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Criaa MyJbTHAUCHMILIIHAPHOI Po00Y0l rpynu 3 ONPALIOBAHHA KJIIHIYHOI

HaCTaHOBH

Paguenxo ['anna
JmutpiBHA

Cipenko HOpiii
MuxkonanioBuu

Top6ac Onena
OnexcanapiBHa

Kynuk JIro6omup
Bonogumuposuu

BacuiiseBa Jlapuca
IBaniBHa

Pynenko Hanis
MukosaiBHa

XaHeHoBa
Banentuna
AHaroJtiiBHa

H3100muk SApocnas
OnekcanapoBu4

CoxkonoB Birtamiit
BanepiiioBuu

3aBlAyBad BIIAUIOM BTOPUHHHMX 1 JIETEHEBUX TiNEpTEH31H
nepxkaBHOi  yctaHoBM  «HaiioHanbHUN HayKOBUH  LIEHTP
«lHCTUTYT KapA10JI0T1i, KJIIHIYHOI 1 pEreHepaTUBHOI MEIUIIMHU
imeni akagemika M.J[. Crpaxecka HamionanbHoi akamemii
MEIUYHUX HAyK YKpaiHU», 3aCTYITHUK FOJIOBU pOOOYOI rpyIu 3
KIIIHIYHUX IMATaHb (32 3r0J1010);

npodecop kadenpu kapaionorii HaioHaabHOro yHIBEpCUTETY
oxoponu 370poB’st Ykpainu imeni ILJI. Illynuxka, 3acTymHuk
TOJIOBU pOO0YOT rpynHu 3 KJIIHIYHUX NMUTAHb;

HAyKOBUM CHIBPOOITHUK BIAJAUTY BTOPUHHHUX 1 JIET€HEBHUX
rinepTeH3iii aep:kaBHOi ycraHoBU «HaiioHanbHUN HayKOBHM
HeHTp «IHCTUTYT KapAloNorii, KJIIHIYHOI 1 pereHepaTuBHOI
MenuuuHn iMeH1 akaaemika M.J[. Crpaxecka HarionansHOi
akajzieMii MEIMYHUX HayK Y KpaiHuy,

KEpIBHUK KJIIHIKM Kapai0Xipyprii JIbBIBCHKOTO HAI[lIOHAJIBHOTO
MEIUYHOro  yHiBepcutery imeHi Jlanwna [anuubkoro,
npodecop kadeapu xipyprii Ne 2 JIbBIBCbKOTO HalliOHAJIBHOT'O
MEJIUYHOTO0 YHIBepcUTeTY iMeHi [lanumna ["anuipkoro;

JOLIEHT KadeApu BHYTPIIHKOI MeIuIUHU 3 J[HIMPOBCHKOTO
JIEP’KaBHOT'O MEJIMYHOTO YHIBEPCUTETY;

3aBimyBau  kadenpu  memiaTpii, AUTAYOI  KapJioJIOrii,
peBMaToJorii Ta KapaioXipyprii HaiioHaabHOTO YHIBEPCHTETY
oxoponu 370poB’st Ykpainu imeni ILJI. Illynuka, 3acTymHuk
TreHEePaTbHOTO JTUPEKTOpaA 3 HAYKOBOT POOOTH Kap 10JIOTIYHOTO
npodiTro  JaepkaBHOi ycTaHOBU «HaykoBo — mpakTHYHHIMA
MEIUYHUN IEHTP MAWTIY0I Kapaiosorii Ta Kapaioxipyprii
MiHicTepcTBa OXOPOHHU 310POB’ sl YKpaTHN;

YUCHUN CeKpeTap, JIKap Kapaioior AUTAYUNA aMOyJTaTOpHO —
KOHCYJIbTaTUBHOI MOJIKIIIHIKY JAepKaBHOI ycTaHOBU «HaykoBo
— MPAaKTUYHUH MEAUYHUN ICHTP IUTAY0i Kapaloyiorii Ta
Kapaioxipyprii MiHicTepcTBa 0XOpOHU 3/10pOB’ s Y KpaiHmy;
NPOBIIHUNA HAYKOBHUH CIIBPOOITHUK JIepKaBHOI yCTaHOBH

«Hamionanpauii  iHCTHTYT  QTH3iaTpii 1 MyJIBMOHOJOTIT
iMeH1 O.I". SJnoBcerkoro HarjonanpHol akazeMii MeIUYHHAX
HayK YKpaiHu» (3a 3rofo1o);

XIpypr-TpaHCIUIAHTOJIOT, TOpPaKaJlbHUM  XIpypr KIIIHIYHO1

nikapHi «®eodanis» JlepkaBHOTO yHpaBliHHS ClipaBamu (3a
3T0/1010);
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Kogstyn ['aBpuiio JIKap-Xipypr  CEpLEeBO-CYIMHHUHM,  JIIKap-TPAHCILUIAHTOJIOT
Iroposuu JepKaBHOI ycTaHOBU «IHCTUTYT cepist MiHICTepCTBa OXOPOHU
3I0pOB’sl YKpaiHu»;

Mensenn 3aBiAyBau BIJJUICHHS BHYTPINIHBOI MaTOJOTii BariTHUX

Bomogumup JIEPKAaBHO1 yCTaHOBU «BceykpalHChKUN LIEHTP MAaTEPUHCTBA Ta

IcaakoBuu nuTUHCTBa HanioHasbHOT akaeMii MEIMYHUX HayK YKpaiHu»
(3a 3roJ1010);

AnekcaHipoBa rojioBa TMPABIIHHA TPOMAJCHKOI opraHizamii «Acoraiis

Oxkcana XBOPHX Ha JIETEHEBY TIMEPTEH3110» (3a 3roJ1010);

Bonogumupisua

[Ipouenko 'anvHa  roJOBHUM HayKOBUMN CIIBPOOITHUK BIIAUICHHS PEBMATOJIOT] Ta

OnekcanapiBHa HEKOPOHApPOTEHHUX XBOpOO cepus JepkKaBHOI YCTaHOBH
«Hamionanpuuii HaykoBuUM 1EHTp «IHCTUTYT KapzioJorii,
KIIHIYHOI 1 pPEreHepaTUuBHOI MEAUIIMHU IMEHI aKajaeMika
M. /. Crpaxxecka HarioHanbHOi akajgeMii MEIUYHUX HayK
Ykpainny;

MeToau4Huii cynposia Ta ingpopmaniiiHe 3a0e3ne4eHHs

['ynenko OkcaHa  3acTymHUK  jAWpekTopa JlemaprameHTy - — HadaJbHHK
IBaniBHA yIOpaBIiHHA CTaHAapTH3allii MeAu4yHOoI Ta peadumTariiiHol
noromMoru JlemapraMeHTy CTaHAapTiB y cdepi OXOpoHHU
3M0pOB’Sl  Jep)KaBHOTO  migmpueMcTBa  «JlepkaBHuUM
eKCIepTHUH 1eHTp MiHicTepcTBa  OXOPOHH  3JIOPOB’S

Ykpainmy;
[Munkina Oxena HaYvaJIbHUK BIJITLTY CTaHapTU3aIlii MEIUYHOI  Ta
OnekcanapiBHa dbapMalleBTUYHOT JIOTIOMOTH  YIIPaBIIHHSA CTaHJAapTH3aIlii

MEIWYHOI Ta peabimitamiiinoi momomoru JlemapraMeHTy
CTaHmapTiB y cdepi OXOpOHHU 370pOB’Sl  JIEPKABHOTO
nignpuemMcTBa «JlepxaBHHI eKcriepTHUM 1IeHTp MiHICTepCcTBa
OXOPOHH 3710POB’sl YKpaiHu».

EnekTpoHHy Bepcil0 JOKyMEHTa MOXHa 3aBaHTaXUTH 3 Peectpy Memuko-
TEXHOJIOT1YHUX JOKYMEHTIB 31 CTaHAapTHU3aIlli MEAUIHOT JOIIOMOTH, IO PO3MIIIICHUN
Ha caifti JlepxaBHoro minnpuemcta «/lepxaBHuil ekcniepTHHii 1IeHTp MiHicTepcTBa
OXOpoHH 3110poB’s1 Ykpaiamy» (https://www.dec.gov.ua/mtd/home/).

Jep:xxaBHnii ekcniepTHUH HeHTP MiHicTepCcTBa 0XOPOHM 310POB’S Y KpaiHU

€ YJICHOM: _
N . oot M,

Guidelines International Network ._g, "g,m

(MixHapo/iHa Mepeka HACTAHOB) 3 ]

e,


https://www.dec.gov.ua/mtd/home/

Penen3zenrn:

bormart JIronmuia

denociiBHa

JloBranp
Onekcannp
Muxannosuu

Kapunos Ouser
HNocunosuu

JlazopuminHeub
Bacwib
BacuipoBuu

Lenyiiko Bipa
HocuniBHa

3aBiAyBad  BiAAUIEHHA  KapaiopeBMarosorii  Jlep:kaBHOI
YCTAaHOBH «IHCTUTYT OXOpOHHM 3J0pOB'S JiTe Ta MIIITKIB
HAMH VYxkpainu», 1.mMea.H., npodecop;

npodecop HaBUAIbHO-HAYKOBOTO IIEHTPY «IHCTUTYT Gi0J0T11 Ta
MeauuHu» KuiBChbKOro HallOHaJIBHOIO YHIBEPCUTETY IMEHI
Tapaca IlleBuenka, a.Me.H., podecop.

3aBigyBauy kadenpu GyHKIIOHATBHOT JIarHOCTUKH
HanionanbHoro yHiBepcuteTy 0XopoHU 310poB’st im. [LJIL.
[ynuka, a.men.H., npodecop;

npe3usieHT HarioHanbHOT akajgeMii MEIMYHUX HAayK YKpaiHu,
akagemik HamionanbHOi akajmemii  Hayk  YkKpaiHu Ta
HamionanpHoi akajiemMii MeTMYHUX HAYK YKpaiHu, 3aciay>KeHHM
mikap YKpaiHu, TeHEpIbHUN AUPEKTOP JIEPKABHOI YCTAHOBH
«HarioHaTbHOTO ~ HAaYKOBOTO  IIEHTPY  CEpPIEBO-CYJIUHHOL
xipyprii Ta cnaakoBoi maroiorii iMm. M.M. AmocoBa HAMH
Ykpainu», 1. MeJ. H., ipodecop;

3aBimyBauy  Kadeapu  Kapaiosorii,  jgabopaTtopHoi  Ta
(GYHKITIOHAJIPHOT JTIarHOCTUKU XapKIBCHKOTO HAIlIOHAJILHOTO
yHiBepcurtety iMmeH1 B.H. Kapasina, 1. men. H., mpodecop.

Ileperasa KIiHIYHOI HACTAHOBH 3a1uIaHOBaHO Ha 2031 pik
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IHTAJIAIIS KHCHEM

napiiaJibHUi TUCK B apTepiajibHIid KPOBI

napIiaJbHUM TUCK JIOKCUTY BYTJICITIO

pO34YMHHA I'yaHUIaTIMKIIa3a

pO34YMHHA I'yaHUIaTIIMKIIa3a

paHI0MI30BaHe KIIIHIYHE JOCIIKEHHS

pO3paxoBaHU TUCK B JIET€HEB1N apTepii

apTepiajgbHa caTypallis KHCHEM

HACUYCHHS KMUCHEM 3MIIIaHO1 BEHO3HOI KpOBi

CepIEeBUM THACKC

CIIaJIKOBa JICTEHEBA TIMEePTEeH31S

ceplieBa HeJIOCTATHICTh

cepIieBa HeJIOCTATHICTh 13 30epeKeHOr0 (DPAKITIEI0 BUKHUTY
cepIieBa HeJIOCTATHICTh 31 3HUKEHOIO (PPAKIIIEI0 BUKUTY
cepIieBa HeJIOCTaTHICTh 3 IOMIPHO 3HIXKEHOIO (PPaKITI€0 BUKUITY
ceprnono/1i0Ha KIITHHHA aHEeMis

cepeaHiil TUCK B JIETCHEBIN apTepii

CHUCTEMHA CKJIEPOICPMisI

CIaJIKOBa TeMopariyHa TeJIeaHT10eKTa3is

CHUCTOJIIYHUI THUCK B JICTEHEBIN apTepii

CTYMHIHYACTUH TECT YOBHUKOBOI XOIbOU

CUCTEMHHUI YEPBOHUN BOBYAK

TpoMO03 TIIMOOKHUX BEH

TpoMO0eMOO0Iis IeTeHeBoi apTepii

TUCK 3aKJIMHIOBaHHS JIETEHEBOI apTepii

TPUCTYJIKOBUI KJIaIlaH

TpaHCILIAHTAIIis JICTCHb

THUCK B JIET€HEBIN apTepii

TUCK Yy TIPaBOMY TIepeacepi

TPHUCTYJIIKOBA PETYPTriTaIlis

yIBTPA3BYKOBE JTOCITIKCHHS

ynapHuii 06’ eM

dpaxiis BUKUIY

dbopcoBaHa KUTTEBA EMHICTD JIETCHb

(GyHKIlIS 30BHIIITHBOTO TUXAHHS

GbyHKIIIOHAIBHUH KJ1ac 3a Kiacudikaiiero BcecBiTHROI opranizaiii
OXOPOHU 310POB’ s
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XO3JI - XpOHIYHE OOCTPYKTHUBHE 3aXBOPIOBAHHS JIETCHb

