyiereHiB (00’eM popcoBanoro Buauxy 3a 1 cexkynay< 30%) (Tabu. 22).

Tabnuys 22.PexoMenaamnii moao XpoHidyHOI TpomMGoeM0O0J1iuHOI JiereHeBoi rineprensii (ESH-
ERS, 2009, 2015)
IHon0:xenHs Kaac® PiBennb

b

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

VY mnarienris, ski Bwkwin miciast TEJIA, npu BUHUKHEHHI

3aUIIKe i 3amao3puta X TEJIT Ila C
N XBOPHX Ha XTEJII" moka3aHa J1I0OBiYHA aHTHKOATYJITHTHA I C
Tepanis

PexomeHnnoBaHuM € Te, MO0 BCl MAlliEHTH 3 XPOHIYHOIO | c

TpomboeMOoiuHoro JII' HampaBisuIHCs Ha cremiaii30BaHl
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HEHTPU, JI€ € MYJIbTUIUCIUIUIIHAPHI KOMaHAM, IS
BUpILICHHS MUTAHHSA OINEpadeNbHOCTI Ta MOJABIIOT
TaKTHUKH JIIKYBaHHS

XipypriuHa JiereHeBa €HAAPTEPEKTOMis 3 TIIMOOKOIO
TIOTEPMIEI0 Ta 3yMMMHKOK IUPYJIAIII € PEKOMEHIOBAaHUM | C
nikyBaHHsAM y xBopux Ha XTEJII

Piomuryar €  peKOMEHIOBaHMM  JUIsl  CHUMIITOMHHX
MAIiEHTIB, y SKUX 3amuimuiacs ado 3HOBY BuHuKia JII'
micasl  ONEepaTUBHOTO BTpy4YaHHS, abo0 HEONEepOBaHHUX
NAIli€HTiB 3  XpoHIYHOIO  TpomOoembomiunoo  JII. I B
Pexomengarii MaloTh HaJaBaTHCA EKCIIEPTHOIO
KOMAH/IOI0,I0 KO 00O0B’A3KOBO BXOIWTH XO4da O OOUH
CIIEIATICT-XIPYPT 3 JIET€HEBO1 €HAAPTEPEKTOMII.

[nmi  cneumgiuni g JIIT mpenapaTd MOXyTh OyTH
PEKOMEH/IOBAaHUM Uil CHUMITOMHUX TMAIll€HTIB, Yy SKHX
3anmummiacs abo 3HoBy BuHHKIA JII' micnst omepaTuBHOTO
BTpY4YaHHs, a00 HEONEpOBAaHUX NAIIEHTIB 3 XPOHIYHOIO

) IIs B
TpoMboemOomiuHor JII'. PekoMenaamii MaroTh HaJlaBaTUCS
EKCIIEPTHOI0 KOMAaHJI0K0,J10 SIKOi OO0OB’SI3KOBO BXOJIUTh
xo4ya O OOMH  cHemiajmicT-Xipypr 3 JIeTeHeBOi
CHIAPTEPEKTOMII.
Bammonna MyJIbMOHAITbHA aHTI10IIJIACTHKA MOXKE
00roBOPIOBATUCS y MAIIEHTIB, SIKUM TEXHIYHO HE MOXKHA s C
MPOBECTH  €IAPTEPEKTOMIiI0, ab00 € BHUCOKHHA pPH3HUK
HECIPUATIMBOTO nepediry oneparii
CkpuHiHT Ha XpoHIYHY TpomOoeMOomiuny JII' 'y
ACUMIITOMHHUX IIAII€EHTIB, $KI BWXKWIA TICIAA TOCTPOI 1 C

TpoMOOeMOoITii JIereHeBOi apTepii HE PEKOMEHIIOBaHO
IPOBOJTUTH
a — KJIaC peKOMEH/IaIliii; b — piB€Hb TOCTOBIPHOCTI.

XipypriuHe jgikyBanus xgopux Ha JII'

Ilepencepnna cenTocToMiss — CTBOpeHHs mepdopalii B MiKIEpeAcepIHid Meperopoali — craia
3aCTOCOBYBATHUCA y XBOpHUX 13 mpaBonutyHoukoBoto CH micns ciocrepeskenb Rozkovec 1 ciast. [llomo
Toro, 1m0 xBopi Ha IJIAI" i3 BTOpUHHUM BiJKPUTTSAM OBAJIBHOTO BiKHA MAIOTh Kpallly BUKUBAHICTh, HIXK Ti,
y SIKUX MDKIEpeIcepaHy Neperoponaky 30epexkeHo. CTBOpPEHHsI CKMIAHHS KpOBI IPaBOPYY-JIIBOPYY
J03BOJISIE  3HU3UTH TUCK Yy TpaBoMy nepencepni, mnokpaumtu ¢ynkuito [, 36iu1emmTu
nepeanaBanTaxxeHHs JILI Ta cepiieBoro BUKUAY, MO MPU3BOIUTH IO 3MEHIIICHHS YaCTOTH 3allaMOPOYCHb,
CHHKOIIE, MIJBUIIEHHA TOJIEPAHTHOCTI 10 (i3uuyHOro HapaHTaxeHHs. CyTb omepamii moisirae B
HACTYITHOMY — Y MIXKIIEPEJCEpAHY MEePETrOPOJKY BCTAHOBIIOIOTH OAJOHHHWH KaTeTep, SIKU IOCTYIIOBO
PO3LIUPIOIOTh, TOKU MOKa3HUK HACMUYEHHs apTepianbHOi KpoBi Oz He 3HM3UThCS Ha 10%. Meta onepartii
— 3HmkeHHd Tucky B IIII, po3Bantaxkenns I, 30inbmenHs nepennaBantaxkeHHs JILI 1 cepreBoro
Bukuay. OnHaK 3 ypaxyBaHHSM PU3MKY BiTHOBJICHHS HEOE3MEYHOI I *KUTTSA apTepiajbHOI TimoKcemii
Ta, SK HACHIOK, 30UIbIIEHHS CMEPTHOCTI, OCOOJIMBO Yy XBOpPUX Ha TSXKKY MPaBOIUTYHOUKOBY
HE/IOCTaTHICTb, IEPECEep/IHA CEITOCTOMIS ITOKa3aHa MPH Hee(EKTUBHOCTI BCIX BU/IIB MEAMKAMEHTO3HOTO
JKyBaHHS a00 K MIATOTOBYHM €Tar rmepe/] TPAHCIUIAHTAIIE€0 JIETEHIB.

[Tepencepnna centoctomiss pekomeHayeTbess xBopum Ha JII' 3 III i IV BOO3-®K 3 yactumu
CUHKOIIE a00 pedpakTepHOO 10 Teparii mpaBonuryHoukoBo0 CH. CMepTHICTh XBOPUX MPHU MPOBEIEHHI
nepeIcepIHOT CENTOCTOMIi CTaHOBHUTH 5-15%.
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TpancniianTanis JiereHiB a00 KOMILIEKCY ceple-JjereHi

TpancmanTtamiss JereHiB a0o KOMIUIEKCY cepiie-jereni mnokazana npu LI, cunampomi
Eitzenmenrepa, mamientam i3 CH, mo Bignosimae IV ®K BOO3, T6XX menme 400 M, cepueBoMy
ingekci (CI) menme 2,0 1/xB /M? a6o caTypallii apTepiajibHO1 KpOBi, 1110 AOPiBHIOE a00 MeHIIe 63%, /a0
tucky y III1, mo nopiBHroe abo Oinbmre 10 MM.pT.CT., i/ab0 cepenHboMy TUCKY Y JIA Oinbie 55 MM.pT.CT.

BigHocHMMM TTPOTHIIOKAa3aHHSAMH € BiK (10 55 pokiB, monepeaHi TopakaibHi onepaiii). AOCOTIOTHI
MPOTHUIIOKA3aHH /10 TPAHCIUIAHTALI] JIETeHIB:

1. BupaxxeHa MUChYHKINS 1HIIUX >KUTTEBO-BAKIMBHUX BHYTPIIIHIX Opra”iB (XpoHIYHA HUPKOBA
HE/IOCTATHICTh: KIIIpeHC KpeaTHuHiHY < 50 MI/MJ1/XB, 3aXBOPIOBAaHHS MIEUiHKH, MIATBEPKEHE O10TICi€I0);

2. BUI-indexris;

3. aKTHMBHE OHKOJIOTIYHE 3aXBOPIOBAHHS (32 BHHATKOM 0a3aJIbHO-KJIITUHHOI Ta IUIOCKOKIJIITUHHOT
KapIIMHOMH IIKIpH );

4. nocinus HBs-antureny;

5. renatut C, miATBEpKEHUMA O10TICI€I0 MTEUIHKH;

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

VY eauHOMY IPOCIEKTUBHOMY HEKOHTPOJIHLOBAHOMY AOCHIIKEHHI 0yNo moka3aHo, 1mo 3-X 1 5-piynHa
BIDKUBAHICTH ITICJIS MPOBEJCHUX TPAHCIUIAHTAIlIN OJIHiI€T a00 NBOX JIETEHIB, KOMIUIEKCY cepIie-JIeTeHI y
xBopux Ha JII' ckmama 55% i1 45% BiamoBimHo. Omnepamii TpaHcmanTaiii oaHiei abo 000X JICTCHb,
KOMIUIEKCY —ceple-ereHi mnpoBoasteess 'y xBopux Ha UJIAI. Tlpm cuagpomi Eizenmenrepa
TpaHCIUIaHTallis ofHiel ab0 000X JiereHb MOKe KOMOIHYBaTHUCS 3 KOpEKLi€e AeQeKTy MikmnepeacepIHol
a00 MIKIUTYHOYKOBOI meperopoaku. [loka3HUKH BMKMUBAHOCTI MICHISI TpaHCIDIAHTAMii oaHiel abo 000x
nereHb y xBopux Ha JII' MpakTUYHO OJHAKOBI, TOMY 3aJ€KHO BiJ KJIIHIYHOI CHUTYyaIlil BHUIIpaBJIaHe
BUKOPUCTaHHSA OyIb-SKOTO MiAxomy. Y OUIBIIOCTI HEHTPIB IMEPEBAKHO BHUKOHYIOTH OllaTepaibHy
TPAHCIUIAHTAIIIFO JIETEHIB Y 3B’513KY 3 MCHIIIMM YHCJIOM TICIISONEpaliiHuX YCKIIAHEHb.