XOK - XBWIMHHHI 00’ €M KpOBI1

XTE3J - XpOHIYHE TPOMOOEeMOOIIIUHE 3aXBOPIOBAHHS JIET€Hb

XTEJI' - XpOHIYHa TPoMOOeMOOIIIUHa JIereHeBa IrnepTeH3is

ul M®d - IUKJIIYHUN ryaHo3uHMOHO(docdaT

HCA - uugposa cyOTpakuiiiHa anriorpadis

Il - 4ac NPUCKOPEHHS

qCccC - 4acToTa CEPLEBUX CKOPOUYECHB

HITP - WBUJKICTh TPUKYCIIJATBHOI perypriraii

6-XT - TECT HMIECTUXBUIMHHOI XOIb0HU

DLCO - nudy3siiiHa 31aTHICTH JIET€Hb, OI[IHEHA 3a JIONTOMOTOI0 MOHOOKCHTY
BYTJIEIIO

HR - CHIBBIIHOIIEHHS IIAHCIB

LAS - MplopUTETHICTH po3noainy JereHs (Lung allocation score)

PETCO; - mapuiajdbHUI THCK AIOKCUAY BYTJICHIO B KIHI[ BUAUXY

SARS-CoV-2 - TsxKui roCTpuil pecripaTOpHU CUHIIPOM, KOPOHABIpycC-2

TAPSE - CHCTOJIIYHA €KCKYpPCIsl IJIOIIMHU KUIbI TPUCTYJIKOBOTO KJIaraHa
(the tricuspid annular plane systolic excursion)

VE/VCO, - XBWIMHHA BEHTUJIALIS/BUIUICHUIN BYTJICKUCINUN Ta3

VO, - MKOBUM PIBEHB CIIOKUBAHHS KUCHIO
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NEPEJIMOBA MYJbTUJIUCIHUILITHAPHOI POBOYOI I'PYIIN

Jlana kJIiHIYHA HACTAaHOBA € AJaNTOBAHOKO I CHUCTEMH OXOPOHH 37I0POB’S
VYkpainu Bepcieto moxymenta 2022 ESC/ERS Guidelines for the diagnosis and
treatment of pulmonary hypertension: Developed by the task force for the
diagnosis and treatment of pulmonary hypertension of the European Society of
Cardiology (ESC) and the European Respiratory Society (ERS). Endorsed by the
International Society for Heart and Lung Transplantation (ISHLT) and the
European Reference Network on rare respiratory diseases (ERN-LUNG)
https://academic.oup.com/eurheartj/article/43/38/3618/6673929?login=false, o
oOpaHuii poOOYOI0 TPYIOK SK MPHUKIIAT HAWKpanioi MPaKTUKA HaJTaHHSI MEIUYHOI
JIOTIOMOTH TIAIlI€EHTaM 3 JISTGHEBOIO TIMEPTEH3IEI0 1 IPYHTYETHCS Ha JIAHUX JIOKa30BO1
MEIUIMHU CTOCOBHO €(DEKTUBHOCTI Ta O€3MEeKN MEIUYHUX BTpYyUYaHb, (hapMakoTepanii
Ta OpraHi3allifHUX MPUHIUIIB 11 HAaHHS.

3anporoHOBaHa KJIiHIYHA HaCTaHOBA HE TOBUHHA PO3I[IHIOBATUCH, SIK CTaH/IApPT
MEIUYHOTO JiKyBaHHA. lle pexoMeHAaIifiHUi JOKYMEHT 3 Kpamol MEIHYHOT
NPAKTUKH, TPU3HAYCHUM, B TIEPIITY YEPTy, IS MPAKTHKYIOYHUX JTiKapiB. JloTpumaHHs
IIOJIO)KCHD KJIIHIYHOT HACTAaHOBM HE TapaHTY€e YCHINTHOTO JIIKYBaHHS B KOXHOMY
KOHKPETHOMY BHITQJIKy, il HE MOKHA PO3TJIAIATH SK IMOCIOHMK, IO BKIIFOYAE BCi
HeOOX1TH1 MEeTO/ U JIIKyBaHHs a00, HaBIaku, BUKIItouae iH1I1. KiiiHiuHa HacTaHOBa Mae
Ha MET1 HaJaHHS JOIIOMOTH JIIKAPIO 1 MAIlIEHTY B MPUHHATTI palliOHAILHOTO PIlICHHS
B PI3HUX KJIIHIYHMX CHUTYyaIllifAX, € 1HQOPMAIIHHOW MIIATPUMKOIO IS TiABUIICHHS
SIKOCT1 KJIIHIYHOT MTPAKTHKU Ha OCHOBI JTOKa3iB €()eKTUBHOCTI 3aCTOCYBAaHHS MEBHUX
MEIUYHUX TEXHOJOTIH, JIKApChKUX 3ac00iB Ta OpraHizallliHUX PecypciB MEIUYHOT
nornoMmoru. OcTaTo4He PIllIEHHS CTOCOBHO BHOOPY KOHKPETHOT KIITHIYHOT MPOIEAypH
a0o0 TIaHy JIKyBaHHS NMOBHWHEH NMPUHAMATH JIIKap 3 ypaxyBaHHSAM KIIHIYHOTO CTaHy
nali€eHTa, MOKJIMBOCTEH ISl IPOBEACHHS IIarHOCTUKH Ta JIIKYBAaHHS Y KOHKPETHOMY
3aKJIaji OXOPOHH 37]0POB’ .



https://academic.oup.com/eurheartj/article/43/38/3618/6673929?login=false
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1. MIPEAMBYJIA

VY KIIHIYHIA HAaCTaHOBI HAJAHO Yy3arajibHEHHS Ta OLIHKY HAasBHUM JaHUM
JOKa30BO1 MEAUITMHU 3 METOIO JIOMMOMOTTH MEIUYHUM TPAIiBHUKAM 3alPOMOHYBATH
HalKpalll CTparerii JIarHOCTHKM Ta JIKyBaHHA KOKHOMY TaIlleHTy 13 HOro
natoJyiorieto. KiiHiuHa HacTaHoBa Ta ii peKOMeHJalli MalTh Ha METI MOJETIIUTH
NPUUHATTS pilIeHb MEIUYHUMU NPALIBHUKAMH Y CBOIN IIOAEHHIN npakTuill. OgHak,
11 pEKOMEH1a1lii HE 3aMIHIOIOTh COOOI0 J11aIor MIXK MAIlIEHTOM Ta JiikapeM. OcTaTouHi
pIIEHHS  CTOCOBHO  KOXXHOIO  OKpPEMOro  malfieHTa  ciig  [NpuiMartu
BIIMOBITAIBHUM(MMH) MEIUYHUM TpAI[iBHUKOM(aMU), BUXOJSIYM 3 TOTO, 110 BOHH
BBAXKAIOTh HAWOUIBILI TOIUIBHUM Yy JaHuX oOctaBuHax. Lli pimeHHs ciing npuiiMatu
BIJINTOB1JIHO Y3TO/IKEHHIO 13 TAILlIEHTOM a00 HOTO OMIKYHOM.

Pexomennamii mpu3HayYeHi TSI BUKOPUCTAHHS MEIWYHUMH TpalliBHUKAMHU.
€pporieiickke ToBapucTBo KapziosnoriB (€TK) 1 €Bpomnelicbke pecmipaTopHe
toBapuctBo (€PT) oTpumanu cXBaJieHHS HAacTaHOB MiXHApOJIHUM TOBAapHUCTBOM 3
TpaHCIUIaHTaIlil cepilsl Ta/abo JiereHb Ta OIMyOJIIKYBalu iX y BIACHUX JKypHajax Jis
TOTO, abW ycCi JliKapli MaJlu JOCTYyNm A0 HaiHOBimmMX pekoMmenmarii. €TK ta €PT
HoTepe/HKAIOTh YUTAYiB, SKi HE € MEIWYHUMH IpalliBHUKaMH, 10 TEXHIYHA MOBa
MO3Ke OYyTH HUMU HETIPAaBUJIbHO BUTJIyMayeHa, yepe3 1110 BOHU 3HIMAIOTh 13 cebe Oy/1b-
SIKY BIJTIOBIIAJIbHICTH CTOCOBHO ITHOTO.

3a ocranHi poku €TK ta €PT onyObnikyBanu yumano pekoMmeHaaiin. Yepes ix
BIUIUB Ha KJIIHIYHY MPAKTHKy OYyJI0 BCTAHOBJIICHO KPHUTEPii SKOCTI JJISI PO3POOKH
HACTaHOB, 1100 3pOOKUTH BC1 PIllICHHS IPO30PUMH JIJISI KOpHCTyBada. Pekomenaantii ta
npouenypu €TK ta €PT mns popMyBaHHS Ta BUaHHS peKOMEHAAIN I KIHIYHOT
MPaKTUKKA MOXKHA 3HAWTH Ha BIANMOBIIHOMY BeO-caiiTi abo B »KypHalli TOBapUCTBA
(https://www.escardio.org/Guidelines Ta  https://openres.ersjournals.com/content/
8/1/00655-2021). Pekomenpariii €TK ta €PT npeacrapnsiors odimiiay mozuitito €TK
ta €PT 10710 NEBHOI TEMH Ta PETYJISIPHO OHOBIIOKOTHCS.

ExcnepTHa rpymna 1mux KOHKPETHHX HACTaHOB CKJajanacs 3 piBHOI KUIBKOCTI
yiieniB €TK Tta €PT, BKIOYamOuM MNPEACTABHUKIB BIAMOBIIHUX TPy BY3bKOI
criemianizaiii, 3aJydyeHuX JO HaJaHHS MEIUYHOI JONMOMOTH TaIll€eHTaM 13 IIi€r0
MaTOJIOTIETO.

ExcriepT KoMicii 3 HamMCcaHHs Ta peleH3yBaHHs PEKOMEH/ Il Hajganu GpopMu
JeKIaparii iHTepeciB I BCIX BIHOCHH, SKI MOXYTh CIIPUHMATUCA SK pPEeasbHI YH
MOTEHIIHI JoKepena KoHpmikty iHTepeciB. Ili  nexmaparmii iHTepeciB Oynu
MeperIsTHyT1 BIAMOBITHO A0 TpaBuil neknapariii inTepeciB €TK, ix Mo)kHa 3HaTH Ha
BeO-caiiTi €TK (http://www.escardio.org/Guidelines). Boun Gynu 3i06pani y 3BiTi Ta
CHUIRHO OMyOJIiKOBaH1 y JoAaTKy A0 HacTaHOBH. Llei mporiec 3a6e3mnedye mpo3opicTh
1 Jomomarae 3amoOIrTH TMOTEHIIWHUM YIEPEeDKEHHSM Yy Tporecax po3poOKH Ta
neperasiay HactaHoB. [Ipo Oyab-siki 3MiHHM B JEKJIApaIlisix IHTEPECiB, SKI BUHUKIN
MPOTATOM Tepiomy HamucaHHs, Oyno moimomieno €TK, a mani Oyno OHOBIEHO.
[inboBa rpyna orpumana noBHy ¢inancoBy miaTpumky Big €TK ta €PT 6e3 Oyab-
SKO1 y4acTi I0JaTKOBUX CIIOHCOPIB.

Kowmiter €TK 13 KIIIHIYHUX TPAaKTUUHUX HACTAHOB 1 TUpeKTOp 3 HacTaHOB €PT,
K1 MIINOPSAIKOBYIOThCS HaykoBiM pani €PT, KOHTpOdoBadu 1 KOOPAUHYBAIU



17

MIATOTOBKY HOBUX HacTaHOB. llell [OKyMEHT mNpOWIIOB pPETENbHUN PO3IIISA
Komitetom €TK 13 KIIHIYHUX TPAKTUYHUX HACTAHOB, POOOUOIO TPYIOIO 3 PO3POOKHU
pexomenganii €PT Ta 30BHIIHIMH ekcnepramu. PekomeHnauii Oynu po3poOieHi
MIiCJIA PETEeIBHOr0 PO3TIISINY HAyKOBUX 1 MEIWYHHX JaHUX Ta JaHUX JI0Ka30BOi
MEIWIMHUA, JOCTYMTHUX HAa MOMEHT ckiamaHHs. llicis BiIMOBIAHOTO MeEperismy
HacTaHOBa OyJia MiJINKMcaHa BCiMa eKCepTaMu poOoUoi rpynu. 3aBeplIeHUN TOKYMEHT
O0yB mianucanuii komireroM €TK 13 KIIHIYHUX TPAKTUYHUX HACTAHOB 1 CXBAJICHUU
BUKOHaBUMM KoMmiteToM €PT mepen omHouacHoro myOmikailiero B €BporneicbkomMy
KypHaii Kapaiojorii 1 €BpONeHCbKOMY pecHipaTOpHOMY KypHail. PimeHHs
OMmyOJIIKyBaTH pEeKOMeHaalli B 000X >XypHajnax Oylo NpUHHATO I TOro, adu
3a0€e3MeunTy HaJIe)KHE MOMIMPEHHSI PEKOMEH AN K cepesl KapAloJoriB, TaK 1 cepen
Npe/ICTABHUKIB PECIIPATOPHOT rasysi.