AJiroputM JikyBaHHs xBopux Ha JII'

[licns BcranoBnenHs pgiarHo3y JII' mo4mHAIOTH 3araibHi 3aXOAM Ta TEPAIild AaHTAaroHiCTaMu
Kalplil0 (32 BIACYTHOCTI MPOTUIIOKA3aHb), AlypeTUKAMHM TMPU 3aTPUMII PIAMHU, KHUCHEM — IIpH
rifokcemii,  TJIKO3MJAMU  TNpH  peppakTepHid  MPaBOILIYHOUKOBIM  HEJIOCTaTHOCTI  Ta/abo
CYNpPaBEHTPUKYJISApHIM Taxikapaii. ['ocTpi mpoOM Ha Ba30peaKTUBHICTh MOBHHHI MPOBOJMTHCA BCIM
xBopuM Ha JIAT'. Haitbinbi iMOBIpHUI MO3UTUBHUM €(EKT BiJl MPU3HAYEHHS] BUCOKHX /103 aHTArOHICTIB
KaJbllito ciix ouikyBatu y xBopux Ha IJII' 1 JII' BHacnigok nmpuitoMy aHopekTukiB. Came B IIMX XBOPUX
3aCTOCOBYIOTHCSl AHTAroHICTU KaJIbLII0 B MaKCUMaJbHO MEPEHOCHUX J03aX, CTIMKICTh e(peKTy NMOBHHHA
OLIIHIOBAaTHUCS yepe3 3 1 6 MICAIIB Bl MOYAaTKy Tepartii.

Jna nanientis 3 JII I 1 II BOO3-®K pexkomenayeThcsl cTaHAapTHA Teparisi aHTUKOATYJISIHTAMU,
CepLIEBUMHU TJIKO3UAaMH, AlypeTUKaMu, KucHeTepamis, npu no3utuBHii ODII npobi — aHTaroHicramu
KaJbIlif0. Y IUX XBOPHUX MOKJIMBE BUKOPUCTAHHS PIONUTYaTy, KypcoBoi Tepamii nmpocrarmanauHoM E 1.
[TuTaHHA TpO NOUUIBHICTh MPU3HAYEHHS TaKUM XBOPUM CUJIEHA(UTy 3alUIIA€ThCS BIIKPUTUM 4Yepes
BIJICYTHICTb CIELIAJILHO 3allJTaHOBaHUX AochipkeHs y namienTis 3 JII 11 11 BOO3-®K.

OCHOBHOIO TOMYJIALIEI0 751 BUBYEHHSI HOBUX IpemnapatiB Juis JikyBaHHs JII' y pangoMizoBaHHX
JocIiKeHHAX Oy HaTsox4al xBopi Ha JII 13 [T 1 IV BOO3-®K.

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

[Mamientam 3 III BOO3-®K, nHeratuBHOi ab0 mozutuBHOi ODII mpobu mpu3HAYAETHCS KYpPCOBE
JKyBaHHS U1ompocToM, mpocrtarganauHoM E 1, piomuryarom abo iHTajsimiiHUM OKCHJIOM a30Ty; Mae
Micle mpu3HaueHHs Oo3eHTaHy abo cungeHadiny. Ilamientam 3 IV BOO3-®K pexkomeHayeThcs
MPU3HAYEHHA UI0NpocTy abo 003eHTaHy, a TakoK KOMOiHaIlll UX MpenapariB y Mali€HTIB, IPU3HAYEHHS
SKUM TpenapaTy nepuoro adbo Jpyroro BUOOpY He JT03BOJISE AOCSATTH MMO3UTUBHOI JUHAMIKHU. BUBUeHHs
cTparterii JikyBaHHs XxBopux Ha JI[" € MeTor0 npoBeieHnX Ha JaHH Yyac paHAOMI30BAHUX JIOCIIIKEHb.

Xipypriudi METOAM JIKYBaHHS — IepelcepHa OalloHHAa CENTOCTOMis Ta/abo TpaHCIUIAaHTAaLlis
JIETeHIB — MOKa3aH1 npu pedpakTepHiil 10 MenukaMenTo3Horo JikyBaHHs JII' (cxema 4).
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Jucnancepusanisa xsopux JII'

Jlnst koHTposmo 3a craHoM xBopuxX Ha JIAIT 1 OIIHKM pe3ynbTaTiB MPOBEACHOI Teparii XBOpi
MOBHMHHI MOCTIHHO HAATJSIATHCS CIMEHHUM JIiKapeM pa3oM 3 Kapaionorom, a npu JII', acouilioBaHiii 3
IHIIMMU 3aXBOPIOBAHHSMH, TaKOXX CYMDKHUMH (DaxiBIsMH (ITyJbMOHOJIOTOM — TIPU 3aXBOPIOBAHHSIX
nereHiB, iHQekmionictom — mpu BIJI, ractpoeHTeposoroM — Npu NOPTaibHIA TimepTeHsii TOIo).
3anporoHOBaHO CTPOKHU OOCTEKEHHSI XBOPHUX 1 00’ €M ocimiKeHHs (Tadu. 23).

9. IPOT'HO3 ITPU JIETEHEBIV I'IEPTEH3II

[Tporuo3 npu JIAI' nectipustiauBuid. CepeaHsi TPUBAIICTh JKUTTS IICHs BCTAHOBJICHHS J1arHO3Y
JIAT y CIIA B nepiox 3 1981 mo 1985 cranoBuna 2,8 poku. 3 TOTO 4acy BM)KMBAHICTh IMOKPAIIXJIACh.
IT’siTupiuHa BUKMBAHICTh CEpel MAlLi€HTIB, SKi MPUIMAaIOTh €MONPOCTaHOI, ChOTOIHI CTaHOBUTH 47-55%
1 Oumpie 70% y THX XBOpHX, Y AKX OyB mokpaumieHuil ¢ynkuioHansHui kiac go I abo II. Ognak, y
cepeHbOMY Onu3bKO 15% marienTiB, SKi OTPUMYIOTh Cy4acHY Teparilo, BCe-TaKu MOMUPAIOTh MPOTATOM
POKY.

[IpenuKTOpH MOTaHOTO MPOTHO3Y MICHs MOYATKy JIKyBaHHS BKIIIOYAlOTh HiaBuiieHui Tuck y 11,
HU3BKUN CepLEeBHM IHIEKC, HU3bKY 3MillIaHy BEHO3HY caTypalil0 KHCHIO, 30€peKEeHHS CHMIITOMIB
¢ynkuaionansHoro kimacy III/IV, morany mepeHOCHMIcTh (i3MYHHMX HaBaHTAXEHb, MEPUKApIiabHUMI
BHIIIT 1 miABUIICHHS piBHSA niepeacepaHoro BNP (ta6:. 24).
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®isnune TpeHyBaHHs mig HarmsiaoM (I-A) | 3aibHa OLIHKA Ta CYMyTHs TEparis [~ OpabHi
INcuxo-coniansHa minTpumka (I-C) * antuKoarysaTh: JIAT
VYHukaTu iHTeHcHBHOI ¢i3.aktuBHOCTI (I-C) - . cnankosa JIAT, AJIT ’
Vuukaru saritHocti (I-C) Koncynsrauis cnenianicra (I-C) (11b-C) >
ImyHizamis npotu rpumy Ta mHEBMOKOKY (I-C) Tliyperuku (I-C)
TNocTpuii BazopeaxTuBHuit tect (I-C Kucuesa teparis (I-C)
BA3OPEAKTUBHICTD (+) s UIT, 11b-C st AJID) Hiroxcun (1Ib-C)
v
I-III BOO3-®K
—» Crilika BiqmOBiab BA30OPEAKTUBHICTH (-)
IIponosxuru AK <———T AK' Hll

v v

THILIAJIIBALIA TEPAIII JIAT CXBAJIEHUMM ITPEITAPATAMUA
— piBeHb [IOKA30BOCTI Yy BIAMOBIZHOCTI J0 (YHKIIOHAIBHOTO KIJaci OUIBIIOCTI MAIi€HTIB Y
JIOCIIIKEHHAX
# — cxBaneno Tinbku FDA (ManmuTeHTaH, pionuryat, TpenpocTiHia iHr.); y Hosii 3emanaii (imompoct
B/B), B Snowii ta ITiBgenniii Kopei (6epampocr)
N — mo3uTHUBHA AyMKa €Bponeiicbkoro Komitery 3 MEIMYHUX MPOIYKTIB JIJISI BAKOPUCTAHHS Y JIIOCH

*

PiBennb PiBennb I ®K I ®K IV ®K
pexoMeHaamii | aokasiB
I A abo B AmMOpu3eHTaH AMOpu3eHTaH Enonpocrenon B/B
bosenran bosenTtan
ManureHtan \# Enomnpocrenon B/B
Pionmryat# [nmonpocr iHr.
Cwinenadin Marnurenran™#
Tamanadin Pioruryat#
Cenekcunar per 0s Cunpenadin
Tananadin
Tpenpoctinin ~ n/mi,
1HT.#
Cenekcunar per 0S
ITa C [nompoct B/B#
TpenpocTinin B/B
IIb B Bapnenadin Bapnenadin
Tpenpoctunin per 0s
bepanpoct#
C KombinoBana Tepanist | Bapaenadin
AmMOpiceHTaH
boszenran
Inonpoct 1iHr. abo B/B#
Marmurentau#”
Pioturyat#
Cunnenadin
Tanamadin
TpenpoctuHia m.11., B/B.,
1HT.#
KombinoBana Tepamist
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HEAJIEKBATHA KJITHIYHA OEMIPKYBATH
v BIATIOBIAL . MOMKIIUBICTD
APE TPAHCILTAHTAL]IT
JIETEHB
/ \ HE AJIEKBATHA KJIIHIUHA
N i BIJIIOBIJIb HA |
- + MAKCUMAJIbHIN TEPATIIT — Hanpassiemns Ha
\ TPAHCIUIAHTALIIIO
» brnoxatopu . JIET'EHb
[Ipocranoigy —— + —— banonna nepecepaHa centocToMis
®JIE-5 abo (Ia-cy | b——0 >
PiouHryaT ...............................