3aBmaHHsAM s po3poOku  kiiHIYHOI HactaHoBM €TK/€PT Ttakox crano
CTBOPEHHSI OCBITHIX IHCTPYMEHTIB 1 MpOTpaM BIPOBAIKEHHS JIi PEKOMEHJAIH,
BKJIFOUAIOYM CKOPOYEH1 KHIIEHbKOBI Bepcii HACTaHOB, MIICYMKOBI cilaiau,
HernpodeciifHe pe3toMe Ta eJIEKTPOHHY Bepcito s 1udpoBux mporpam (cmapThoHU
toio). Lli Bepcii € ckopoueHUMH, TOMY JIJIsi OTPUMaHHS OUTBII JIeTajabHOT 1H(hOopMaIlii
KOPUCTYBa4 MOBUHEH 3aBXJIH MAaTH JIOCTYI J0 BepCii i3 MOBHUM TEKCTOM HACTaHOBH,
dKa € y BUIbHOMY J10cTymi Ha BeO-caititax €TK Ta €PT Ta po3miiena Ha Be6-caidTax
€BpONENCHKOr0 KYypHATY KapJ10JIorii 1 €BpONelchbKOro pecripaTOpHOTO KypHaTy.
Harmionansaum  kapaionoriuauM  ToBapuctBamM €TK mpornoHyeTbest CXBaJIMTH,
MPUIHATH, TIEPEKIACTH Ta BIIPOBAIUTU BCi KiiHIUHI HacTaHoBu €TK. Harionansaum
pecHipaTOpHUM TOBAPUCTBAM TAKOXK MPOMOHYETHCS MOAUTUTUCS IUMU HACTaHOBAMU
31 CBOIMM 4JI€eHAMHM Ta 3a HEOOX1THOCTI pO3pOOUTH pe3toMe ad0 CKOpOUYEHUN BapiaHT
cBoer0 MoBoOr0. Ciip po3poOWTH TPOrpamMu BIPOBAHKEHHS LHUX PEKOMEHMAIH,
OCKLUIbKH OYJI0 TTOKa3aHo, 110 peTeIbHE 3aCTOCYBaHHS KITHIYHUX PEKOMEH Al Oy e
MO3UTUBHO BIUITMBATH Ha MPOTHO3 3aXBOPIOBAHHS.

[IpamiBHUKaM  rajgy3i OXOpPOHHM  3J0pPOB’S  PEKOMEHAYETHCS  ITOBHICTIO
BpaxoByBaTtu pekomenpaaiii €TK/E€PT B xoni BUHECEHHS KIIIHIYHOTO CYIKCHHS, a
TAaKOX TPU BHU3HAYCHHI Ta BIPOBAKCHHI MPO(DITAKTHYHUX, JIAaTHOCTUYHHUX abo
TEpaneBTHUYHUX MeIudHuX cTparerid. OmHak pexomenmamii €KT/€PT xomaum
YUHOM HE BIAMIHSAIOTH IEPCOHATBHY BIAMOBIIANBHICT MEAMYHHUX MPAI[IBHUKIB 1010
OPUAHATTS BIANOBIIHUX 1 TOYHUX pIllIEHb, BPaXOBYIOUM CTaH 370pPOB’S KOKHOTO
TaIli€eHTa Ta CITUIKYBAaHHS 13 1M TAIlIEHTOM a00 3 0C000¥0, SIKa 3a HAM JOTJIS/1a€, KO0
e J0UUIbHO Ta/abo HeoOXigHo. MenuyHWil MpamiBHUK TaKOX 3000B’s3aHUN
MEPEeBIPUTH TIPaBUJIa Ta HOPMH, IO 3aCTOCOBYIOTBCS O JIKAPCHKUX 3acO0IB 1
MPUCTPOIB TiJ] YaCc MPU3HAYCHHS, TTOBAKATH €TUYHI MpaBmiia CBOET mpodecii B KOXKHIN
KpaiHi.

3acTocyBaHHS ~ JIKAapChKUX  3aco0iB 1032  MEIWYHUM  TNPU3HAYCHHSIM
IpeJCTaBICHE B IIUX HACTAHOBAX, SIKIIO JOCTAaTHIN piBEHb JOKa3iB MOKa3aB, IIO 1€
MOKHA BBaXKaTW JOPEYHUM 3 MEIWYHOI TOUKH 30py JUIS JAHOTO CTaHy Ta SIKIIO
Mali€eHTH 3MOXYTh MaTH KOPHUCTh BiJl peKOMEHA0BaHOI Tepamii. OnHaK, OCTaTOYHE
pIIlIEHHST IIOJI0 OKPEeMOro TallieHTa Ma€ MpPUUMaTH BIAMOBIJAJIbHUNA MEIUYHUIN
MpaliBHUK, 3 YPAXyBaHHIM OCOOJUBUX OOCTaBUH:
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* KoHKpeTHy cuTyanito namieHTa. ¥ 3B’s3Ky 3 IIUM 3a3HAYa€ThCH, 110, AKIIO 1HILE
He nepeadayeHo Hal[lOHaJbHUMUA HOPMAaTUBHUMU aKTaMH, BUKOPUCTAHHS JIIKAPCHKUX
3aco0iB HE 3a MPU3HAYEHHSIM Mae OyTH OOMEXKEHEe CUTYyallisIMH, KOJU 1€ BIJIMOBIa€e
IHTepecaM TMallieHTa BPaxOBYIOUM SIKICTh, O€3MeKy Ta €(QEeKTHUBHICTb JIIKYBaHHS, 1
TUIBKH MICJS TOTO, SIK MAI[IEHT Oy/1€ MOBHICTIO MPOIH(POPMOBAHUHN 1 HATACTh 3rO1Y.

* Hopmu oxopoHu 3710poB’sl B IEBHIM KpaiHi, BKa31BKU JE€P>KaBHUX PETYTIOI0UNX
OprasiB 3 JIKapChbKUX 3aC001B Ta €TUYHI MPABUJIA, SIKUM MIANOPAIKOBYIOTHCS MEIUYHI
MpaIiBHUKHU.

2. BCTYII

JlereneBa rineprensis (JII') — me mnarodizioforiyHuid posnaa, SKUM MoOXe
BKJIFOYATH YHUCJICHHI KJIIHIYHI CTaHU Ta MOXE aCOIIIOBATUCS 13 PI3HUMH CEpIIEBO-
CYIMHHUMH Ta pECHipaTOPHUMH 3axBoproBaHHAMH. CkiagHicTe JikyBaHHsS JII'
BUMarae 0aratorpaHHoro, IUIICHOTO Ta MYJbTHAUCIUIUIIHAPHOTO MIAXOAY 3
aKTUBHHM 3ajTydyeHHsM nanieHTiB 13 JII' y mapTHepcTBi 3 KiiHiucTamMu. OnTuMizariis
BesieHHs narieHTiB 3 JII' y 1oIeH 1N KIIHIYHIN OpaKTHUIll € CKIaJHUM, ajie BaXITUBUM
npaBwioM s edektuBHoro JikyBaHHs JII. 3a ocrtaHHI pokM OyJIO JOCATHYTO
3HAYHOTO NPOTpecy y BHUsIBICHHI Ta JiikyBaHHI JII', a Takox B 11e YeTBEPTE BUIAHHS
pexomenaaniii €TK/E€EPT cBoewacHo Oys10 BKIIIOYEHO HOBI JIaH1 JOKA30BOT METUIIUHU
JUTSL A1arHOCTUKY Ta JTikyBaHHs JII'.

BinoOpaxaroun MUDKIUCHUIUTIHAPDHUNA BHECOK y BeaeHHs mailieHtiB 13 JIIT Ta
IHTEpIpeTaIlil0 HOBUX JIaHUX JOKa30BOi MEIUIIMHH, 10 CKJIagy po0Oodoi rpymnu
YBIMIUIA KapAI0JIOTH Ta IYJIbMOHOJOTH, TOpaKajJbHUN Xipypr, METOAUCTH Ta
narieHTd. L{i KOMITJIEeKCHI IPaKTUYHI peKOoMeHallii OXOIUTTh yBech criekTp JII' 3
HAroJIOCOM Ha JIIarHOCTHIII Ta JIIKyBaHHI JITeHEeBO1 apTepiabHOI rinepren3ii (JIAT) i
XpOHIYHOI TpoMOoeMOoJiuHOi tereHeBoi rinepren3ii (XTEJID).

2.1. IIlo HoBOTO

Onniero 3 HaAWBOXKIMBIMIMX Mpomno3uiiii 6-ro BcecBiTHhoro cummosiymy 3 JII'
Oyno meperiisiHyTH reMoauHaMmiude BusHaueHHs JII' [1]. [Ticns perenbHO OIIHKH, B
1ii HacTaHOB1 OyJI0 cXBajeHO HOB1 Kputepii BuzHaueHHs JII' Ta posmmpeno ix uepes
MIePETJIsi]] MOPOroBoro 3HaUYeHHs onopy jereneBux cynu (OJIC) i Buznauenns JII" min
gac (pi3UYHOTO HABAHTAKEHHS.

OnoBneno kmacudikamito JII', BkIouaroun 3MiHY TO3UIlII Ba30pEaKTUBHHUX
MAII€HTIB 3 I[I0NATHYHOIO JIETEHEBOO apTepianbHOIO Tineprensieto (IJIATY) i mepersin
JIT' 5 rpynu, Birovaroun nepemimiens JII' mpu mimdanrioneiiomiomaTosi B rpymny 3.

o ctocyeThest aiarnoctuku JII', po3poOeHO HOBHI alrOpUTM, CIIPSIMOBAHUN
Ha panHe BussineHHa JI[' y momymsmii. KpiMm Toro, pekomeHI0BaHO MPHUCKOPEHE
HaIpaBJICHHS HA JIIKYBaHHS B CIEIIali30BaHHUM IEHTpP MAII€HTIB 13 TPYN BHUCOKOTO
pU3HKY a00 CKJIaJIHUMH CTaHaMH. TaKoX 3ampONOHOBAHO HOBI CTPATETii CKPUHIHTY.

Tabmuiro crpatudikamii puzuKy OyJI0 PpPO3MUPEHO, BKIIOYEHO JTOAATKOBI
MPOTHOCTUYHI Moka3Huku exokapaiorpagii (ExoKI') Ta wmar"iTHo-pe30HaHCHOT
toMorpadii cepigs (MPTC). Pekomenariii 11ioq0 moyatky MeIUuKaMeHTO3HO1 Teparii
OyJI0 CHPOILEHO HAa OCHOBI MEPETJIIHYTOI TPhOX-CTYNEHEBOI OaratonapamMeTpu4yHoOl
MOJIeNl PU3MKY, siKa 3aMiHWwiIa (QyHKIIOHaNbHY Kiacudikauito. s momaibiioro
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CIOCTEPEKEHHSI PEKOMEHJOBAHO MJI1 OLIHKM PU3UKY MALIE€HTIB BHUKOPUCTOBYBATU
YOTUPHU PIBHI, SKI BHU3HAYAIOTHCS HA OCHOBlI YTOYHEHHX T'PAaHUYHUX pIBHIB MJIs
(YHKIIOHAIBHOTO KJlacy 3a Kiacu@ikauiero BcecBITHBROT opraHizanii 0XOpOHHU
3popoB’st (PK BOO3), nucraHiii mpu TecTi mecTUXBMIMHHOT Xoap0u (6-XT) i N-
KIHIIEBOrO MO3KOBOro mpo-HatpiiyperuuHoro nentuny (HKMHYVYII), 3rinno yomy
MaIIEHTH MOXYTh OyTH Kiacu(iKoBaHI y TpyNU HU3BKOTO, MPOMIXXHOTO-HU3BKOTO,
MIPOMIKHOTO-BHCOKOTO 200 BUCOKOT'O PU3HKY.

Anroputm nikyBanHs JIAI' Oyi0 3MiHEHO, BpaXOBYIOUM Ba)JIMBICTh CYMYTHIX
CEpLIEBO-JIET€HEBUX 3aXBOPIOBaHb, OLIIHKY PU3UKY SIK Ha €Tarl A1arHOCTUKH, TaK 1 Mij
4ac MOJAJBIIOTO CHOCTEPEKEHHS, a TaKOX BaXKJIMBICTh KOMOIHOBAHOI Teparii.
Crparerii A1iKyBaHHS M1 Yac MOJANbIIOT0 CIIOCTEPEKEHHSI CTBOPEH1 HA OCHOB1 MOJIENI
YOTUPHOX PIBHIB 3 METOIO TMOJICTIIIEHHS Ta OUIBIIT BUBAKEHOTO MPUHUHATTS PIIICHb.

OnHoBneHo pexomeHpaiii moao jikyBanHs JII', moB’s3aHOT 13 3aXBOPIOBaHHSIM
miBux Bigaimie cepis (JIF-3JIBC) 1 3axBoproBanHsaMm Jierens (JII'-3J1), Bkirouarouu
HOBE reMoJiMHamMiyHe Bu3HaueHHs Tsokkoi JII y mamienTis 13 JII'-3J1.