Egexmueni kombinayii ona nikyeanns JIAL (I'pyna 1) y sionosionocmi oo @K nayienma

JlikyBaHHS Kitac-PiBenn nokasis
11 $.x.BOO3 I .x.BOO3 | 1V ¢.x.BOO3

Macimenman 0o cundenaginy / B / B lla C
Pioyuecyam oo 6ozenmana 1 B 1 B 1la C
Cenexcunaz 0o APE ab6o o6rokamopa | I B 1 B lla C
@DJ[E-5
Cunoenaghin 0o enonpocmernona - - 1 B 1la B
Tpenpocmunin ine. 0o cunoeunagina abo | lla B Ila B lia B
bezenmana
Lnonpocm ine. 0o bozenmana 1ls B 1ls B 1ls C
Taoanaghin 0o 603enmana 1la C lla C lia C
Ambpicenman 0o cundenaghina )G C 1l C )G C
bozenman 0o enonpocmanona - - 116 C 1l C
bozenman 0o cunoenadghina 1l C 116 C 1l C
Cunoenaghin 0o 603enmana )G C 1l C )G C
Tnwi nooeiiini kombinayii 1l C 1l C 1ls C
Inwi nompiuni kombinayii 1l C 1ls C Y C
Pioyueyam 0o  cundenagpina  abo | Il B 111 B )i B
onoxamopis ®J[E-5

Cxema 4. Cyvacumii anroput™m nikyBanHs JII' (Hagano y BigmoimHocTi no pexomennanin ACC/AHA
2013 ta ESC-ERS-2015)

Tabnuys 23. 3aniponoHOBaHi JOCTII’KEHHSI Ta CTPOKH KOHTPOJILHOT0 00cTeskeHHsI XBOpuX Ha JIAT

Ha nmouarky Ko:xkni 3-4 micsaus micuas Y Bunaaky
(m0 Tepanii) | 3-6 micaAuiB | Mo4aTKy ad0 3MiH y KJIiIHIYHOTO
Tepanmii NOTipIIeHHSs
Kainiuna oninka @K, EKT + + + +
T6XX + + + +
Cep1iieBo-JereHeBuid + + + +
HAaBAHTAXKYBAJIBbHUM TECT
Pisenr BNP/ NT-proBNP + +
ExoKI"
KTIC + + +
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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
T
[ToBinbHa [IBUAKICTH TPOTrpECyBaHHS [lIBuka
CHMIITOMIB

Hi CuHKoIIE Tak

(] BOO3-®K v

Binpmre 500 m T6XX Menmre 300 m

MakcuManbsHe crioxuBaHHsa | CepueBo-jereHeBHil MakcuMansHe

O5>15 mMi/XB/Kr HaBaHTAXKYBaJbHUU TECT cnoxuBanus  0,<12
MJI/XB/KT

Tuck y III < 8 mm.pr.ct. i CI > | T'emoauHamika Tuck y ITIT

2,5 1/xB/M* >15mmMm.pr.cT. a6o CI <
2,0 11/ XB /My

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

HOpMU 301LIBIITYIOTHCS B
JTMHAMIL
CTIIOCTEPEIKECHHS

[TepukapaiaabHu puniT | ExoKI Mae micre

BIJICYTHIM

BmwxuBanicts xBopux Ha JII' B 3HaUHIN Mipi 3aJIeKUTH 1Ie ¥ Bif 1i etiomnorii. [1pu JII', aconilioBaHiit
13 CUCTEeMHOIO CKJIeJepMiel0 ado BHACIHiIOK nepeHecenoi abo peuuauByrouoi TEJIA, npornos ripmmuid,
Hik npu DI abo BlI-acomiiioBaniii JII' (3a ymoBu anexBaTHOi Tepamii). [Ipu JII', acomiiioBaHiii 3
YPOJKEHUMH BaJlaMH, MPOTHO3 3HA4yHO Kpamuii, Hik npu I, mo mBuame 3a Bce MOB’SI3aHO 3
HasiBHICTIO ckuaaHb Kposi 3 [l abo JIA y Bennke koio kpoBooOiry, 1o crnpusie po3BanTaxkeHnHto [1111 1
OubII TpUBaJIOMYy 30epexeHHto Horo ¢yHkuii. [loninmennto nmporuody xurtsa xsopux npu UII, TEJIA
CIpHsi€ BIIKPUTTSI OBATHHOTO BiKHA a00 (DYHKIIIOHYBAaHHS BXKE 1ICHYIOUOTO (Y 3I0pOBHUX J0pociux y 25%
BUIIAJIKIB BOHO MOBHICTIO MPUKPHUTO 3aCIIHKOIO 3 HAsSBHICTIO HECYTTEBOTO JIiBO-TIPABOTO CKHUAAaHHS a00
0€3 HbOTO).

10. JETEHEBA TIINEPTEH3IA YV OITEX

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

JII' Moxe mposiBUTHCA B Oylb-KOMY Billl 3 IUTUHCTBA /0 3puioro Biky. Knmacudikaiis nereHeBoi
rinepreH3ii y AiTel 3a eTioNori€ro BiAPI3HIEThCA Bl Kiacudikaiii y gopociux, a came Buaisore I ta
JIT', acomiifoBany 3 BpoxkeHuMH Bajamu cepiist (AJII-BBC) (1-5). be3 BiAnoB1AHOTO JTIKyBaHHS CEpEaHS
TpUBATICTh KUTTA JiTed 3 UJII' miciast mocTaHOBKM A1arHO3y MEHINA, HIX TPUBAIICTb KUTTS JOPOCIUX
nanieHTiB (6). TepaneBTuuHi cTparerii JikyBanHs JII' y Topocinx HEIOCTaTHHO BUBYEHI B IUTAYIN rpyIil,
0c00JIMBO MIOAO MOTEHIIMHOT TOKCHYHOCTI mpernapariB ab0 ONTHUMAJIbHOTO JO03YBaHHsS 1 BiANOBiAHI
L1JIbOB1 MOKa3HUKHU JIIKYBaHHA Yy JiTell BiacyTHi. [Ipote, nitu 3 JII' B JaHuii yac oTpUMyIOTh crierudiyHe
s JII mikyBaHHS 1 MOXKYTh MaTH KOPUCTH B/ IIMX HOBUX METO/IIB JIIKYBaHHSI.

Buznauenus

Busnauenns JII' y npiteit Take Xk, AK 1 y nopociaux. AOCOMIOTHHIM THUCK B JIeTeHeBii apTepii manae
IICHST HAPOKEHHS, AOCATAI0YM PIBHS, SIKUM CIIBBIIHOCUTHCS 3 PIBHEM THKY Y JOPOCIUX, BIPOAOBK 2
MicsIiB micnsg HapopkeHHs. [licns 3-MicS4HOro BiKy y JOHOIIEHUX HOBOHApOpkeHUX 1po JII' roBopATs,
SKIIIO CEpeHIN THCK B JIET€HEBIN apTepii MepeBHILy€e 25 MM.PT.CT. IPU PIBHOMY PO3IMO/LII KPOBOTOKY 10
BCiX cerMeHTiB 000x jereHb. JICO He ¢irypye y BusHaueHi autayoi JII, anme € nyxe BaXJIMBUM
noka3HukoM. BusnauenHs JICO 3a OMOMOTOI0 Ba3OpEakTUBHOTO TECTy MOXKe Oyau KOPHUCHHUM B
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JiarHOCTHYHOMY TpoTokom y gitedt 3 JII'. Ilo-niepiie, Ba30peakTUBHUN TECT Ma€ BUpIIIATIbHE 3HAUCHHS
JuTsi BU3HaueHHs MoskiuBoro jtikyBaHHa BKK y mamientis 3 III'. Tlo-npyre, Ba30peakTHBHHI TECT MOXKE
Oyt KOpHCHUM B ouiHIi omepabensHocTi y nmiteir 3 BBC. Ilo-Tpere, Ba30opeakTHBHUN TECT MOXKe
JONOMOITH B  OIIHII JOBIOCTPOKOBOro MmporHody. CraHAapTHHX 3aco0iB [uid IPOBEAEHHS
Ba30PEAaKTUBHOTO TECTY B meaiaTpii Hemae. BUKOPUCTOBYIOTh HACTYIIHI areHTH JAJIsl TECTYBaHHS Y JITEH:
OKCHJI a30Ty (1HTaJsAIiiHO), 17I0MpOoCT (IHraNALINHO), enonpocTeHon (B/B), aaeHo3uH (B/B), 100% kuceHb
(imranmsuiitno). Ilpore, iHramAmiiHUN OKCHI a30Ty HaWYacTilIe BUKOPHCTOBYETHCS (32 KOPAOHOM) i
PEKOMEHAYETbCS /ISl MPOBEJEHHS Ba30PEaKTUBHOIO TECTY, SKIIO HAABHUH B JIIKYBAJIBHOMY 3aKiaji
(3,4,7-11). Buxopucranns wmoaudikoBanux kpurtepiiB bapcra abo xkpurepiiB CiTOOHa MawTh
nporHocTuyHy miHHicTh npu I y miTedt 1 gopocnux, mpore HeaoCcTaTHRO BUBUEHI y aitert 3 AJII-BBC,
mo6 OyTH BUpIIAIFHUMH B OIHII orepadensHOCTI yn HeomnepabenbHocTi qutuau 3 BBC (piBens C)
(12,16,17).

Kaacudikaunin

Bci dopmu JII', BKiIIOUEHI B OHOBJICHY KIIHIYHY Kiacudikarito (auB. Po3min 2), Oynu omucani y
niTer, ane Oimpuricth mamieHTiB MatoTh JII', sika acomiroerbest 3 JIIT abo AJIT-BBC. Ha BigMminy Bix
uporo, mnomupeHicty JII, moB's3aHOi 13 3aXBOPIOBAHHSAMHM CHOJYYHOI TKAaHUHM, IOPTAIBHOIO
rineprensieto, BUI-iHdekmiero, HapKOTHKaMH 1 TOKCHHAMH, HWK4a. Pocre MOmyJssiis MamieHTiB 3
XPOHIYHMMHU 3aXBOPIOBAaHHSAMM JIET€Hb uepe3 HeJOoHOLIeHicTh. IlepcucTyroua sereHeBa rinepreH3is
HOBOHAPOJDKCHUX, B CHJIY 11 0coOMMBOi aHaTomidHOl i (hiziosoriyHoi mpupomau, Oyia mepeminicHa B
OKpeMy MiJKaTeropito y rpymi 1, mo0 migKpeciuTy yHIKalbHI aCEKTH Yacy il BAHUKHEHHS, yac rnepediry
1 TepaneBTHYHI cTpaTterii (18).

ETionoris

ETtionoriro i pedynpraru smikyBanHs JII' y miTeli BUB4AIOTH 3a JOMOMOTOI0 CTBOPEHHS PEECTPIB.
bynu onucani Benuki peectpu autayoi JII': peectp TOPP (Tracking Outcomes and Practice in Pediatric
Pulmonary Hypertension) (4) ta 3arampauii peectp mopociux i aiteir CIIIA REVEAL (Registry to
Evaluate Early and Long-Term PAH Disease Management) (3).

BinbrricTs BUnaakiB y aiteit — ne igionaruuna JII', cnankosa JII', AJIT-BBC, B TO# 4ac sk BUMAIKH
JIT', moB's13aHOT 3 3aXBOPIOBAHHSIM CITOJYYHOT TKAHUHH, 3yCTPIYalOThCs BiTHOCHO piako (Tabmuit 25) (1-
4,28). 3 362 nanienTiB 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
OpOHXOJIETEHEBOIO AUCIIIA3IEI0, SIK HAWYACTIIIUM XPOHIYHUM 3aXBOPIOBAHHSM JIET€Hb, MOB's3aHuM 3 JII.
Tineku y 3 nanientiB 6ynu a6o XTEJII', abo inun npuunau JII'.

XpoMOCOMHI aHOMaJIii (B OCHOBHOMY TpHcoMii 21) abo reHeTHuHi po3naau OyinM 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, NiABHUIIEHI piBHI aCHMETPUYHOTO JUMETHUJ apriHiHy B IUIa3Mi KpOBi, TilOTHPEO3,
0OCTPYKTHBHI 3aXBOPIOBaHHS JIUXAJIbHUX ILISIXIB, alTHOE yBi CHI, acmipairis (29-31).

€ noBigomiIeHHs Mpo iHIMKA Benukuit peectp 3 JII' y mitelt B Hinepnannax (32). ¥ ubomy peectpi
2845 3 3263 niteit manu niaTBepmkeny JII (rpyna 1), y Tomy uncni tpansutopny JII' (82%) ta IIT (5%).
Pemrra nmpuuun JII' Bitoyanu B ceGe 3axBOpIOBaHHS JiereHb 1/a0o rimokcemito (8%), JII', mos'sa3any 3
xBopoOamu niBux Biaauts cepus (5%) 1 XTEJIT (<1%). HalinommpeHimmmMu npuunHaMu TPaH3UTOPHOL
JIereHeBoi rinepreH3ii Oyau mepcucTyrova JereHeBa TinepTeH3is HoBoHapopkeHuX (58%) 1 AJII-BBC
(42%). Cunapom Jlayna OyB HalyacTIIUM XpOMOCOMHUM posnafoM (12%), Takuil >xe piBEHb
crioctepirascs B peectpi TOPP. Takum urHOM, MOYaTKOBI MOBiAOMIIEHHS peecTpiB npo aiteid 3 JII' naroTh
BaXUIMBY 1H(OopMallito npo erionoriunuit cnexktp JII' y aiteit (33).

Komenmap pooouoi epynu:
Ha oanuti yac 6 Ykpaini ne ichye 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

Heonatanesna  [[lepcucryroua Jierenesa rinepreH3is (11i0maTnyna)

BponxonereHeBa nucriasis
[Hdekmisa, Hanpukiaa, Streptococcus
CTpyKTypHi 3aXBOpIOBAaHHS, HAIIPUKJIIA/1, BPOKEHA AladparManbHa Kua

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

TpaHcmo3ullis MaricTpaJbHUX apTepii (HaBiTh 6e3 JJMILIT)

OOCTPYKTHBHI Ypa)K€HHsI, HAIIPUKIIAJI, TOTAIBHIUN aHOMAJIBHUI APEHAXK JICTCHEBUX
BCH, MITPAJIbHHM CTEHO3, TINOIJIA3ig JIBUX BIIIUNB CepIs, IWISATAIIiHA
KapJiomMionaTis

Habyta XpoHiIYHAa TIMTOKCis, HAPUKJIIAJI, MyKOBICIIH/103, BUCOKOTipHA

Cko:1io3

OOCTpyKIlis TUXaTbHUX HUIAXIB B HACHOK TinepTpodii MHUIIAIHKIB, CTCHO3Y,
MassIii Tpaxei

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

ImiomaruyHa Cnopagnuna 20% reHeTUYHE MOXO0IKEHHS

Cimeiina 60% reHeTH4YHE TOXOMKEHHS

JliarnocTuka

UYepes Te, mo OaraTo 3axBOpIOBaHb acoliloThCs 3 JII, MeToawmuHui Ta KOMIUICKCHHMA
TIaTHOCTHYHUN MiAXio € [ayke BaxiauBuM (Tabn. 26). bararo i3 cumnromiB JII' y miteit €
Hecnenu(pIYHUMHM, 1 11 KJIIHIYHI O3HAaKM MOXYTb OyTH HENOMITHUMH HaBiTh Ha IMI3HIX CTajalsIx
3axBopioBanus.! TIpn HapO/KEHHI MiTH 3a3BMYail MAlOTh IAHO3 3 TEMATOMETATiero, MOCHICHHN
BepX1BKOBUI NowToBX (3a paxyHok [1II) 1 aycKynbTaTHBHO BU3HAYAETHCS MOCUJIEHHSI IPYroro TOHY HaJl
JIAZ ITpu Henikoaniit IJII' HaitO11bII MOMIMPEHUMH CUMIITOMAaMU € 33/IMIIKA, 1 AITH 4acTO 3BEPTAIOThHCS
3 TIOTaHUM alleTUTOM, I[IOraHMM NPUPOCTOM y Ba3l, COHJIMBICTIO, TaxIiMHOE, TaXiKapaiew 1
,Z[paTiBJ'II/IBiCTIO.ll'lz CumnTomMaTuyHa TSKKICTh IOB'i3aHa 3 TIpUIMM IPOTHO30M, L0 MiAKPECIIOE
HEOOX1/IHICTh 3a0€3IeUeHHs] PaHHBOT T1arHOCTUKH 1 J'IiKyBaHHSI.13

Hecneun¢iyauMu KIHIYHUMHA CHHIpPOMaMHM y Jopociux mnauieHTiB 3 JII' € 3agumka npu
HaBaHTAXKEHHI, BTOMa, MJISIBICTb, MOXJIMBI 001 B 00JIaCTi TPYIHOI KIITHHH 1 3aIaMOpOYEeHHS. Y JiTei
JaHl CHUMOTOMH YacCTO TPOSBISAIOTHCS I1HIIUM YHMHOM, 1HOJI HEMNOMITHO, 1 4acoM iX HaBiTh MOJKHa
MIOMMJIKOBO TpakTyBaTH. Hepiko 3BUIbHEHY B1Jl CHOPTY OUTHHY HA3MBAIOTh «HEPYXOMOIO (JI€AaU0I0)
IUTHHOI0». HEMPUTOMHICTh TPaKTYIOETHCS MPOTIATOM 0araThOX poKiB YaCTKOBO MOMHIIKOBO SIK €MUIETICIs.
Bignosimao mo TOPP-pericTpy HEMPUTOMHICTH B JUTSYOMY Billi TPaIUIIE€THCS MPHOIM3HO B JBAa Pa3H
yacrime, HiX y gopociux 3 JII. AcTMaTHuHi 3aXBOpIOBAaHHS, Taki K, HANpUKIal, 3aJUIIKa MPU
HaBaHTa)X€HH1, 1HOJI MPOTATOM 0aratboX pOKiB HEBIPHO IHTEPIPETYIOTHCS 1 JIKYIOThCS Ak acTMa. Lle, Ha
*aub, TUHoBHiA anamHue3 y miteit 3 UII'. AJIT-BBC moxe, HaBmaku, HegoolliHtoBatucs. 3naueHus JII' B
acorriarii 13 3aXBOPIOBAHHSIMH JIIBUX BIIJIUIIB CEPISI 9YaCTO BUSBIBIETHCS MI3HO 3 MPUYUHU JOMIHYBaHHS
OCHOBHHUX INpo0uieM. JIopociux 3 II0HO30M TaK0X HalyacTille JIKyIOTh MeIUKaMeHTaMH, CeU(pIuHIMH
g JIAT, mo HeBipHO BHM3HAUYE€HOMY JiarHo3y cuHapomy FEif3seHMeHrepa, He3Bakalouu Ha Te, W10
KOPEKTOBaHI BaJii ceplis 3 1[iaHO30M MOXKYTh 3yCTpI4aTUCS B IPOTrPECUBHOMY BIlli.

3 iHmoro OOKy, MITW/MIITKUA 3 CHUHApoMOM El3eHMeHrepa, He3BaKal0uM Ha I[1aHO3, MOXYTh
MOKa3yBaTH TPUBAINH Yac BIIHOCHO Xopolly (i3UYHYy BUTPUBANICT. Y pe3yibTaTi IIyHTa CIpaBa HaJIiBO
0o0OyMOBJIEHUH I11aHO3 MOX€ ICHyBaTH MOMIpHO a00 HaBiTh 3a THUIOM L1aHO3y ApJieKiHa MDX JIBOIO 1
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npaBol0 ab0 BEPXHBHOIO Ta HIKHBOIO CTOPOHOIO TyinyOa. SIKImIo y miTed 3'SABIIS€TbCS HEAyra, BOHA
MIPOSIBIISIETBCS B OUTBIIOCTI BUMAIKIB Yy BHUPAKEHOMY IICHTPAJBHOMY I[iaHO31 1 B TOB'I3aHUX 3 HUM
cumrtomax. JlogaTkoBO BOHM MOXKYTh MPEACTABIATHCA 3 HEBPOJOTIYHUMH AHOMAJISIMH, TaKUMH SIK
TOJIOBHI 00JIi, 3aIlaMOpOYeHHsI a00 TOPYIICHHSI 30py BHACIIJOK BTOPUHHOTO €PUTPOIIUTO3Y 3a THIIOM
BUKIIMKAHOTO XPOHIYHOIO T'IIOKCEMIEI0 CHHIIPOMY TilepB’sI3KOCTi a00 MapagoKCcaaIbHUX (MIKpO) eMOOITI.
['emopariuauii miate3 BHACHIIOK €pUTPO3UTO3a (MOMITI00yImii) Ta TPOMOOIIMTOIICHIT € TeX HE PIAKICHUM
pe3yabTaToM (AIarHOCTHKH) Ta MPOSBOM CTYIEHS TSDKKOCTI IiaHO3y, YacTO TaKOX B CYKYIHOCTI 3
BiIHOCHUM JediruToMm 3ajiza. 'eMonTi3 BUABISIEThCS K signum mali ominis y marieHTiB Ha PO3BUHEHIM

cranii JIAL 1 npu cunapomi Eitzenmenrepa.
Tabauysa 26. liarHocTHYHI MeTOIH, peKOMeH10BaHi 115 ouinku JIT

O0cTexxeHHs

KomenTapi

Pentrenorpadis
IPYIHOI KIITKA

OprasiB

Moxe moka3aTH 30UIBIICHHS pO3MIpy KOHTYpY Cepls 3a paxyHOK
cepueBux kamep a6o JIA (cyamHHOTO my4ka), rinonepdy3iiHux obmacteit
JIETCHIB 1 XBOPOOY MapeHXIMHU JICTCHIB.

EKT

Moxe npogemoHcTpyBaTH rineprpodiro 111,

Exoxkapmiorpadis

Ckpuninrosuii iHcTpyMeHT BuOopy npu JIAI. BusiBnse xBopoOu cepus
(BpomxkeHi Bany, iH(ApKT, KJIANAHHY IMaTOJIOTII0, 3TYCTKH a00 MyXJIHHH
BCEpEMHI IMOPOXKHUHHU, NEpUKapAuT). HasBHICT, BUIbHOI piAWMHH B
MOPOKHUHI IEPUKAPY Ta TIIEBPATHHUX MOPOKHUHAX.

Karerepuzaris cepiis

30710TUH CTaHIAPT U1 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
00OMeKeHHsI IITIbHOCTI (1T CTapIIoro BIKY).

a3 aprepianbHOi KpOBI,
TECTYBaHHS byHKii
JIETEHIB

Moxe Oyt KOpucHO, xo4a y mamienTiB 3 IJII" pe3ynbraTi TecTiB GyHKIii
JIETEHIB MOXYTh OyTH HOpMaJbHHMH. SIK TPaBHIO, CHOCTEPIra€ThCs
3HMKeHHs Pa02.