VY rpymi 4 JII" Gysio BBEJEHO TEPMiH XpPOHIYHE TPOMOOEMOOITIYHE 3aXBOPIOBAHHS
nerenb (XTE3JI) 3 a6o 6e3 JII', mo nepeadavyae HasSBHICTh MOAIOHUX CUMIITOMIB,
nedekrtiB nepdysii Ta opraHizoBaHux (pidpozHux obcTpykuii y namieHTis 3 JII' ab6o
6e3 JII' y cnokoi. B TepaneBruunomy anroputmi XTEJI' ynockonaneHo
IHTEepBEeHIIIiHE JIIKyBaHHsS NUIIXOM OajoHHOI jereHeBoi anriomnactuku (BJIA) y
MO€THAHHI 3 MEIMKAaMEHTO3HOIO TePaITi€lo.

byno npezacraBieHo HOBI cTtaHaapty s pedepenTHux neHtpis JII', 1 Boepiie
IPEJACTAaBHUKH TAIIEHTIB OyJIM aKTUBHO 3aJy4eH1 10 pO3pOOKH ITUX HACTAHOB.

Takox Oyu BUOpaHi Ta pO3TIISIHYT1 OKpEeMi MUTaHHS, 1110 MalOTh NMPSMHH IHTEpeC
JUIS  JTIKapiB-TIPAKTHUKIB CTOCOBHO KOXHOI miArpynu kmacudikamii JII, a came
peKoMeHaaIli MmoA0: cTpaTerii MmoyaTky JIKyBaHHS y mamieHTiB 1-1 rpymu JII'
(IMomymsis, JlikyBanus, Kontpons, [Iporunos (ITJIKII) I); 3acTrocyBanHS nmepopaibHUX
dopwm iari6iTOpIB hochomiectepazu S (IDJE-5) musa nmikyBanus 2-i rpyrum JII' (TIJIKTI
I1); Bukopucranus nepopanbaux ¢opm iIOAE-5 s mikysanns 3-1 rpynu JII'N (TTJIKII
IIT); 1 BukopucTaHHs Jikapchbkux 3aco0iB s jikyBanHa JIIT mepen BJIA nmus
nikyBanns 4-i rpynu JII' (IUIKII IV). 1li nutanHs BBaKanucs BaXKIMBUMH, TOMY IIO:
Oinpmicte cydacHux peectpiB JII' mopiBHIOBanM pi3HOMAaHITHI e(eKTu Bif
MpU3HAYCHHS HA TOYATKy NepOopaibHOI MOHOTEparii Ta KOMOIHOBaHOT Tepariii; BeJIruKa
BHUOIpKa BUMAKIB MPOAEMOHCTpYBaia mupoke Bukopuctands i®JAE-5 y rpymi 2 JIT,
He3Bakaroun Ha pekomenpaiii knacy III, ski magani B HacranoBi € TK/EPT 2015 3
nmiarHocTuku Ta JikyBanHs JII'; Benmka BuOipKa BHUMAAKIB — TOKa3alia IIMPOKE
Bukopuctanus 1OJIE-5 y rpymi 3 JII', me3Baxatoun Ha pexkomenpmarii kmacy III y
HactanoBi €TK/E€PT 2015 3 miarnoctuku ta gikyBanHs JII'; 1 He Oysi0 4iTKUX JaHHUX
Ha paxyHOK 3aCTOCYBaHHs Tepamii JIIKapChbKUMHU 3acobamu nis JikyBaHHsa JII' y
namienTiB 3 HeonepabdensHOo0 XTEJIT 1o BJIA.
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boxc 2. BuOpani neperuasnyri pekomenaauii (IT) i HoBi pekomenaauii (H)

H/IT1 | PexomMengamii C€TK

Bepcis 2015

Kuac
pexoMeHaan

il

Pexomenpaii
2022

€TK Bepcis

Kiac
peKoMeH/1a1
ii

KIIC Ta Ba3opeakTuBHMI TecT (pekomMenaaniiina taéauns 1)

PexomentoBaHO, abM TTPOTOKOJT
KIIC BkmrouaB B cebe MOBHUI
Ha0ip MOKa3HUKIB IEHTPAIBHOT
reMOIMHAMIKH Ta Horo
IPOBEICHHS BIINIOBIAAJIO
CTaHJAPTH30BAHOMY
IPOTOKOITY

I1 AJleHO3UH CITi
po3rsaaTH JUIST
MPOBEJICHHS TECTy Ha
Ba30pPEaKTUBHICTH K
AQTbTEPHATUBHUA METOI.
[Hramsmiitauit ~ monpoct
MOXHa PO3TISIATH s
MPOBEJCHHS TECTy Ha
Ba30PEAKTUBHICTh K

TbTEPHATUBHUI METOJ]

ITa

Okcupn — a30Ty  IHTIAIINAHO,
uUtonpoct  iHTANANIRHO 200
BHYTPIITHHOBCHHA dbopma
€TNOTIPOCTEHOTY PEKOMEH TOBaH1
TUTST BUKOPHCTaHHS npu
MPOBECHHI TECTy Ha
Ba30PEAKTUBHICTh

JiarnocTuyHa cTparerisi (pekoMeHnaaniiHa Taéanus 2)

PexomMengoBano BHU3HAYATH
n“MoBipHicTh JII' 3a mormomoroto
ExoKI' Ha OCHOBI aHOMAJIBHOT
IITP Ta HaABHOCTI IHIIUX
ExoKI" o3Hak, 110 BKa3yroTh Ha
JIT" (muB. Tabmuiro 10)

PekoMeHIOBAaHO  BCTAHOBUTHU
noporoBe  3HaueHHs  LITP
(>2,8wm/c) s BU3HAYEHHS
ExoKI' HMOBIPHOCTI1 JIr
BIAMOBIIHO 1O OHOBJIEHOI'O
reMOIMHAMIYHOTO BU3HAYCHHS

Buxonsuu 3 iimoBiprocTi JII' 3a
TaHUMU ExoKT’, cItg
PO3TIISIHYTH I101aJIbIIIE
OOCTe)KEHHSI B KIIIHIYHOMY
KOHTEKCTI (TOOTO, CHUMIITOMH,
daxTopu pusuKy abo CyIyTHi
cranu s JIAI'/XTEJIT)

IIa

Y cUMNOTOMHHUX TMali€eHTIB 13
MPOMDKHOIO ExoKT'
imosiprictio  JII' MoxHa
PO3IIISIHYTH KIIHT IUTA
M0/1aJIBIIIOTO BU3HAUCHHS
iimoBipHocTi JII'

ITb

CxpuHinr ta nokpamennsi BusBiaeHHsA JIAI' ta XTEJIT' (pekomenaaniiina Tadanuns 3)
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ExoKT" y CIIOKO1
PEKOMEHJIOBaHa y SIKOCTI
CKPUHIHTOBOTO TECTy ¥y
0€3CHMIITOMHUX
nanierTis 3 CC 3
MOJANBIINM  IOPIYHUM
CKPUHIHTOM 3
BukopuctanHsaM ExoKT',
BU3HAYEHHS piBHIB
DLCO Ta 6iomapkepiB

[MamienTam 3 CcC
PEKOMEHIYETCS  MPOBOJIUTH
owiHkKy pu3uky JIAI" mopiuno

VY nopocnux mamientis i3 CC Ta
TPUBAJICTIO 3aXBOPIOBaHHA >3
pokiB, piBHem XEJI >40%, a
takox piBHeM DLCO <60%,
PEKOMEHI0BaHU I aJITOPUTM
ITEKT 1S BUSIBJICHHS
0E3CHMIITOMHUX IAIl€HTIB 3

JIAT

[Mamiearam 13 CC, y sKux
3aUIIKa 3aJIUIIAETHCS
HE3 ICOBAHOIO IicIIst
MPOBEICHHS HEIHBA3MBHOI
omiHku, pexomengoBaHo KIIC
st BuKkmodeHas JIAD

Omninka pusuky JIAI' Ha ocHOBI
OIIHKY 3aMIIKHA B IIOCIHAHHI 3
nokasaukamu  ExoKIT  abo
KITHT Ta Bu3Ha4YeHHS pIBHIB
MHVYIT/HKMHVII CIiJT
posrisaatu y namieHTiB i3 CC

IIa

KIIC pekomeHi0BaHO B
yCiX BUIAJKaX UMOBIPHOT
JIAT', nos’s3an0i 13 3CT

vy JIKapHSX, e
CIIOCTEPIraloThCsl TAIIEHTH 3
CC, cmig BHUKOPHUCTOBYBATH
IPOTOKOJI OLIHKU pU3UKy JIAT

IIa

YV cumnromuux mnarnieuris i3 CC
MOYKHA PO3TJISHYTH MOXIIUBE
nposeaeHas ExoKI 3 ¢piznuynum
HaBaHTa)keHHsM abo KITHT abo
MPT, siki MOXYThb JOTOMOTTH
OPUMHSTH PIIlIEHHS Ha PaXyHOK
nmouitsHOCcTi KIIC

IIb

YV  namiedris 13 3CT 13
HassBHUMHM o3HakaMu CC MOKHa
PEKOMEH1yBaTH [opivHe
OLIIHIOBaHHS pu3uky JIAT

IIb

v TMAaIlEHTIB, AK1
nepenecnu emoomio JIA,
1 B SKUX 3QJIMIIAE€THCS
3aUIIKa OpU Qi3UIHOMY

ITa

TTamieuram 31 cTiiKOIO abo
HOBOIO 3aJUIITKO0 abo
OOMEXEHHSIM  TEePEHOCUMOCTI
(I3UYHUX HaBaHTaXXEHb IICIsA

HaBaHTaXEHHI, (it TEJIA PEKOMEHYEThCS
BpaxyBaTH MHMOBIPHICTb N(IENISIIE JIarHOCTUYHE
XTEJ oOCTexXeHHsSI Ui BU3HAYCHHS
XTEJIT/XTE3JL
Jlisi cHMMIITOMHHX TAIlEHTIB 13
HEBIAMOBITHUMU
nepy3itHuMu nedexramu

JIETEHh  IMclIse 3 MICALIB
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AQHTUKOATYISHTHOI ~Tepamii 3
MIPUBOLY rocTpoi TEJIA
PEKOMEHIOBAaHO HAIPaBICHHSA
no uentpy JII/XTEJIL micns
posrisny pesynbratiB ExoKT,
MHVYII/HKMHVII Ta/abo

KITHT

H Koncynbraris CTOCOBHO
pusuky JIAT 1 mopiunuit
CKPHHIHT PEKOMEHJ0BaH1

naimieHTaM, y SKHX 3a JaHUMH
TeHETUYHOTO  TEeCTy  HasBHI
MyTallii, 10 CIHPUYUHIOIOTH
JIAT, a Takox poaudam nepuoi
TiHii 3B 3Ky namieHTiB i3 JIAT

H [MamierTam, SKUX HAMIPABJISIOTH
Ha TpPAHCIUIAHTAIlI0 TICYIHKH,
PEKOMEHAYEThCS  TTPOBEIACHHS
ExoKI' stk CKpWUHIHTOBUH TECT
Ha HasgBHICTE JII

H [Momanemmi  Tectm  (ExoKT,
MHVYIT/HKMHVII, D3]]
ta/a6o KITHT) cnix posrasgatu
y CHUMIITOMHHUX TIAIlI€EHTIB 13
3CT, MMOPTAILHOIO
rineprensziero  a6o BUI musa
CKpuHIHTY HasiBHOCTI JIAT

Ouninka TAXKKOCTI 3aXBOPIOBAHHSI Ta PU3MKY cMepTi y nmanieHTiB 3 JIAI' (pexkomeHnnauiiina
Tabanus 4)

H Jnsa crpatudikanii pusuky mig
yac BCTAHOBJICHHS J[iarHO3Y
PEKOMEHIYEThCS
BUKOPUCTOBYBaTH MOJCIb 13
TPhOX  pIBHIB (HU3BKOTO,
CepeIHbOI0  Ta  BHUCOKOIO
pu3uKy), Oepyun 10 yBaru Bci
JNOCTYNHI JIaHl, BKJIIOYAIO4H
MOKA3HUKH FeMOTUHAMIKHI

H Jns crpatudikamii pusMKy Mg
qac 10 JIJIBIIOTO
CIOCTEPEKECHHS
PEKOMEHYEThCS

BUKOPDUCTaHHA  Mojenl 3
YOTUPHOX PIiBHIB  (HU3BKUH,
IPOMDKHUI-HU3BKUH,

IPOMDKHUI-BUCOKUI Ta
BUCOKHI pu3nKkn) Ha ocHOBI DK
BOO3, mucranmii 6-XT Ta
MHVYIT/HKMHVII, HasIBHI
JOJJAaTKOB1 TMOKAa3HUKH MOXKHA
BpPaxOBYBATH, 32 HEOOXITHOCTI
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JlocsTHEHHS/IiITpUMaHH
s MpodUI0 CepeHBOTO

pU3HMKY CIIiI BBaXaru
HEaJIeKBATHOIO
BiJIIOBIITIO Ha
nikyBanHus JIAT

ITa

[Ipu HasABHOCTI IEAKUX
etionorivanX YnHHUKIB JIAT Ta
y Tali€eHTiB i3 CyMyTHIMH
3aXBOPIOBAaHHAIMH ONTHUMI3AIlII0
Tepamii CIiJ po3risiIaTH Ha
IHAWBiTyanbHIN OCHOBI,
BPaxoOBYIOUH, IO  Hpodiib
HU3BKOTO PH3HKY HE 3aBXKIU
MOYKHA JIOCATTH

ITa

Hi yMOBH (pekoMenaiiiiHa Tadauus S)

3araibHi pekoMeHaallii 3 BeIeHHS Ta cnieniajib

I1 ®i3uyHi  BOpaBU  TiJ ITa IMamienram 13 JIAIT B xoxi
HarjgoM  Cremiaiicra MEIUKAMEHTO3HOT Tepanii
CI  po3MyIsiiaTéd Ul peKoMeHI0BaH1 (P13UYHI BIIpaBU
namicHris 13 JIAIT 13 17 HarJISIIOM CIIeIiaicTa
MOTIPIIEHHAM (DI3UUHOTO
CTaHy Ha ¢doHi1
MEMKaMEHTO3HOTO
JIIKYBaHHS
I1 Pexomennyetncs PekomennyeTbcss  IMyHI3allig
IMyHI3aIlisl TAI€HTIB 3 namienTiB 3 JIAI' mpotu SARS-
JIAT' mpotm rpumy Ta CoV-2, rpumy Ta Streptococcus
MTHEBMOKOKOBOI iH]eKITii pneumoniae
I1 Kopekmito anemii ta/abo 1Ib 3a HasgBHOCTI 3a11307ehIIUTHOT
piBHS  3aji3a  MOJKHA agemil mamiesram 13 JIAT
pO3IIISIAaTH Yy TIAIIEHTIB 3 PEKOMEHI0BaHa KOPEKIIis PIBHS
JIAT 3aiiza
H 3a  BigCyTHOCTI aHeMii y IIb
nanieHTiB 3 JIAI' 3 gedinurom
3ai3a  MOXHaA  PO3TJISHYTH
MO>KJIMBICTh BIIIHOBJICHHS PIBHS
3aiiza
IT JlikyBaHHS IIb AHTUKOAryJIiHTH 3a3BHYail HE IIb
epopaibHUMHU PEKOMEHAYIOThCS TallleHTaM 3
AHTUKOAryJIHTaMU JIAI', ane iXx mnpu3HAYEHHSA
MOXXHAa  PO3IJISIHYTH Y MO>KHA PO3TIISIHYTH B
HaricHTIB 3 IJIAT, IHAUBIAYaTbHOMY MOPSAKY
cnagkoBoto JII' ta JIAT,
BHUKJIUKAHOIO
3aCTOCYBaHHSIM
AHOPEKCUTCHIB
I1 3acTocyBaHHs 1ATID, 3acrocyBanns 1AII®, BPAII,
BPAII, 6era-6nokatopis cakyOiTpuI1/BajicapTaH,
Ta iBaOpauHy HE 1H3KTI 2, Gera-610kaTtopiB abo
PEKOMEHAYETHCA iBabpaauny HE
narientam 3 JIAL, skmo PEKOMEHAYEThCS TAalll€HTaM 3
e HE 3YMOBJIEHO JIAT', sKo 11bOro HE BHMAarae
HasIBHICTIO CYIYTHIX Teparisi CymyTHIX 3aXBOPIOBAHb
3aXBOPIOBAaHb (manpuknan, migsuineHHs AT,
(HampuKIam, IXC, CH abo aputmii)
migsumenuMm AT, IXC
abo  JBOLLTYHOYKOBOIO

CH).
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Tpuamy HT AL IO
kucHeM (O2) mim dYac
MOJILOTY CJIiJ] PO3TJISAATH
y manienTiB I i IV ®K
BOO3, a Takox y TuX, y
KOTO TapIliajJbHUIA TUCK B
aprepianpHid  kpoBi O2
CTabUTBEHO <§ klla
(60 mm pr.cT.)

ITa

TpuBana inramsauis Oz mig vac
MOJILOTY PEKOMEHIYEThCS
mmamicuram, SIK1
BUKOPUCTOBYIOTh Hrasmil
KHCHEM IIOCTIIHO, abo
narieHTam, y SIKUX
napmianpauii  tHCK  O2 B
aprepianbHid  kpoBi <8 klla
(60 MM pT.CT.) Ha BUCOTI piBHS
MODPSI

IMpu mumaHOBiK Xipyprii
CIIi BiJJIaBaTH TIepeBary
eniTypaabHil, a He
3araibHIi aHecTe3ii,
KOJIU 11€ MOYKITBO

ITa

s BTpy4aHb, IO BUMararmTh
3HEO0OJICHHS, CI PO3TIISIHYTH
OaratonpoiTeHy
KOHCybTarito B mentpi JII' ps
OIIIHKU PHU3HKY Ta KOPHUCTI

Kink

ITamieatkam 3 JIAD
PEKOMEHIYEThCS

YHUKATH BariTHOCTI

M AiTOPOAHOrO BiKy (pekoMeHaauniiina Tadauus 6)

PexomenayeTses, mo0 KIHKA
nitopogHoro  BikKy 3 JIAT
OTPUMAJId KOHCYJIBTAIlIl 00
pU3UKIB Ta HEBU3HAYEHOCTI
nepeodiry mpu BariTHOCTI; BOHH
MalOTh BKJIFOUATH ITOPAJIH 100
3armo0iraHHs  BariTHOCTI  Ta
TICUXOJIOTIYHOT MIATPUMKH 32
moTpe6ot1o

PexomMengoBaHo HaJgaBaTH
JKIHKaM JIITOPOJTHOTO BIKY 3
JIAT'  4itki mopamu 11010
KOHTpaIeIii, BpPaXOBYIOUH
IHAMBIAYaIbH1 TOTPEOU KIHKH,
ajle BH3HAIOYM, IO HACHIIKH
Hee(DEKTUBHOCTI KOHTpaIeniii
€ 3HAUYLIUMU JJIs1 Mali€HTOK 13
JIAT

PexomengoBano, abu JKiHKU 3
JIAT, iK1 IU1aHYIOTh 3aBariTHITH
abo 3aBariTHUIM, OTPUMYBAJIH
HerailHy  KOHCYNbTAllilo B
nocsigueHoMy uentpi JII', skuit
CHpUSATUME IIPOBEJICHHIO
IF€HETUYHOTO KOHCYJbTYBAaHHS
Ta  CIOUIBHOMY  YXBQJIECHHIO
pillleHb, a TaKOX HaJaBaTUMeE
HICUXOJIOTIUHY MIATPUMKY
marjieHTaM Ta iXHIM pOJWHaM,
SIKILO 11€ HeOOX1IHO

Kinkam 3 JIAT, SIK1
MOTpeOyIOTh MepepruBaHHS
BariTHOCTI, = PEKOMEHAYEThCA
npoBoauTH 11e B nentpax JII" i3
MICUXOJIOTIYHOIO  MIATPUMKOIO
TAIIEHTKY Ta 1l pOIuHU
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Jns xinok 3 JIAT, ski GaxkaroThb
MaTH JiTel, MOXHA PO3IIISHYTH
MOJKJIMBICTh YCHHOBIJIEHHSI a00
CypOraTHOTO MAaTEpPHHCTBA 3
FCHETUYHUM KOHCYJIbTYBAHHSAM
JIO 3a9aTTs

IIb

OCKUIBKA Ha  JOKJIHIYHUX

MOJEIISIX
TE€paTOreHHUI
aHTaroHICTIB

IIOKa3aHO
BIIJINB
perenTopis

pionuryaty, Il JIKapChKi
3ac00M HE PEKOMEHIYIOThCS
JUId  TOpuiioMy Mg 4ac
BariTHOCTI

JlikyBaHHSI Ba30peaKTMBHMX NALI€HTIB 3 i1I0MATHYHOI, CNIAIKOBOIO 200 acolliiioBaHOIO i3

TOKCHHaMM/Jikapcbkumu 3acodamu JIAIL (pexomengauiiina taéauus 7)

I1 PexomennyeTbes

MPOJIOBKECHHST  BUCOKHX
no3 BKK y mamienTiB 3
IJIAT, cnagxosoro JIAI
ta JIAI', acoriiioBaHoro 3
JKapChbKUMU 3acobamu, |
abo II ®K BOO3 i3
MTOMITHUM TIOKpaIICHHSIM
reMoJuHaMiku  (Maixke
JI0 HOpMaTi3aitii)

PexomenyeThes

MPOJIOBXYBaTH BHUCOKI 103U
BKK mamientam i3 1JIAT,
cnagkoBoro JIATT Ta JIAT,

acoIlIiOBaHOIO 3 JIIKAPCHKUMU
3acobamu, [ abo II ®K BOO3 i3

TIOMITHHM MTOKPAICHHSM
reMOAMHAMIKH (CpTIJIA
<30 Mm pr.ct. Ta OJIC <4
on. Byna)

VY mami€HTiB 13 IIO3UTUBHUM
TECTOM Ha Ba30PEAKTHUBHICTD,
azne HEJI0CTATHHOO
JTIOBFOCTPOKOBOIO  BiJIITOBIIIO
Ha bBKK, saxi mnoTtpelyroTh
noaatkoBoi teparii JIAL, cmin
PO3IIIIHYTH MOKJIUBICTh
npojoBxkeHHs teparnii BKK

IIa

JlikyBaHHSI He-Ba30pPeaKTUBHHUX NMALIECHTIB 3 i1I0NAaTHYHOIO, CIIAJAKOBOIO 200 acoulii0BaHOIO
i3 TokcmHamu/idikapcbkumMu 3acobamu JIAIT 0e3 kapaionmyabMOHAJIBHMX KOMOPOiAHMX

cTaHIB* (pekoMeHaniiiHa Tadauus 8)

H

V mamienTis 3 IJIAI/crtagkoBoro
JIAT /acouitioBaHOIO 3
MPUHOMOM JIIKAPChKUX 3aCO0IB
JIAI', sKxi MawTb BHCOKHUH
pU3UK  CMEpTi, TMOYaTKOBa
koMOiHoBaHa Teparis 3 iDJ1E-5,
AEP Ta cnmig po3rasSHYTH
BHYTPILITHOBEHH I/ IIKIPH1
dbopmu aHaJIor'iB
MPOCTAIMKITIHIB**

IIa

Jns MAIiEHTIB 3
JIAT/cnankoBoto

JIAI /acomiiioBaHO0O 3
NpUHOMOM JIIKapChbKUX 3aco0iB
JIAT, sxi MaroTh NPOMDKHUH

IIa
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a00 HU3BKUI PU3UK CMEpTI Mif
yac JjikyBanHs AEP/i®JIE-5,
CIIiZI PO3TJISIHYTH MOJJIHMBICTD
JI0/IaBaHHS CeJICKCUIIary

V nanientis 3 IJIAI'/ciagxoBoo IIa
JIAT /acomiifioBaHOIO 3
NpUHOMOM JIIKapChKUX 3aco0iB
JIAT, ski MarTh TPOMDKHHIA-
BUCOKHMIA a00 BHCOKHMHA PH3UK
CMepTi TMmiJ 4Yac JiKyBaHHS
AEP/iI®JIE-5, cnif po3riasHyTH
JIOJTaBaHHS
BHYTPIIIHOBEHHUX/IAIIKIPHU
X bopm aHaJIOT1B
IPOCTALUKIIHY Ta
HalpaBJIEHHS Ha OLIHKY 3
IIPUBOY TpaHCIIaHTAaIll]
JIeTEeHb

V manienTis 3 JIAT/criagkoBoro IIb
JIAT /aco1iiioBaHOrO 3
NpUMOMOM JIIKapChKUX 3ac00iB
JIAT, sixi MarTh cepeaniii abo
HU3BKUA PU3UK CMEPTI ITiJ Yac
nikyBanas ~ AEP/  1®]IE-5,
MOJKHA PO3TISHYTH
MOXJTHBICTH niepexony 3 1DJIE-
5 Ha pioruryat

ITouaTkoBa nmepopajibHAa KOMOiHOBaHA Tepamis JJsl NAWIEHTIB 3 i1iI0MATHYHOI0, CMIAIKOBOIO
a0o aconilioBaHoI0 i3 TOKCHHaAMU/JikapcbKkuMu 3aco0amu JIAIL' 6e3 kapaiony/IbMOHaJbHHUX
KOMOPOiIHUX cTaHiB (peKoMeHJaliliHa Tabauus 9)

IT AMOpi3eHTaH +
Taganadin

PexomeHyeThcst  TIOYATKOBA
KOMOIHOBaHa Teparnis
aMOpizeHTaHoOM 1 Taganadiiom

PexomeHyeThCs II0YaTKOBAa
KOMOIHOBaHa Teparnis
MaIUTCHTAHOM 1 Tajanadiiom

I1 Iumi AEP + idJIE-5 Ila

Cain  po3risiHyTHM IOYaTKOBY
KOMOIHOBaHY  Teparlio 3
mmumu AEP Ta idJIE-5

IToyaTkoBa KOMOIHOBaHa
Teparis MAaIlUTEHTAHOM,
TaganadiioM 1 CeleKCHIarom
HE PeKOMEHJI0BaHa