AHauni3 KpoBi

BaximBo Ui BHKIIIOUEHHS 3aXBOPIOBAHHS CIIOJIYYHOI TKaHWHH a0o
JIET€HeBOi TinepTeH3ii Yepe3 CUCTEMHI 3aXBOPIOBAHHs: PyTHHHaA Oioximis
Ta T€MaToJIOT1s, (PYHKIIS HIUTOBUIHOI 3aJ1031, ayTOIMYHHUN CKPUHIHT (Y
TOMY 4YHCJIl aHTH-LIEHTpoMepHi aHTuTina, aHtu-SCL70 1 Ul RNP,
anTuTiIa GoCchOIMmiIiB).

KT anriorpadis nerexis

BukopucroByeTbcss Ui MOIIYKY PpO3IIMPEHHS JIETEHEBHX apTepiii,
ne(eKTIB HaIOBHEHHSI 1 MEMOpaH B apTepisix.

BenTunsauiitnonepdysiitna
ciuHTIrpadis

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

KT nereniB 3 BHCOKOIO
PO3ITBHOIO 3/TaTHICTIO

Moe moka3aTH 3aXBOPIOBaHHS NapeHXIMHU JIereHb, MO3aiuHy nepdysito
(03HaKa JiereHeBoi CyIMHHOI emMOoutii abo TpoMOO3y) il 03HAKH JIEreHeBOi
BEHO3HOI T'iNepTeHs3ii.

MPT cepus

Edexruanii Tect s Biyamizauii [1III. KopuchHuii B po3mMexyBaHHI
BPOJKEHUX BaJ ceplis 1 JIereHeBOoi HUPKYIIALIi 32 JONOMOTroro aHriorpadii.

V3]l uepeBHOT NOPOKHUHHU

BukopucToByeThCS U1 OCHTIKEHHS 3aXBOPIOBaHb MEYIHKH 1 MiJA03pU Ha
MOPTAJIbHY TIEPTEH3II0.

Pentrenorpama

MOXKE

IOKa3aTH 30UIBIIEHHS JIETEHEBOT'O KpOBOTOKY 3 00MEKEHHIM

KpOBOHAIOBHEHHS nepudepiitHux cymxmlG, Moske 0yTu 3adikcoBana rineptpodis 11 na EKT 1 Huzbkuit
napuianbHui THCK KucHIO (Pa02) npu BUMiproBaHHI Ta3iB apTepiajibHOI KPOBI.
Exokapmiorpadiss € KOpHUCHHUM 1 YyTJIMBUM METOJOM JOCIHIKEHHS BHSIBICHHS MOXKIUBHUX

BropuHHUX npuunH JII' (manpuknax, AMIII [pinko], JMIIII abo kapniomionarii), 3a0e3nedeHHs
KUIbKICHOI OL[IHKM perypritauii Ha TPUCTYJIKOBOMY KJallaHi, BUMIpIOBaHHS THUCKY B JIET€HEBiM aprepii,
ominku Qynkmii JIII.
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Jns  giTeid OUTBII CTAapIIOrO BiKY CTaHJAPTHU30BAHMM METOJOM OIIHKH TOJEPAHTHOCTI [0
(hI3UYHOTO HABAaHTAXKEHHS € T6XX Ta cripoepromeTpis, mo 10ope kopentoe 3 cuctremoro K BOO3.

Karetepusanis cepus 3aaMIIAETbCs 30J0THM CTaHAAPTOM JiarHocTuku JII B Ba3zopeakTuBHuMiA
TeCT 3 iHraisUiiiHEM OKCHIOM a30Ty'® aGo HmpocTALMKIIHOM'' TaKoX MOXe 3ifiCHIOBATHCS B MOMEHT
Karerepu3allii, moo6 omiHuTH crymniae obopoTtHocTi JII'. B ocrtamni poku MPT Hamama MOXIHBICTH
3MIMCHIOBATH JTOKJIAIHY Bi3yami3allif0 CEpIeBOi aHATOMii Ta JIETEHEBOTO KPOBOTOKY, 20§ HaBiTh MOKe
6yTH BUKOPHCTAHA JUISL OLIHKH CTYIICHS YIIKOJUKCHHS CYIHH. *

TectyBaHHS peakTHBHOCTI JIET€HEBUX apTepii 3a nomoMoror MoHokcuna azory (NO), kucHio,
UTOMeuHY Ccayrye JUisl iAeHTH(HKAIl Tak 3BAaHUX PECHOHIAEpiB (MAIliEHTH, Yy SKHX JOCSITHYTO
JIKYBJIbHHK €(EeKT) Ta MICTHUTh TiarHOCTHYHE, MPOTHOCTHYHE Ta TepaleBTHYHE 3HaueHHsA. [ocTpa
Ba30WIATALlII{HA 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
MeH1e 20% B NMOpPIBHAHHI 3 cCUCTEeMATHYHUM apTepiaabHUM THUCKOM. [lo CiTOOHY Ta 1HIIMM, TUIBKH
10% Bcix mporectoBanux nopociux IJI[-maimieHTiB 3alMOBHIOITH BEPXHI KpUTEpii pecrnoHaepis. Y
BUIAJKY 3 AITHMH 4acTOTa pecrnonaepiB Ha 25-50% suiue. Buznauyenns, Busnane Llenepmaiiepom Ta iH.,
JIETEHEBOTO PE3EPBHOrO TMOTOKY BIAMOBIIHO A0 PO3MIPIB 3aJCKHHUX BiJl €HIOTENIs JETeHEeBOI peakiil
CyOUH TIPOBOAUTHCA 3a JOMOMOTOK MICIEBOI arJiikamii aneTWiIXoNiHy Y Biggin cermenty JIA.
AUETHIIXOJIH IPU3BOANTE NpH (yHKIIOHAIEHOMY eHjoTenii 1o NO-3anexxnoi Bazoqusatanii. OoMexena
JIETeHEeBa peaklilisi CyuH Ha aleTUIXOJIH € MepeAyMOBOIO MOraHoro nporuosy. dudepeniiroBanus Mix
JII' 3 orpumanoro abo pemykoBaHO (yHKIico enporenis ta JII' 0e3 o3Hak (yHKIII eHTOTENI,
HaNPUKJIIaJ, MapagoKcabHa PeaKilist 3 BiAMOBIIHOIO TEPANIEBTHYHOO IMILTIKAIIIE0, € TAKOXX MOKIIHBOIO.

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

Oynxkionansanii ki1ac BOO3 no3Bossie mporno3yBaTy pu3uk noriprienss JII i BuwxuBanHs aiteit 3
JIT" piznux rpyn. Xoua i He 3aTBep/PKEHUI, OyB 3allpOlOHOBAHUN (DYHKIIIOHATBHUN Kiac, po3poOieHui
cnenianbHO U Aited (42). Mera nikyBanss JII' y miTeil 3 HU3bKMM PU3UKOM 1 y MALI€HTIB 3 OLIbII
BHUCOKHUM PH3UKOM CMepTi pi3Ha (Tabmuus 27). Sk 1y mopociux, KIiHi4HI JoKka3u HegoctatHocti [1HI,
nporpecyBanus cumnrtomiB, BOO3-®K 3/4 (3,34,36,43) i migsumeni piHi BNP (44-46) BBaxkaroTbes
TaKUMH, 1110 aCOIIIOIOTHCS 3 BUCOKMM PU3UKOM CMEpTi. Y JiTeH BTpaTa Macu Tijla i 3aTpUMKa (i3UYHOTO
PO3BUTKY ACOLIOIOTHCS 3 O1IbII BUCOKUM PU3UKOM cMepTi (3,34).

Tabnuys 27. leTepMiHAHTH PU3UKY Yy AiTei

Huzkunii pusuk JleTepMiHAHTH PU3UKY Buumii pusuk
Hi Knigiuni nokasu | Tak
"enocraraocti ITII
Hi CuMnToOMu NpOrpecyBaHHs Taxk
Hi HenpuromHicth Taxk
Binnosizae Biky Pict 3aTpuMKa PO3BUTKY
LIT BOO3-®OK ", v
MiHiManbHO 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 | 'emoguHamika Cucremunii CI1 <2,5 n/ xB /M2
J1/XB/M2 mPAP / mSAP <0,75
MPAP / mSAP <0,75 RAP> 10 mm.prt.cT.
rocTpa Ba30opeakTiBHICTh PVRI> 20 WU m2
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JlikyBaHHs

3aBasSKM HOBUM TEPANEBTUYHUM 3ac00aM Ta arpeCHBHIN CTpaTerii JIIKyBaHHS MPOTHO3 y AiTeit 3 JII
3a MUHYJE JCCATUIIITTS mokpaumsces. [Ipore, mikyBanus JII' y gitel maiike BUKIIOUHO 3aCHOBYETHCS Ha
JOCBII 1 TaHUX 3 JAOCTIDKeHb Y Hopociux. Hwkue nmpuBeAeHU alrOpUTM JIIKYBaHHsI, SKUH HalO1IbIIe
migxoauth st aiteil. [licns moBHOI omiHKM mono Bcix mnpuunHU JIIT peKOMEHAyeThCs MPOBECTH
Ba30pEaKTUBHUN TECT, 00 JOMOMOTTH BU3HAYUTH Teparrito (puc.6).

3acTtocyBaHHs Teparii JypeTHKaMH, KHCHEM, aHTHKOATYJISHTaAMH 1 JITOKCHHOM CIIiJ] pO3TJIsgaTH
IHAUBIAYaNnbHO. Y JIITEH MiCis POKY >KUTTA 3 MO3UTUBHUM Ba30PEaKTHMBHUM TECTOM PO3MOYMHAIOTH
tepamito BKK, a came ammonumninom, Hidbenuninom abo nunriazemom (tadmn. 28) (12,70). Ockinbku BKK
MOXXYTb MAaTH HETAaTHUBHI 1HOTPOMHI €(pEeKTH y MITeH paHHBOTO BIKY, CJiJI YHUKATH 3aCTOCYBAaHHS IIMX
3aco0iB y aiteit 10 poky. iy, sixi orpumyrots Tepanito BKK, moBuHHI nepiognyHo oOcTexyBaTHCh Ha
peAMET CTabUIBHOCTI iX cTaHy, €(EeKTUBHOCTI JIIKYBaHHS Ta CTaHy CYIWH IIiJl 4YaC Ba30pPEaKTHBHOTO
TECTy, MO0 MaTH MOXJIMBICTh CBOE€YACHO 3MIHHTH Teparmito. Y AiTeld 3 HEraTUBHOK BiJIMOBIIII0 Ha
Ba30pEaKTUBHUN TECT a00 y MAaIlieHTIB 3 HeBAanow abo HecTiiikoro BianoBiparo Ha BKK Bu3zHaueHHs
PIBHS pU3UKIB BUPIIIYE T0AATKOBY TEparito.