IMocninoBHa KomMOiHOBaHa Tepamisi [Jsl NALiEHTIB 3 iJiONaTHYHOI0, CNAaAKOBOK 2a00
acoliioBaHOI0 i3 TOKCHHaMM/Jikapcbkumu 3acobamu JIAT (pexkomenganiitna tadauus 10)

PexomennyeTnes 6azyBaTu
€CKaJIallilo JIKyBaHHS Ha OCHOBI
OIIIHKA PHU3UKY Ta 3arajbHUX
cTpareriii  jikyBaHHs  (OuB.
QITOPUTM JIIKYBaHHS)
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II ManuteHTaln J0JIa€ThCS
1o cunaeHadiny

Pexomennyerscst  JOJaBaHHA
marurenTany a0 i®JIE-5 abo
nepopaIbHUX/ IHTATSITIHIX
aHAJIOTIB TPOCTALUKIIHY IS
3HIKCHHS pU3UKY
3aXBOPIOBAHOCTI/CMEPTHOCTI

H Hna 3HUKECHHS pHU3UKY
3aXBOPIOBAHOCTI/CMEPTHOCTI
PEKOMEHIYETbCS  JOJaBaHHS
NEPOPATBHOTO  TPETPOCTHHLTY
no wmonoreparii  AEP  aGo
1DJIE-5/pionuryarom

I1 bo3zenTtan mopaeTbes o 1Ib HonaBanuss  0O3eHTaHy 10
cwiieHa LTy cuiieHa LTy HE
peKOMeH)IyeTBCH JUI1 BHUKCHHS
pu3uKy
3aXBOPIOBAHOCTI/CMEPTHOCTI
I1 Pionmryar pgonmaerscs 1o Crnig po3TAsSHYTH MOMJIUBICTh IIa

003eHTaHy JOJaBaHHS  plonMryary o
0O03CHTAaHy I TOKpAIICHHS

(b13UYHOT TTpare31aTHOCTI

JlikyBaHHSI He-Ba30peaKTHBHMX MAII€HTIB 3 ilionaTHYHOI0, CIAIKOBOIO 200 acolii0BaHOIO
i3 TokcumHamu/idikapcbkumu 3acobamm  JIAI' 3a HasiBHOCTI KapAiomyJbMOHAJIBHHX
KOMOPOITHUX cTaHiB* (pexkoMeHaaniiiHa Tadauns 11)

H V nmanienTiB 3 JIAI/ciagkoBoro IIa
JIAT /acowitioBaHOrO 3
MPUHOMOM JIIKapChKUX 3acO0iB
JIAT, Ta CyNyTHIMHU
Kap 110 yJIbMOHAIbHUMH

3aXBOPIOBAHHAMH citing
PO3IIIIHYTH MMOYaTKOBY
moHoTeparito iIOJIE-5 abo AEP

H V mnamienris JIAI'/crtagkoBoro IIb
JIAT /acouiiioBaHOrO 3
NpUHOMOM JIIKapChbKUX 3aco0iB
JIAT, 3
KapJIi0MyJIbMOHAIbHUMHU
CYHYTHIMH 3aXBOPIOBAaHHIMH,
Kl MaloTh IPOMDKHUH a0o
BUCOKHI PU3UK cMepTi Ha QoHI1
moHnotepamii i®/IE-5 a6o AEP,
nomatkoBy  tepamito  JIAT
MO>KHa po3risiiaTH Ha
1HAMBIAyaIbHIA OCHOBI1

E¢exkTuBnictsh inTeHcuBHOro JgikyBanus JIAI' (pekomennaniiina tadauns 12)

H I[Ipu BeneHHi maiieHTiB 13
npaBocroponHsoro  CH vy
BiJUIUIEHH] IHTEHCUBHO1 Tepartii
PEKOMEHIYEThCS 3aJy4aTa
JIOCBIJTUEHUX JTIKapiB, JIKyBaTH
€Ti0JIor1YH1 ¢bakTopu Ta
BUKOPUCTOBYBATH
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MiATPUMYIOT1 3aX0/H,
BKJIIOYAIOYM  IHOTPOMHI  Ta
Ba30IPECOPHi areHTH,
JIypeTHKHU Ta JIKAPChKi 3aCO0U
Bix JIAT', 3a HeoOXigHOCTI

H Mexaniuna MiATPUMKA
KpPOBOOOIry MOXe Oyru
BapiaHTOM  JUII  OKpEMHX
[ali€cHTiB SIK MICT 1o
TpaHCIUIAHTAIil a00 OJTy)KaHHS,
a TaKOX CIiJ pPO3TIISSHYTH

MDKJTIKQpHSHUAN Tparcdep,
SKIIO TaKi peCypcy HEJIOCTYITHI
Ha MicIi
TpancnianTaiis Jeredb (pekoMenaauiiina radauus 13)
I1 TpancrnanTaris  JereHb Pexomenyetnes, abu
(TJD) PEKOMEHI0OBaHa MHOTEHIIIHO BIJIIIOBIIH1
MICIIS HEaeKBaTHOI KaHauaTy OyJu HampaBJiIeH] Ha
KIIHIYHOI BIAIIOBIAI HAa omiHKy mmonxo TJI, skmo ix
MaKCUMaJbHY BIIMIOBIIb HA  TEPOPATBHY
MEJIMKaMEHTO3HY KOMOIHOBaHY Teparito
Teparniio BUSIBIJIACs HEAJEKBAaTHOIO, PO
1o CBIIYNTH
MMPOMDKHHUI-BUCOKUMA abo
BHCOKMH pHU3UK abo0 OIliHKa
pusuky 3a mkaiorw REVEAL
>7
H Pexomenayerbest
nepepaxoByBaTH pPUBHK  JUIA
[aIl€HTIB Ta OL[IHUTH
HeoOxinnocti TJI, y Tux, sxki
MalTh BHCOKHH PHU3MK CMEpTI
abo ski matoth 06an REVEAL
>10, He3BakarouM Ha Te, IO
BOHU OTPUMYBAJIU ONTHUMAIIbHY
MEIUKAaMEHTO3HY Tepartito,
BKJIIOYAIOYH HiAIIKIpHE
JTIKyBaHHS abo
BHYTPILIHbOBEHHI aHaJIOTH
IPOCTALUKIIHY
JIAT', aconiiioBaHa 3 TOKCHHAMM Ta JIKaAPCbKUMHM 3ac00aMu (peKoMeHaniliHa Tadanns 14)
H PexomenyeThes
niarHoctyBatu JIAL, moB’s3any
3 OpUAOMOM  JKAapCHKUX
3ac00iB  ab0  TOKCHHIB, Y
MAaIi€HTIB, SIK1 MaJId
BIAMOBIAHUI aHaMHE3 1 B SIKUX
iHmi  npuunnun  JII Oymm
BHKJTFOUCHI
H VY maiieHTiB 3 TiI03pOI0 Ha
JIAT', noB’s3aHy 3 npuiloMoM
JIKapchbKUX  3aco0iB abo
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TOKCHHIB, PEKOMEHIY€EThCS
HEeraifHO MPUITUHHUTHU [0 IIOTO
(akTopa, AKIIO 1€ MOYKIIBO

Heraiiny Ttepanito JIADI cmig
po3risgaty y naiieHTiB 3 JIAI
POMDKHOTO/BHCOKOTO PU3HKY
HA  MOMEHT  BCTaHOBJICHHS
JarHO3y

ITa

TMamieatu 3 JIAIT HU3BKOTO
pU3UKY  TIOBHHHI  TMPOUTH
MOBTOPHE 00CTEXKEHHS yepes 3-
4 wMicsami TiCH TPUTTHHEHHS
npuiiomy HMOBIpHO
NIKiJTABOTO JKapChKOTO
3aco0y abo TOKCHHY, 1 Teparito
JIAT MoHa po3IJIIHYTH, SKIIO
reMOIMHAMIYH] ITOKA3HUKH HE
HOPMaTI3yBaJIUCS

IIb

JIAT,

noB’sizana i3 3CT (pexomennaniiina tadiuus 15)

[Tamiearam 3 JIAT,
acoIII0BaHOIO 13 3CT,
PEKOMEHI0BaHO JIKyBaHHS
OCHOBHOTO 3aXBOPIOBAHHS
BIAIOBIITHO bi (o) YUHHAX
peKOMeH I

JIAT,

noB’sizana 3 BlUI-indekuieio (pexkomenaaniiina radauus 16)

[Tamiearam 3 JIAT,
acoII0BaHOIO 13 BLJI-
1H(peKITiE0 (JIAT-BLJD),
pEKOMEHI0BaHa
AHTUPETPOBIPYyCHA Teparnis
BIAMOBITHO bi o) YUHHUAX
peKOMeH Il

V mnanientis 13 JIAT-BUI cain
PO3IIISIHYTH [IOYaTKOBY
MOHOTEpaMil0 3 HACTYIHUM, Y
pasi HEOOX1THOCTI,
KOMOIHYBaHHSIM  JIIKAPCBKHUX
3aco0iB, Oepyun 110 yBaru
CynyTHI  3aXBOpIOBAaHHSI  Ta
B3a€EMOJIII0 MDK JIIKQpChKUMHU
3acobamu

JIAT,

NOB’A3aHA 3 NOPTAJbHOIO TiNePTEeH3i€I0

eKkoMeHaaniiina Tabauusa 17)

ExoKI" ominka o3nak JII'

pEeKOMEeHI0BaHa y
CHUMITOMHUX ITAI[ICHTIB 13
3aXBOPIOBAaHHSIMU

MEYIHKU a00 MOPTAITBHOIO
rinepreH3i€l0 Ta y BCiX
KaHIUJATIB Ha
TPaHCIIAHTAIIIIO TTEYIHKU

ExoKT PEKOMEHI0BaHA
naIfieHTaM 13 3aXBOPIOBAHHIMHU
nevyiHku  abo  MOPTaIbHOIO
rinepreH3ie€ro 3 o3HaKamu abo
CUMIITOMAaMH, 110 BKa3ylOTh Ha
JII', a TakoX SIK IHCTPYMEHT
CKPUHIHTY Yy TMAI[I€HTIB, SKHUX
OIIHIOIOTHCS B SIKOCTI
KaH/1/IaTiB Ha TPAHCIIIAHTAIII0
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[eyiHkd a00 BCTAHOBJIEHHSA
TPAHC-IOTYJSIPHOTO opTO-
CHUCTEMHOTO IIYHTA

II Anropurm TKyBaHHS V mauientiB i3 [opt-JIAT cruin ITa
MaIieHTiB 3 IHIIUMHU PO3IIIHYTH MOJKJIMBICTb
dbopmamu JIAT MOYaTKOBOT ~ MOHOTeparmii 3
PEKOMEH0BAHO HACTYITHUM KOMOIHYBaHHSM 3a
3aCTOCOBYBaTH y HEOOXiTHOCTI, OepydH 10 yBaru
MAIiEHTIB 3 JIAT, OCHOBHE 3aXBOPIOBAHHS
acoliifoBaHUM 3 NEeYiHKM Ta TOKa3aHHA [0
MOPTAJIBHOIO TpaHCIUTAaHTAIlli IeYiHKN
rinepreH3ieio (ITopt-

JIAT), 3 ypaxyBaHHSIM
TSYKKOCTI YPaKE€HHS
MEYIHKH

I1 Tpancrutanraiiiro b TpaHCIIaHTAIIIO TIEYIHKU CITi ITa
MEYIHKA MOJKHA pO3TIsAaTH Ha HAMBITYaTbHINA
pO3TIISIAATH Y OKPEMHX ocHOBl y marieHtiB 3 Ilopt-
MaiieHTiB, sKi  g00pe JIAT, 3a ymoBu, mo OJIC e
BIJIIIOBIIAIOTH Ha HOPMaJIbHUM a00 OJM3BbKUM JI0
teparnito JIAI HOPMAJIBHOTO TpU JIKyBaHHI

JIAT
H Jlikapchki 3aco0u, CXBaJIeH]1 IS

JIAI', He peKOMEHIYIThCS
mamieHTaM 3 MOPTaJbHOIO
TINepTeH31€10 Ta
HeknacudikoBanor JII' (To6To
nigsumenui CpTJIA, Bucokuit
cepueBui BUKHU] Ta
Hopmasibaui OJIC)

3aKkpuTTA IIYHTA Y Nali€HTIB i3 CHiBBiIHOIIEHHAM KPOBOTOKY B JiereHesii cucremi >1,5:1

Ha ocHOBi po3paxoBaHoro QJIC (pekomenaauiiina Tadauns 18)

H

[Mamiearam i3 JMIIII, JIMIIII
a6o BAII 1 OJIC <3 on. Byna
PEKOMEHI0BAHO 3aKpUTTS
IIYHTA

VY namientis 3 JAMIIII, JMIIII
a6o BAII 1 OJIC 3-5 ox. Byna
CIIJ PO3TJISIHYTH MOJIHMBICT
3aKpUTTS HIYHTA

IIa

V mamientis 3 BAII 1 OJIC >5
oa. Byna, sikuii 3HMXKY€ETBCS 10
<5 oxa. Byma npu nikyBaHHi
JIAI, MoxHa  pO3INISHYTH
MOJKITUBICTH 3aKPUTTSI IITYHTA

b

VYV mnamientis 3 JIMIIIT a6o
BAII ta OJIC >5 oa. Byama
3aKPUTTS IIyHTa MOJXKE
pO3rIAgaTHCS TICIs PETEeNbHOT
OLIHKK B  CIELiaTi30BaHUX
HEHTPax

b
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H [MTamientam i3 JIMIIIT 1 OJIC >5
on. Byma, He3Baxkarouum Ha
mikyBanHs  JIAI,  3akpurTs
IIYHTA HE PEKOMEHYEThCS

JIAT', noB’si3aHa 3 BPO/’KEHOI0 BA/I0I0 ceplis y 10Pocaux (pekomMenaaniiina tadauns 19)

H Orinka pu3uKy peKOMEH/I0OBaHA
JUIS TIAIIEHTIB 13 criiikoro JIAT
micIist 3aKpUTTS AeeKTy

H VY namieHTiB i3 CHHIPOMOM ITa
Eitzenmenrepa cii po3risiHyTH
OI[IHKY PU3UKY

I1 bosenTtan bosenTtan PEKOMEHI0BAHUH

PEKOMEHIOBaHU I maiieHTaM 13 CHMIITOMaMu
namientam 13 Il ®K cunapomy EiizeHmeHrepa mms
BOO3 13 cunapomom MIABUIIEHHS ¢$13uyHOT
ElizenmeHnrepa 3/1aTHOCTI
I1 ITamieaTaM 3 HU3BKUM b [Tamientam 3 gedimurom 3aimiza IIa
piBHEM  (depUTHHY Yy CI PO3IISIHYTH JI0JAaTKOBE
TJ1a3mi MOJKHA MPU3HAYEHHS 3aJTi3a
PEKOMEHTyBaTH
JIOJTATKOBE JKyBaHHS
npernapaTamu 3aiiza
I1 [TamienTaMm i3 CHHIPOMOM b VY nopocnux mamieHtiB i3 JIAT IIa
Eiizenmenrepa  MoOXHa HU3BKOTO  Ta  CEPEeIHBOTO
po3rIsAaTH KOMOIHOBaHY pusuky micist kopekiii BBC
MEIMKaMEHTO3HY CII pO3IJISIIATH  IMOYATKOBY
Teparito nepopagbHy KOMOIHOBaHY
Teparnito JIKapChKUMU
3acob0amu, CXBaJeHUMH JJIsi
JIAT', y TO#l 4ac K mo4aTkoBa
KOMOIHOBaHa Teparis,
BKJIIOYAIOUH
BHYTPIIIHHOBEHHE/ T IIKIPHE
BBEJICHHS aHAaJIOT1B
MPOCTAIUKITIHY CIIL
PO3IIISIIaTH y MaIi€HTIB
BHCOKOTO PU3HKY
I1 [TamienTaMm i3 CHHAPOMOM I1b VY nopocnux narientiB i3 BBC, ITa
Eiizenmenrepa  Mo’kHa BKIIIOYAIOYH CUHIPOM
PO3IIISHYTH Eitzenmenrepa, cig
KOMOIHOBaHY PO3IIIIHYTH MOCIII0BHY
MEJIMKaMEHTO3HY KOMOIHOBaHY Tepamilo, SKIIO
Teparito NALIEHTH HE JOCATAIOTH Il
JTIKyBaHHS

H Kinkam 13 CHUHAPOMOM
Elzenmenrepa HE
PEKOMEHY€ETHCS BariTHICTb

II Sxmo MIPUCYTHI ITa [TamienTam 13 CHHAPOMOM

CUMIOTOMH  TiBUIIEHOT Eiizenmenrepa HE
B’SI3KOCTI  KpOBi,  CIIiJ PEKOMEHAYETHCS pyTHHHA
PO3TIISIHYTH MOKJIMBICTh dneboToMiss AN 3HMKEHHS
¢deboTomii 3 H1IBULIIEHOTO TeMaTOKPHUTY
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130BOJIFOMIYHUM
3aMIIEHHSIM, 3a3BHYai,
KOJIM TeMAaTOKpUT >65%

JIAT 3 o3HakaMu ypa:keHHsl BeH/KanijispiB (pekoMenaaniiiHa tadauns 20)

IT Jost JIarHOCTUKH Hns  miarmoctuku  JIAIT 13
BEHOOKITIO31HHOT O3HaKaMu BEHOOKITFO31HHOT
XBOpPOOHM JieTeHb Ta/abo XBOpOOH JIeTeHb Ta/abo
KaluIIpHOTO  ypasKeHHS KaluIsipHOTO YpaKeHHS
(BOXJITIJIK — (BOXJI/TJIK) pekoMeHAyeThbCs
reMaHrioMaTo3 MOEAHAHHS KIIHIYHAX 1
JIETCHEBUX  KamlUIAPIB) PamIoIOTTIHAX MMOKa3HHKIB,
PEKOMEHIYEThCSA ra3oBoro ckiany kposi, @3]] ta
MOEAHAHHS  KIIHIYHUX T€HETUYHOTO TECTYBAHHS
JIaHUX, (hI3MKAITBHOTO
orIIsATy, OPOHXOCKOIIIT Ta
PEHTTEHOJIOTTYHUX
METOIIB
H VY mamiertis 13 BOXJI/TJIK
MOJKHA pO3TIISIIATH
3aCTOCYBaHHS JKApChKUX
3aco0iB, cxBaneHux miga JIAL, 3
peTEeTHHIM MOHITOPUHTOM
KITHIYHUAX CHUMIITOMIB i
ra3000MiHY
H He pexomenayeTbcst MpoBOIUTH
0l101ICIFO JIETE€Hb TUTS
MiATBEPKCHHS JIarHO3y
BOXJI/TJIK

JIT' y nireii (pexoMenaniiina tadauus 21)

H PexomeHyeThes MPOBECTHU
IarHOCTAYHE 00CTeXKEHHS,
Biouaroun  KIIC Ta rocrtpy
BazoJWiIaTaliiiny mpoly, a
TakoXx JikyBatu airei 3 JII' y
LEHTpax, SIK1 MAaroTh
crerjianbHuN IOCBIig y
nikyBanH1 JII' y niteit

I1 Po3pobka VY nireit 3 JII' pekomenayeTbes
J1arHOCTUYHOTO KOMIUJICKCHE OOCTeXEHHS JUIs
AITOPUTMY Jr HiATBEp/DKEHHSA JlarHo3y Ta
pEKOMEHI0BaHa Ui cneuuigHoi eTionorii
IarHOCTHUKHA Ta (monibHe 10 OOCTEeXKEHHA Y
BU3HAYEHHS CHEU(IUHOT JOpOCIUX, ajie 3 ypaxXyBaHHSM
€TIONOTYHOi Tpynmu  y BIKY)

MeiaTpUYHUX TAI[IEHTIB
3 JII
H Jns miaTBepKEHHS JiarHO3Y
JII'  pexomennyerscs  KIIC,
Oa)kaHO Tepes Mo4YaTKoM Oyab-
sxoi Tepamii JIAT
H Y nireit 3 IAI/cnagkoBoto

JIAT PEKOMEHIYETHCS
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IPOBOAUTH TOCTpUH
Ba30IMIISITATOPHUN TeCT, abu
BUSIBUTH THX, KOMY MOXe OyTu
kopucHa tepariss BKK

IMamienram gitam 3 JII
PEKOMEHIOBaHU I
TepaneBTUYHUI
ANTOPUTM, CHeUpIIHUN
g JIAT

Crin BpaxOBYyBaTH
crnenudiuHi MemiaTpUIHI
JNETEPMIHAHTH PU3UKY

ITa

Pexomennayerbcs BU3HAYATH
MO3UTUBHY BIANOBiAb HAa TECT
rocTpoi Ba30pPEaKTUBHOCTI Y
JITeH MOIOHO IO TOPOCIUX 3a
paxynok 3HmxenHs CpTJIA
>10 MM PT.CT. 10 JOCSTHEHHS
a0COJIFOTHOT'O 3HAUYCHHS
CpTJIA <40 MM pT.CT. 13
HiABUIIEHNM a00 HE3MIHEHUM

CB

Jonst iren 3 JIAT
pEKOMEH/IOBaHA TeparieBTUYHA
CTpaTerisi, IO TPYHTYEThCA Ha
ctparudikamii  puU3MKy  Ta
BIIIOBIII Ha JIKYBaHHS,
eKCTparojIbOBaHa 13 TaKoi XK y
JOPOCIHX, alle aJalToBaHa Jio
BIKY

Pexomenayerbcest
KOHTPOJIFOBATH BIAINOBIIbL Ha
nmikyBaHHs |y gited 3 JIAT
IUILXOM IIOCIIIOBHOI OIIIHKHU
MaHenl JaHuX, OTPUMaHHX I3
knaiHigHOT  omiHkd,  ExoKI
OIIIHKHU, O10XIMIYHMX MapKepiB 1
TECTIB Ha  NEPEHOCHMICTh
(hIBUYHMX HABAHTAKCHb

JlocsTHEHHST Ta MIATPUMAHHS
npod LTI HU3BKOTO PUBHKY CI1]
po3risimaTH K aJIeKBaTHY
BIAMNOBIAb HA JIKyBaHHS JUIf
mirent 3 JIAT

PexomennyeTrbcs  mpoBOAUTH
CKPHUHIHT HEMOBJIAT 3
OpOHXOJIETEHEBOIO UCILIA3IEI0
Ha JII'

v HEMOBIIAT 3
OpPOHXOJIETEHEBOIO JTUCIIA3IEI0
ta JII' (abo 3 pusukom
BUHUKHEHHSI) Tepea MOYaTKOM
tepanii JIAI' pekoMmenayeTbcs
JIKyBaHHS 3aXBOPIOBaHb
JIeTe€Hb, BKJIIOYAIOYH TIMOKCIO,
acmiparlito Ta KOPEKIIif0
CTPYKTYpPHUX 3aXBOPIOBAaHb
TUXaTbHUX TMUIAXIB, a TaKOXK
ONTUMI3AIlis pecmipaTopHOi
MiATPUMKH
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Crnin  BpaxoByBaTH, IO Y
HOBOHAPO/DKCHUX 1 HEMOBJIST
IIarHOCTHYHUNA 1
TepaneBTHUHUN miaxig mo JII
BIZIPI3HAETHCS BiI MiIXOIy 0
CTapImIuX JIiTeH 1 JOPOCIHX,
BKJIIOYAIOYH 1 YaCTUH 3B SI30K 13
PO3BUTKOM CyOIMHHHX  Ta
napeHXiMaTO3HUX
3aXBOPIOBAHb JICTCHb

ITa

JTI, i

OB’si3aHa 3 ypa:KeHHSM JIiBHX BijIij1iB ce

st (pexoMenaaniina Tadauns 22)

KIIC pexomennoBaHa mpu
nino3pi Ha JII' y mamieHTiB i3
ypaxenusm JIBC, skmo we
JI0TIOMarae MpUHHATH PIlICHHS
1010 JTIKyBaHHS

KIIC peKoOMeHI0BaHa
HamicHTaM 13 TSHKKOIO
TPUCTYJIKOBOIO PETypTiTAIlIETO 3
abo 6e3 ypaxenus JIBC mepen
XIpypriyHUM abo
IHTEPBEHIIIMHUM BiJHOBJICHHSIM
KJIaraHa

[TamiesTu 3 JIT,
acoIiiOBaHOIO 3
ypaxennsim  JIBC (JIT'-
3JIBC), Ta  TsHKKUM
MpEeKAUIIPHAM
KOMIIOHEHTOM, Ha IO
Bkazye Bucokuu JUJII
ta/abo Bucokuit OJIC,
MMOBUHHI OyTH
HarpaBJICHI 1o
excrieptHoro ueHrpy JII'
JUTSL IPOBEJICHHS TTIOBHOTO
1arHOCTHUYHOTO
00CTE)KCHHS Ta
1HAMB1AYaIbHOTO
ni100py JIKyBaHHS

ITa

[Tamientam 13 ypaxkenasm JIBC
Ta mino3poto Ha JII' 3 o3HaKaMu
TSKKOTO MIPEKaIITPHOTO
KOMIIOHEHTa Ta/ab0 MapKepaMu
nuchyHKIIl TIII
PEKOMEH/I0BAaHO  HaIlpaBJICHHS
no uentpy JII' nis mpoBeneHHs
[IOBHOTO IIarHOCTUYHOI'O
00CTEXEHHS

[Mamientam 13 ypaxenusm JIBC
Ta KOMOIHOBaHOIO
noctkanuisipaoro JII' 3 TsoKkuM
NpeKaniispHUM KOMIOHEHTOM
(manpuknazn, OJIC >5 ox. Byna)
PEKOMEHIY€ETHCS
IHAMBIAYaNbHUM  TAXIA 70
JTIKyBaHHS