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 3aBXKIM
1000Ba J103a IS JOPOCTHMX — | 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/KI/1 (MakcuManbHa J000Ba 1032
Juist jopocaux — 10 mr)

Ipumimka: 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, IPOrPEeCYBaHHS CUMITOMIB, HenpuToMHicTh, BOO3-®K III abo 1V,
3HayHO miaBuuIleHWd abo minBuiieHHs piBHI BNP, 3nHaune posmmpenns I abo auchyHkmis i
nepuKap/IialbHUM BUIIIT.
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v

Hampapnenns 1o crermiaicra
3araJibHi M0J10KeHHSI: PO3IJISIHYTH KHCEHb, Ba3zopeakTuBHuii TECT
AiypeTHKH, AaHTHKOATYJISTHTH, THTOKCHH

[
Ilozumuenuit y oimeit

nicas poKy scumms Hezamuenuii mecm

A 4

A 4 \ 4
(AmutoutmiH,
Hidenumis, v ¢
Jlunriazem) [lepopansrao: APE (Bo3enTan) abo
v irriGitop ®JIE-5 (Cunmenadin, B/B a0 n/u1: mpocrariaanauH .I2
Tananadin); < (Enmompoctenon, TpenpocTuHin).
BagopeaKTHB Hi - iHFaHﬂHiﬁHO:HPOCTaFHaHHHH 12 PO3FJ’IHHyTM PaHHIO KOMOIHALIIIO 3
HIHEIE IR d (IJIOHpOCT, TperOCTI/IHiH) APE abo iHFi6iTOpOI\l (DﬂE'S
XOPOIINM
Pe3yIbTATOM Y _A
Po3risiHyTH paHHIO KOMOIHOBaHY Teparrio
Tak
r Awmb6pusenTad (I1aC, kniniuHa Oe3mnexa, CenrrocToMist TpaHcITanTaIs
Hponosaxkenms BKK (apmakokiHeTHKa Ta e()EKTUBHICTD Y MIEPETOPOAKH, JIETeHb
nitelt He noBeneHa), bosenran (IB), BKK aHACTOMO3
(IC), Emompoctenon (IB), Imonpoct (IIbC), [ToTTCca
CunneHadin

(IB**), Taganadin (I[aC), TpenpocTinin
n/u1,/ B/B (IIbC/11aC), centocromis
nepencepas (I1aC)

Puc. 6 Mixuaapoxuuii CuMmno3siym 3 siereHeBoi rinmeprensii 2013

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

* 3acTOCYBaHHS BCiX 3aCO0IB PO3IIISAAETHCS HE 32 MPSIMHUM PU3HAYCHHSIM Yy JAiTeH, KpiM criieHadiny B
€Bporii.

** PeKOMEH/IOBaHi 03U 33 3aTBEPDKEHUM JI03yBaHHSAM B €Bpori y Aiteid. JJMBUCH TEKCT 3
00roBopeHHs 3acTocyBaHHs cuiaeHadiny y xiterd y CILIA.

JlonaTkOBUMHM IMapamMeTpaMd Te€MOJUHAMIKH, SIKI TMPOTHO3YIOTh OUIbII BUCOKUH pHU3UK, €
crniBBigHomeHHs CTJIA o cucremHoro aprepiaabHoro Tucky > 0,75 (16), tuck y IIIT > 10 mm.pT.cT. Ta
ingexc JICO Ginbine 20 og. ByJIa/M2 (43). Y auTuHU 3 HETATUBHUM Ba30pPEAaKTUBHUM TECTOM 1 HU3BKUM
PU3UKOM PEKOMEHJIy€EThCS ITOYaTH NepopayibHy MoHoTepamito. [IpenapaTom BUOOpY Npu LIbOMY MOXYTb
OyTH aHTaroHICTH pelenTopiB eHaoTeniny (6o3enrtan [43,71-77], amOpusentan [78,79]) abo iHribiTOpH
OJIE-5 (cungenadin [80-86], Tamanmadin [87,88]). bynu mpoBeneni 16-Tu THXKHEBI paHIOMi30BaHi
(ctparudikariist 3a Baroro 1 TOJEPAHTHICTIO 10 HaBaHTaXXEHB), MOABIHHO-CIIIMI, TUIarie00-KOHTPOIHLOBAHI
JOCHIJKeHsT BUKOpPHCTaHHS cuingeHadiny y airei 3 JII, sxi panilmie He OTpUMYyBAIM JIKYBaHHS —
STARTS-1 ta STARTS-2. Ornsan mux gaaux FDA 1 €BponeiicbKUM areHTCTBOM 3 JIIKapChKUX 3ac0o0iB
(EMA) npuszBenu 1o pisHux pexomenaauiid. Cunnenadin 6ys cxBanenuit EMA y 2011 pomi (10 mr 3
pa3u Ha 100y s Baru < 20 xr 1 20 Mr 3 pas3u Ha AeHb npH Ba3l > 20 Kr), 3 NONEPeHKEHHIM YHUKATH
BUKOPUCTaHHA OibIl BHCOKUX 103. Y ceprnHi 2012 poxky FDA Bumyctuna momnepemkeHHs MPOTH
(mocTiiiHOrO) BUKOpUCTaHHS cuineHadiny y aitedt (y Biui Big 1 go 17 pokis) 3 JII'. Hampukinii Oepe3Hs
2014 poxy FDA BumycTuia MOSICHEHHsSI MIOAO «IOMEPEIKEeHHsI MPOTHU (IIOCTIHHOTO) BUKOPUCTAHHSA
cuinneHaguly y HmiTe» y SKOMY HACThCS TPO TMIJBHINEHHS CMEPTHOCTI y JITeH, AKI MPUHAMAIOThH
cuieHadia pa3oM i3 MiABHILEHHSIM J103yBaHHS npenapaTy. Lle monepemkeHHs omyOiiKoBaHE 3 METOIO
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NoTnepeIuTH HeOe3MeuHe MiABMICHHS JI03yBaHHS IMpernapary Ta 3MIHHTH IOMMJIKOBY IYMKY IIpO
3a00pOHY BUKOPUCTaHHS CHIIIeHADUTY Y AITEH.

PimenHs npo nepBUHHY Teparito cuigeHadioM 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 PHU3HKY, MOTPEOYIOTh IOAABaHHS I1HTAIALIIMHOTO
npocrauukiiny (inompocry [10,89-91], tpenpoctininy [11,92]) no ¢onoBoi Tepanii. YV amiteit 3 BUIIUM
PU3UKOM HEOOXIAHO PO3TJISIHYTH B/B BBeAeHHS emnomnpocteHony (11,12,70,90,93-96) abo TpenpocTiHuTy
(96,97). Takoxx 301IbIIYETHCS AOCBI TI/III 3aCTOCYBaHHA TpenpocTiHity (98). Y niteil 3 moripieHHsM,
SIKI MalOTh O3HAKH BUCOKOTO PU3HUKY, YK€ BaXIIMBUN SKHANIIBUAIINN PO3IIIS]] TPAHCILIAHTAIII] JIETeHb.

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

Ha nmanumii yac BemyTbes Jesiki AMCKYCIl 3 NMPUBOAY ONTHMAJIbHOI Tepamii A Nali€eHTiB, sKi
JEMOHCTPYIOTh KJIIHIYHE MOTIPIICHHS, HE3BaKAlYM Ha MaKCUMaJIbHY IIJIbOBY MOHOTeparrito (Tabi. 29).
Bukopucranas komOiHarii MeToiB jikyBanHs Oyno mommpeHo B CIIA Tta €pormi, ane B gaHWi 4ac
Maii’ke HeMa YITKOrO KOHCEHCYCY WIOJ0 HaiOunbml epeKTUBHUX 1 Oe3meuHux I<0M6iHauiI71.129 v
[IBefinapii Ta iHIMX KpaiHaX KOMOiHOBaHA Teparii 3a y4acTio ABOX a00 TPhOX MpernapaTiB, HAPUKIIA,
003eHTaHy, 1IONpPOCTy 1 cuiaeHadily, HIMPOKO BUKOPUCTOBYETHCS, alie i BIJHOCHI IEpeBard mie He
3’sICOBaHI.

[Moennanus cungeHadiry 3 aHTarOHICTOM PELENTOPIB €HAOTENHY (0cO0IMBO G03eHTaHOM) OYyIo
HEIIOJIaBHO MPOBEJCHO B JCKUIPKOX IHCTHTYIISIX Ta MPOJEMOHCTPYBAJIO MOJIMIIEHHS TeMOJUHAMIYHUX
MOKA3HUKIB, TOJIEPAHTHOCTI A0 (PI3UYHMX HABAHTAXXEHHB 1 MOKPAIICHHS SKOCT1 KHUTTS y manieHTiB 3 I
a6o JIT, o He pearye Ha MOHOTepamifo. > > OGMexeHi BHIPOOYBAHHS JIKYBAaHHS 3 GO3CHTAHOM Ta
aroHiCTaMH MPOCTAIMKIIIHY, TAKUMH SIK EIOMPOCTEHOII a00 IOMPOCT, MPHUITYCKAOTh, 110 I1€ MOXKYTh OYTH
e eKTHUBHI K0M6iHaui'1'.134'13

Tabnuya 29. lo3yBaHHs npenapartis i JikyBanus JIT'

Ha3sBa

IInsax BBeAeHHsA CraproBa n103a MaxkcumanbHa 1032
npenapary

Cunnenadin [TepopansHo Bik menme 1 poky — 0,5-1 wmr/kr
Tpu4l 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
IHAUBIAyaNbHEe JTI03yBaHHS B
3aJIe)KHOCTI B1J] CTaHy Malli€eHTa

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

Tanamadin [IpepopansHo 0,5-1 mr/kr/n 40 wmr (TUTBKH A7
miren cTapiie 3
pokiB!)

bosenTtan [IepopansHO CrapToBa 7J03a MpHU3HAYa€eThC SK | 4 MI/KT OBI4l Ha 100y
MOJIOBMHA JTKYBaJbHOI J03u Ha 4
THIKHI.

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 Outbiie 40 kr — 125 mr 2p/n

2Mr/kr 2
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AMOpHu3eHTaH [IpepopansHO Jlo3a B gianasoHi 5-10 mMr Ha 100Y.
Y piteii Momonme 5 pOKiB He
3aCTOCOBYETHCS.
Lmonpoct IHransmniiino 2,5 Mkr 5-9 pa3 Ha 100y 5 MKT 5-9 pa3 Ha 100y
TpenpocTunin [arasmsmiino 1-9 BauxiB (6 MKr*) KokHi 6 ToguH | 5-6 BAMXIB KOXKHI 2-4
(* 1 60ux=6 mxe) TOJIMHU
B/B, /m 1,25-2 Hr/K1/XB 50-80 Hr/kr/xB  (Kpok
0 30UIbIICHHS HE
O1IbII HIK
1,25 ur/xr/xs 3a
THKJICHB )
Enonpocrenon | B/B 1-2 ur/xr/xB 50-80 Hr/kr/xB  (KpOK
o 30UIBLIEHHS HE
OLIIbII HDK 1-
2Hr/kr/xs 3a  1-2
THKHI1)

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' nmamienTn 3 iMeHOBaHMM Ha 4YecTh Eii3eHMeHTepa KapiOoBacCKyJSIPHUM
IIYHTYIOUUM (EHOMEHOM pHKOIIETY MPH BPOXKACHIM BaAl cepus (3 MpaBO-IIBOrO A0 JiBO-IIPaBOTO
IIYHTY) MalOTh JOCTaTHbO BHCOKHH MPOTHO3 TPHBAJIOCTI JKUTTS TakoXK 0e3 crenudiqHoro
ME/IMKAMEHTO3HOTO JIIKYBaHHS, 110 HE pIAKO JocAraerscs A0 5 nekaau. IlpuumHm s mporo —
6ararogaxTopHi. L{iaHo3 3 MiABUIEHOIO CHCTEMHOIO 00'€MHOIO IMIBHKICTIO KPOBOTOKY CEpIsl, 3HMKEHHS
PHU3UKY HPaBOILIYHOYKOBOI HEIOCTATHOCTI LUISIXOM YHUKHEHHS EKCTPEMAJbHOTO CYNEPCUCTEMHOIO
CHIBBIJIHOILIEHHSI THUCKY B MiJiyIereHeBoMY, B ocHOBHOMY, [1I11, mo3utuHmii B3aemo3B’si3okx ITHI 1 JIIII 3
reOMETPUYHUM Ta (QYHKIIOHAIBHUM 0ajlaHCOM MOKYTh B JJAHOM BUIIQJIKy MaTH 3HaueHHA. B pe3ynbrarti
bOT0 MEAMKAaMEHTO3Ha Tepamist y TmauieHTiB 3 cuHapoMoM EilizeHMeHrepa o00MeKylOTbhCS
CHMIITOMATHYHOI iHAMBiAyaizoBaHoI0 cTpaTerielo. [Ipu nbomy Bce-Taku HeoOXiTHO YHUKATH JIAT -
cHelU(pIYHUX MEIUKAMEHTIB Ta OCOOJIMBO OPAJbHUX AHTUKOATYJSAHTIB HE KPUTHUHOTO 3aCTOCYBaHHS.
TpomOGouuTomneHis Ta TpoMOOIMTONATIS KOPENIOe y MallieHTiB 3 cuHApoMoM EifzeHmeHrepa 3a3Buuait
3BOPOTHO TPOTOPIIIAHO 31 CTYMEHEM TSKKOCTI MOMIrao0ymii, 10 MOXKE MPHU3BECTH 10 TMOCHICHHOI
KkpoBoTeui. Tak sik B ocHOBI peakiii Eizenmenrepa nexuts He pyxomuid JICO, 1mo € BHIMM, HIX
BIJIOBIAHUM CUCTEMHUI OIIp, YUCTI Ba30AMISATATOPU € WIBHM/ILIE MPOTHBONOKA3AHUMM, TaK SIK BOHHU,
B OLIBIIOCTI BUMAJKIB, AIIOTH OUIBII CHCTEMHO-apTepialbHO. €IUHOI0 HA JaHUN MOMEHT PEYOBHHOIO,
KOTpa y mauieHTiB 3 cuHapoMmoM FEifzenmenrepa morna Ou HiATBEpKYBAaTH 3HAYHE MOKPAIICHHS
¢ynkuionansHoro BO3-knacy, kapaionereHeBy (yHKIIOHaJIbHY 3JaTHICTh Ta TeMOAMHAMIKY, €
0o3entan. Takox y BHNAAKYy Tepamii 3a JONOMOTOI cuJAeHadily BUABISIOTECA B JCSIKHUX
OOCTE)XEHHSAX, 3pO3YMIJO, 3 MEHBIIOK KIUIKICTIO TMAIlI€HTIB, TOKPAIIEHHS SKOCTI  KHUTTS,
¢bynknionansHoro BO3-knacy, gyHkiioHadbHa 0cOOIMBICTh Ta reMoAnHaMika. Cruparounuch Ha aHali3
reMOJIMHAMIKU Ta JAHUX TPAHCIOPTYBAHHS KHUCHIO, €(eKTH 3alieXaTh, HMOBIPHO, BiJl BUKOPHCTaHHS
KHCHIO.

[TocrifiHa oOlLIHKA BIiANOBiAI Ha IILOBY TEpamiio, IO MPOBOIUTHCS, 3ATUIIAETHCS Ba)KIMBOIO
YaCTUHOIO JIOBrOCTpOKOBOi gormomord miTsMm 3 JII. MaitOyTHi KiiHIYHI BUNpPOOYBaHHS, NMpPU3HAYEHI
cnemianbHo s aitedt 3 JII', MaroTh BakiMBe 3HAUEHHS IS MOJANBIIOI ONTHMI3allli peKOMeHaIlii 3
JKyBaHHS.
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KarterepHe BTpy4YaHHs i onlepaTHBHI TepaneBTHYHI MeTOAH

1. [lepenacepana 6aj10HHA CENTOCTOMIsI MOXKE PO3TIIAAATUCS Yy TUTUHHU 3 TIOTIPIICHHSIM KJIIHIYHOTO
CTaHy, HE3BaXAIOUM Ha ONTHMAaJbHY MEIMKaMEHTO3HY Tepariio, aje I Oolepalis MOBUHHA OyTu
PO3MIISIHYTa 0 PO3BUTKY OUIBII Mi3HIX cTaaiil xBopoou (99). [loka3u ais 11i€i mporeaypy y NaiieHTiB 3
IpyIy BUCOKOTO PU3UKY BKIIIOUYAIOTH B ceOe Bucokuii TUCK y I1I1 i Hu3bkuii ceprieBuil BUKH].

CTBOpEeHHSI MDKIIEPEICEPIHOr0 IIyHTa CIIpaBa HaJliBO MOKE€ 3MEHIIMTH TUCK IpaBUX BIAILIIB
cepus 1 30ubmuTH TIomepenHe HaBaHTakeHHs JIIII i cepueBmii Bukua. Kpim Toro, me mokpairye
cucTeMHy TpaHcnoprauilo Oz, He3BaXKaouu Ha aprepiayibHy Jecarypauito Oz, 1 3MEHIIye CUMIIATUYHY
rinepakTUBHICTh. PeKOMEHI0BAHOK € TeXHIKa PAHKOBAHOI MepelcepaHOl cenmTocTOMii OamoHHOT
JIATAIli, SKa CIPUYMHSAE CKBIBAJICHTHI MOJIIIIEHHS T€MOJWHAMIKHA 1 CHMIITOMIB, & TaKOX 3HUKEHHS
PH3UKIB y MOPIBHSAHHI 3 OPUTIHAIBHOIO METOIMKOIO 3 jie30M (blade technique). IHii MeToau BBaXKarOThCs
€KCIIePUMEHTAIbHUMH.

PerenpHa omiHKa pU3MKIB Iepea MPOLELYpOro 3abe3nedye 3HWKEHHS cMepTHOCTI. [lepencepanoi
OaJIOHHOT CENTOCTOMII CJIiJi YHHKATH y MAIIEHTIB y TEPMIHAJIBbHIN cTaaii 3 0a30BUM CEepeaHIM THCKOM Yy
I1IT na piBHi > 20 MM.pT.CT. 1 caTypamuieto Oy craHi crokor < 85% Ha kiMHaTHOMY ToBiTpi. [lamienTu
MOBUHHI OTPUMYBaTH ONTHUMAIbHY MEIWKAMEHTO3HY Tepamilo, sika MOK€ BKIIOYAaTH MiATOTOBKY Y
BurisiAl IV iHOTpONHUX MpemapariB, MO PO3TISLY MOXKIMBOCTI MEpeacepAaHoi OaJOHHOI CEeNnTOCTOMIi.
OnyOmikoBaHi 3BITH TepeAdayaroTh MepeBaru y XBOpUX, sKi 3HaxoasThes y IV ®K-BOO3 3 mpaso-
CEpILIEBOI0  HEJOCTATHICTIO, pPEePpPaKTepHOI JO MEAMKAMEHTO3HOi Tepamii, abo0 3 THKKHUMH
CUHKOMAJILHUMHU CUMITOMaMH. Takox ii MOKHa pO3IIIsiIaTH y MAII€HTIB, K1 OYIKYIOTh TpaHCIUIAHTAI]
a00 KoM MeIMKaMEHTO3Ha Teparis He MocTymHa. J{OCTHi/KeHHs MTOKa3yI0Th MOMIMIICHHS Y CEPIeBOMY
inaexci Ta 3meHmenHs Tucky 111 3 nominmennsam T6XX. Bimus nepencepanoi 6aJoHHOT cCeNTOCTOMIT Ha
noBrocTpokoBy BmxuBaHicTh y PK/] BctanoBieno He Oyino. Ilepencepany GalloHHY CENTOCTOMIIO CITiJT
pO3TIsAAaTH SK MajliaTUBHY a00 MiArOTOBUY HPOLEAYPY, AKa MA€ BUKOHYBATHCH TUIBKHU 33 JOMOMOTOIO
IIEHTPIB 3 JIOCBIJOM POOOTH 32 IIUM METOJIOM.

[lepencepnna cenTocTOMist MOXKeE PO3TIISAATHCS K MEPIIN eTar nepes] TPaHCIUIAHTAIIEIO JIETeHIB.

2. Icnye anpTepHaTHMBHE NaNiaTUBHE XIpypriyHe JiKyBaHHS y BuUrisal aHactomo3a Ilorrca
(aHacTomo03, MO 3’€IHY€ HUBXIAHY AOpTY Ta JIBY TUIKY JIETEHEBOI apTepii) /Ul TSHKKOXBOPUX JITEH 3
cynpacuctemHoro UJII" (100).

['pyHTYIOUHMCH Ha CIIOCTEPEXKEHH1 3a MallleHTaMU 3 CUHAPOMOM Eii3eHMeHrepa, iICHYI0Th 0J1alblili
XipypriuHi abo iHBa3UBHI TepaneBTUYHI MOXINBOCTI. OcO0IMBO MpHU CTIHKOCTI A0 JiKyBaHHS Mporpecii
3aXBOPIOBaHHS Moo 0 OyTH MOLIIBHUM, NMPU BUHUKHEHHI 3allaMOpPOYEHb, IO CIOCTEPIraloThCs Y
3B’3KYy 3 HEJIOCTATHICTIO MpaBuX BigaumB cepus npu JIAI, npoBoauTu minmkipHy aTpiocenToromiro.
[lepenbavaeThcsi, 10 CTBOPEHUN MiXKIEpPEACEpLUEBUN MPAaBO-JIIBUM HIYHT SIK CTYJIKAa BHCOKOI'O THCKY
npu3BoUTh A0 3BUTbHeHHsA I Ta mokpalieHHs JIBOIIIYHOYKOBOTO O0’€My HANOBHEHHS 1, TaKUM
YUHOM, MOKpalllye TéMOJNHAaMIKY. AJie OJTHOYACHO 3 IIUM IiJIBUIYETHCS 111aHO3, 0OYMOBJIEHUHN MpaBo-
JIBUM HIYHTOM. PexomeH[allisi o MpoBEICHHIO aTplOCENTOCTOMII y Malli€HTIB 3 TSHKKOK, CTIHKOIO 10
nikyBaHHs JIAI' noBuHHa OyTHM BH3HAauYe€Ha IHAWBIAYalbHO, OCOOJMBO MNpPUNMAIOYM JI0 YBaru
JBOLIUTYHOYKOBY J1aCTOJIYHY TUCYHKIIIO Ta, B Pe3yibTaTi LbOr0, NOPYIIEHUH A1acTOMIYHUN HMPUTOK
yepe3 MITpaibHbIi KianaH. CHiBBIIHOIIEHHS MK JOLUIBHICTIO Ta PU3UKOM MOBHHHO OyTH KPUTHYHO Ta
PETENBHO 3BaXKEHO.

bazyrounce Ha cuniapomi Eii3eHMeHrepa BHACHIJIOK BIAKPUTOI apTepUAIbHOI MPOTOKU 3 IMpPaBo-
JIBUM LIYHTOM HeEIIOJaBHO Oyna BBeieHa mocTtaHoBka myHTa Ilorra mix niBoro JIA Ta HUCXiAHOIO
aopTOI0 B SIKOCTI HOBOTO METONY IpH CTIHKIM 10 jJiKyBaHHs cynpacuctemaTtnunii JIAI'. Ha Biaminy Bin
IIYHTa Ha PiBHI Nepeacepas Ta IITYHOUKY, TIIOKCeMIs, 1110 NP IIbOMY BUHUKAE, OOMEXYEThCS HUKHBOIO
nosioBuHOW Tyny6a. KoponapHa Ta nepedpansha nepdy3ist 30epiracTbCsi 3 BUCOKO HACHUYEHOK KHUCHEM
KpOB’10. Y BHUIAJKY, SKIIO ICHYIOTh CYNIPACUCTEMHHMM CUCTOMIYHUM Ta AiacTodiuHui THCKH B JIA, MOXXHA
3arno06irTv NpaBoONUTYHOYKOBINH HEAOCTATHOCTI.

3. Y niTeil 3 cynmpacUCTEMHHMM JIET€HEBO-apTepialbHUM THCKOM, Y SIKUX BHSBISIETbCS MalleHbKa
MEePCUCTyI0Ya apTepialbHa TPOTOKA, MOXKE MPOBOJAUTHCS i1 CTEHTYBAHHSI 3 METOKO 3amoOiraHHs
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MPABOILITYHOUYKOBIM HEIOCTaTHOCTI, 1110 T€MOJMHAMIYHO BignoBigae moaudikoBanomy myHry [lorrca. B
pe3ybTaTi IIOTO MOXKE OYTH TOCATHYTO «PEMOJICITIOBAHHS B JISTCHEBINW CYTMHHIN CUCTEMI.

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

HledexkTn Ha piBHI KaMep Ceplsl UM MariCTpallbHUX CYAWH MPHU3BOIATH A0 MiABHILEHHS THCKY Ta
3017bIIEHHS KPOBOTOKY B JIETEHEBUX CYAHMHAX, IO MPU3BOJUTH O MPOTPECHBHOIO PEMOJIETIOBAHHSA
nereHeBoi aptepii 1 30unbienHs JICO. I'imepBonemis i XpOHIYHUE Clla3M CYAMH JIET€Hb CTHMYJIIOIOThH
aHOMaJIbHE 301LJIBIICHHSI M’ S30BOTO CJIOK0 Ta (piOpO3HE MOTOBIIECHHS IHTUMAJIBHOTO CJIOK CTIHKH CYJIUH
JIeTeHb.

Xipypriune BTpydanHs rnpu takux BBC mae OyTu BUKOHAHO 710 6-TH MICSAYHOTO BiKY TUTHHU. BoHO
HampaBlieHE HAa 3MEHIICHHS MPUTOKY KpoBi A0 JIA. Ile, B OUIBIIOCTI BHITAJKIB, paJvKalbHA KOPEKIIis
Bagu. B Tux BUmajnkax, KOJU paJuKalbHAa KOPEKI[is BaJU € HEMOXKIIMBOIO abo MOB’s3aHa 3 MiJBUIICHUM
PHU3HUKOM, MPOBOJUTHCS MajiaTHBHA omepailis 1o 3ByxyBaHHO JIA. Ille B 1951 pomi Muller i Dammann
BHKOHAJIH IIFO OTepallio y AUTHHYU 3 Beaukum JIMIIIII.

SIkmo XipypriyHe BTpy4aHHA He OyJ0 TMpPOBEACHO A0 6-TH MICAYHOTO BIKY JWTHHH,
cnocrepiraerses 30iabieHHss JICO 3a paxyHOK 3MiH B CTiHII CyAUHUA. YUM CTapiiuid BiK JUTHHH, TUM
OUTBII BHpaKEeH1 3MIHM 1 TUM OUIBII HE3BOPOTHIHM XapakTep BOHH MaroTh. /i BU3HAUCHHS BHPAKEHOCTI
MATOJOTIYHUX 3MIH B CyJIMHAX JereHb Ta OmepadelbHOCTI TaKUX MAalll€HTIB Mae€ MPOBOAUTUCA
JiarHOCTUYHA KaTeTepH3allis 3 MPOBEICHHSIM pEakTHUBHHX TecTiB Ta Bu3HaueHHsM JICO, cucrtemMHOro
CYIUHHOTO OIOpY, CHiBBIIHOILIEHHSI CUCTEMHOTO Ta JIETEHEeBOI0 KPOBOTOKIB. PajnkaibHa KOpekllis Baau
Moke Oyt BUKOHaHa mpu mokasauky JICO mo 6 o BYIIa/MZ. S0 maHuil MOKa3HHWK € OUTBIINM, TO
MOKAa3U JI0 XIPyprivHOTrO BTPY4YaHHS BHKJIMKAIOTh Oarato AMCKyciid Bxke Oarato pokiB. [Ipu mokasHUKY
JICO 6inbme 6 ox. Byma/m® Ta IO3HTHBHOMY Ba30pEaKTHBHOMY TECTi MOXKe OyTH BHKOHAHA MaliaTHBHA
orepailisi, HampaBjeHa Ha 3MEHIICHHS JIETeHEBOTO KpoBOTOKY. lle abo omeparis mo 3BY)KyBaHHIO
JereHeBoi aprepii, abo 4acTkoBe 3akpuTTs jAedekry. BpaxoByroum Te, Mo omneparis 1Mo 3BYKYBaHHIO
JIEreHeBo1 apTepii He MoTpedye MPOBEACHHS MITYYHOTO KPOBOOOITY, TO IIepeBary BiiIaloTh ii.

Komenmap pobouoi cpynu:

Tax ¢ 1V «llenmp oumsuoi kapoionocii ma xapoioxipypeii MO3 Vkpainu» 3 2003 no 2013 pik
npogedeno oOinvwie 100 onepayiti no 38yixcyeanHio nezenegoi apmepii y Oimell 3 BUCOKOIO J1€2eHEBOI0
einepmensicro y 6iyi cmapute 6 micayie ma noxaznuxkom JICO binvute 6 00. By()a/Mz. YV ecix nayienmis
cnocmepieanocs NOKpaweHHs KIiHIYH020 CIMAHy ma NOKPAweHHs 2eMOOUHAMIYHUX noKasHukKie. binbwa
YACMUHA 3 HUX 8 NOOANIbUOMY OMPUMANA HACMYRHUL eman onepayii. 36Uudaino 0aui X6opi Ompumysaiu
MeOUKaMeHmo3He NiKY8aHHs Ha doonepayiiunomy ma nicisionepayitinomy emanax (93,94,95).

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

MeToanka BUKOHAHHA TecTy 6-XX

Tect 6-XX ciix NpoOBOIUTH B PAHKOBHIL yac.

[TarieHT NOBUHEH JIETKO MOCHIATH 3a 3-4 TOAMHHU 10 TOYATKY TECTY, HE MPUHMATH KapA10JIOTTUHUX
IpernapariB, He HAJUTH, K MiHIMYM, 3a 2 TOTUHH 710 TPOOU.

st recty 6-XX y Kopuzopi 10BXKUHOK 30 M CTaBIATHCSA HEMOMITHI JJIS MAalliEHTa PO3MITKH 4epe3
KOXHI1 3 M JIMCTaHIIi.

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

V meit yac HEOOXiAHO 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 10 KOPUAOPY TYAH 1 Ha3al. SIKIIO 3’SIBUTHCS 3aUIIKa
a0o cmabkicTe, Bu MoxeTe yrOBUIBHUTH TEMIT XOJb0H, 3yIMHUTHCS Ta BiAmo4nTH. [1i/1 4ac BiIMOYMHKY
MOKHA TMPHUTYIUTHCA A0 CTiHM, MOTIM HEOOXiIHO MPOAOBXKHUTUH X0aAbOy. Ilam’staiite, Bama mera —
MPOUTH MaKCUMAaJIbHY BiZICTaHb 32 6 XBUJIUHY.

[Tig gac TecTy MOYKHA WTH 32 Mali€eHTOM, HE (POPCYIOUN TEMIT HOTO XOIbOH.

KoxHi 60 cex. He0OXiIHO Mi10aAOPIOBATH MAII€EHTA, TPOMOBIISIOYH CIIOKIHHUM TOHOM (pasu: «Bci
nobpe» abo «Modozielb, IPOAOBKYUTEN.

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

SIKI10 nmarieHT yrnoBuUIBHIOE X0Ap0Y, MOKHA HAaraJlaTd Mmpo Te, 10 BiH MOXKE 3YIHUHUTHCS, BiIMIOYUTH,
MPUTYJIUTUCSA J0 CTIHU, a OTIM K TUIBKH B1IYY€, 110 MOXE UTH, TPOJOBKUTH XOAbOY.

[Ticns 3akiHdeHHS 6 XB CIIiJ IONMPOCUTH TMAIli€EHTa 3YMUHUTUCS Ta HE PyXaTHCs, TOKH He Oyue
BHMIpsIHA TIPOKICHA BiJICTaHb.

Heo0xigHO BUMIpATH BifcTaHb 3 TOYHICTIO 10 | M, MOTIM 3alpONOHYBAaTH XBOPOMY IPHUCICTH Ta
criocTepiraTé 3a HuUM, SIK MiHiMyM, 10 XB. Y 1el yac BiH MOXe 3allOBHUTH (OPMY OIIHKU 3aJIUIIKHU 32
Borg G 1982. He noTpiOHO MOBIIOMJISTH MAIIEHTY JUCTAHIIIIO, IPOHACHY B KOXKHOMY 3 TECTIB.

JOJATOK 2
Ixana 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

NOMipHa
OLIBII TSKKA

AIWIN|F
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