V nanienTi 3 JII' 1 nexinbkoma
(akTOopamMH PU3HKY ypaskeHHS
JIBC, sKi MaroThb HOpPMaJbHHMA
T3JIA y cnokoi, ane y fAKuX
CIIOCTEPIraeTbcsk HE HOpMaJlbHA
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peaxiiist Ha ¢di3uune
HaBaHTAXCHHS abo Ha
MPOBOKAIIII0  HABAHTAXEHHSIM

pimuHOIO, Ta SKi JIKYIOTbCA
JTIKapCBKUMHU  3aco00aMu ISt
JIAT, PEKOMEHAYETHCS
peTeabHUI MOHITOPHHT

H VY mamientiB i3 JII' mpu KIIC,
FPaHUYHUM T3JIA (13-
15 MM pT.CT.) Ta O3HaKamu
CH30®B wMoxHa po3risnatu
JOJIaTKOBE  TECTYBaHHSA 3
(GI3UYHIM HaBaHTAXKEHHSIM a00
MIPOBOKAIIIEI0  PIAMHOI0, 100
BUSIBUTH MTOCTKanusipay JII'
JIT', moB’si3aHa i3 3aXBOPIOBAHHSAM JiereHb Ta/a00 rinokcieio (pekomenaamiiina tadanns 23)
II ExoKI' pekomengoBana Sxmo € mmo3pa nHa JII' y
TUTS HEIHBa3UBHOI HaIicHTIB 3 3J1,
JIarHOCTUYHOI OITIHKH 3 PEKOMEHIYEThCS MPOBECTU
npuBoay JII' y marieHTiB ExoKI™** Ta inTepmnperyBaTu
13 3aXBOPIOBaHHSIM pe3yiabTaTH B TOEAHAHHI 3
nerens (3J1) BH3HAYEHHSIM Ta30BOTO CKJIATy
kpoBi, ®3]], BKIOYAIOYH
DLCO, i KT
I1 OnTuManbHe JIIKYBaHHS VY mnamientiB 13 3JI 1 migo3poro
OCHOBHOTO 371, Ha JIr PEKOMEHTYEThCS
BKJTIOYAIOYH TPUBAITY ONTUMI3yBaTH JIIKYBaHHS
tepamito O2 y MaiiexHTiB 3 OCHOBHOTO 3aXBOPIOBaHHS
XPOHIYHOIO TIIMOKCEMIEIO, JIeTeHb 1, 3a IOKa3aHHIMH,
PEKOMEH/I0BaHO rinoKceMii, po3iamiB JUXaHHS
natienram 13 JII'-3J1 yBl CHi Ta/ab0 albBEOSIPHOT
riOBEHTHIIALIT
I1 Hanpasnenus bi (o) [Tamientam 13 3JI 1 migo3poro Ha
€KCIIEpPTHOIO LEHTPY TsokKy JII' a0 konu He sicHO uun
PEKOMEHIyEThCS HEoOXiIHO [IpU3HAYaTH
narienTam 13 ExoKI cneuudiuny  tepanmito  JII,
o3Hakamu  Tspkkoi  JIT PEKOMEHZIOBAHO HAIpaBIICHHS
Ta/abo TSDKKOT 10 HeHTpy JII****
mucynkii [T
H V namientis 13 3J1 1 TSDKKOIO
¢dopmoto JII' pexomeHmoBaHUM
IHAMBIAYaNbHUM  TAXIA 70
JTIKyBaHHS
H PexomeHnnoBaHO ~ HaAmpaBISTH
BigmoBigHux namieHTiB 13 3J1 1
JII' Ha OUIHKY MOXJMUBOCTI
nposeaeHHs TJI
IT KIIC He pekoMeHay€eThCs [Mamientam 13 3J1I 1 migo3poro Ha

npu mino3pi Ha JII'-3J1, 3a
BUHSATKOM  BH3HA4YEHHS
cTpaTerii TIKyBaHHS
(Hampuknan, TJI,

JII' peKOMEHIOBAHO MPOBOIUTH
KIIC, sKmo ou4iKkyeTbes, IO
pe3yJbTaTh JIOTIOMOXKYTh
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JIbTEpPHATHBHI J1IarHO3H,
taki sk JIAT abo XTEJT,
MOTEHIIfHE  3aTy4eHHs
Ji(o) KJIIHIYHOTO
JOCITJPKECHHS)

OPUNAHATH ~ PIMIEHHS  LI0J0
TIKyBaHHS

JlikyBaHHS HTUTAIAHIM
TPETPOCTHHLIOM MOXHA
po3risiHyTH 'y manieHTiB 3 JII,
noB’si3aHot0 3 [3J1

3acTocyBaHHs aMOpi3eHTaHy He
PEKOMEHYEThCS TAIlieHTaM 13
JIT, OB’ SI3aHOTO 3
11IOTIaTHYHUM JIETEHEBUM
hi6po3zom

3acTocyBaHHSI pIONUTYaTy He
PEKOMEHIYEThCS TAIlieHTaM 13
JIT", moB’s13an0¥0 3 1111

XTEJIT ta XTE3JI 6e3 JIT' (pexkomenaaniiina taéanus 24)

I1 JloBiuHa Veim mamierram 13 XTEJIT
AQHTHKOATYJISTHTHA PEKOMEHJ0BaHa JOBIYHA
Tepamisi PEKOMEHJI0BaHA AHTUKOATyJsSIHTHA Tepamisi B
BCIM MaricHTaM 13 TEepaneBTUYHHUX J103aX
XTEJIT

H [Tamiearam 13 XTEJI

PEKOMEHIOBAaHO TECTyBaHHS Ha
anTudochominiganil CHEAPOM

H ITamiearam 13 XTEJI Ta

antudocdomimiagamM
CHHIPOMOM  PEKOMEHJIOBaHa
anTukoarynsuis ABK

I1 Pekomennyerbcs, 100 Pexomennyerscsi, 100  yci
yci mauienta 3 XTEJIT naiienty 3 XTEJII'  Oynu
MIPOXOTUITH OIIHKY orisiHyTi komangoro XTEJI
Mpare31aTHOCTI, a JUISL OL[IHKU MYJIbTUMOJAILHOTO
pIIEHHS WIOJO IHIIMX JIKyBaHHS
cTpaTerii JIKYBaHHS
npuiMana
MDKAMCIUILITIHAPHA
rpyna eKCrepTiB

IT Xipypriuna JITE 13 JTE  pexomenayerbcs  sIK
3YMHMHKOIO KPOBOOOIrY Ta Tepanisi BUOOPY Ul NAlli€HTIB
Ha ¢oHi rImo0oKo1 13 XTEJII' Tta ¢iOpo3aumMu
rinoTepmii o0CTpyKIiAMHU JIETEHEBUX
pEeKOMEeHI0BaHa aprepiii, JOCTYITHHX bi (o)
natienram 13 XTEJID BHUAJIEHHA XIpypriuyHuM

HUIIXOM

I1 Brpyuanns BJIA wmoxe BJIA PEKOMEHI0BaHA
po3rasAaTuCs y marjieHTaM,  fKi  TEXHIYHO
MAIIEHTIB, K1 € TEXHIYHO HeomepabenbHi ab0  MarTh
HeornepalOenbHuUMH 200 3aJINIIKOBY Jr micis

MaroThb HCCIIPUATIINBC

nposeneHoi JITE ta pucranphi
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CHIBBIHOIIEHHS KOPHUCTI
10 pusuky JITE

Piomuryar
PEKOMEHIOBAHO
CUMIIMTOMHHUM
narieHTaMm, Aki - Oymnu
Kinacu(ikoBaHi TPYHOIO
cremiamictis 13 XTEJIT,
JI0 CKJIaly SIKO1 BXOJUTh
MpUHANMHIL OJIUH
TOCBIUEHHUH Xipypr, M0
npoBouTh JITE, sk Taki,
10 MarOTh EPCUCTYIOUY/
peunauBytouy  XTEJIT
TiCIIst XipyprigHOTO
JKyBaHHS abo
Heonepabenpny XTEJIT

oOcTpyKIii, $Ki MiAAaIThCS
BJIA
Pionuryar  pexomeHmoBaHUI

JUIS. CHMITOMHHMX TAIlIEHTIB 3
HeonepabensHoro XTEJIT a6o
HEPCHUCTYIOUOTO /

permauBytodoro JII™ micns JITE

Pexomenayerbcest TpUBaje
cnoctepexkenss micist JITE Tta
BJIA, a Takox y TaIli€HTIB 13
BcranoBieHoo XTEJI, sxum
MPU3HAYEHO MEIMKAMEHTO3HE
JIKYBaHHS

Bapto PO3TJISIHYTH
MYJIBTUMOJAIBHAN TAX1A s
marieHTiB 13 crifikoro JIIM micis
JITE Tta 'y nmarmiedtriB 3
HeonepabenpHoo X TEJIT

IIa

V marientis 13 XTE3JI 6e3 JII'
CIIJ PO3TJISIHYTH MOJIHMBICTh
TPUBAJIOI  AHTUKOATYJISIHTHOL
Tepanii Ha  IHAWBIAYyaJIbHIN

OCHOBI*****

IIa

JITE a6o BJIA cuix posrasgaTu
y OKpeMHX CHUMIITOMHHX
marieHTis 13 XTE3JI 0e3 JII'

IIa

TpenpocTuHin MIJIIKIPHO
MO>KHA PO3IIIAJaTH y MAIli€HTIB
H-1v ®K  BOO3 13
HeonepabensHoro XTEJI abo
criiikoro/peunuByrodoro  JII'
nicis JITE

b

3acTocyBaHHs

TKapChbKUX 3aco00iB,
cxBanenux g JIAL, He
3a NpU3HAYEHHSIM, MOXKeE
Oyru  pO3IJISHYTO Yy
MAI[IEHTIB 3
CUMIITOMaMH, SIKi Oynu
kinacuikoBaHi SK Taxi,
110 MaroTh
Heonepabensny XTEJIL,

b

3acToCyBaHHs JTKapChKUX
3aco0iB, cxBajeHux g JIAT,
He 3a npusHadeHHsM (off label),
MOXKe po3rIsaaTUCs y
CUMITOMHUX  TAIlIEHTIB 13
HeonepabensHOrO0 XTEJIT

b
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rpynoto  XTEJII, no
CKIIaly SKOi BXOAUTh
MpUHANMHIL OJIUH
JOCBITYCHHUH XipypT, IO

BUKOHY€ JITE

VY marieHTiB 3 HeonepadbeTbHOIO
XTEJII' MoOXHa pO3risHyTH
MPU3HAYCHHS KOMOIHAaIi1
crumynsitop pl K/id/IE-5, AEP
abo HapeHTePaIbLHOTO
BBEICHHS aHaJIOT'IB
IPOCTALMKIIHY

b

BJIA MoxHa pO3IISHYTH Yy
TEXHIYHO onepadenbHUX
NAIIEHTIB 3 BHUCOKOIO YacTKOIO
IUCTAIbHUX YpaKE€Hb 1
HECIIPUATIUBUM
CHIBBIAHOILIEHHSAM
pusuk/kopucth st JITE

b

Ient

u JIT' (pekomeHnaauiiina T

a0us 25)

PexomennoBano, mo0 IEeHTpH
JII" Benu peecTp Nalli€HTiB

PexomenaoBano, mo6 MeHTpU
JIT CHIBITPAIIOBAIIH 3
acorjarisiMH HaricHTIiB

Crnig po3TasSHYTH MOYJIUBICTh
aKpeauTanii LIEHTPIB JIT
(mampukiam,
https://ec.europa.eu/health/ern/a
ssessment_en)

IIa

Cnig BpaxoByBaTH, IO
pedepeHTHUH TIEHTP Mae
CrocTepiraTu
II[OHAalMEHIIIE 50
namieHTie 3 JIAIT abo
XTEJII 1 Tako> MOBUHEH
Ha MicAllb PEeCTpyBaTH,
MpUHAMHI, JIBa HOBHX
MHaLIEHTH 13
JOKYMEHTAJIbHO
MIATBEPKEHOIO
abo XTEJII"

JIAT

ITa

JIT IMOBUHHI
criocTepiratu JOCTaTHIO
KUIBKICTD MAaIi€HTIB, abu
MiATPUMYBaTH JIOCBIZ
(mpunaiiMHi 50 TAaIli€HTIB 3
JIAT abo XTEJIT 1
HIOHAliMEHIIle  Ba  HOBHUX
[aLl€HTH 3
3amokymenTtoBanoro JIAIT abo

XTEJIl', HanpaBlieHUX Y UEHTP,

Hentpu

Ha MICSIIB), a TaK0XK
PO3TIISHYTH MO>KJIABICTH
HAJNaro/DKEHHS  CHiBIpari 3

HEHTPaMU 3 BEJIUKOIO BUOIPKOIO
MaIicHTIB

IIa

ABK - anraronictu Bitaminy K, AEP — anTaronictu ennoreninoBux penentopiB, AT — aprepianbHHIA THCK,
BAII — 6anonna anriomnactuka, BKK — Grokaropu kanbuieBux kaHaniB, bPAIl — 6mokaTopu peuenTtopis
anriorensuny I, BAIl — Bimkpura aopransHa mporoka, BBC — Bpomxena Baga cepus, BIJI — Bipyc
imyHogediuuty moauau, BOXJI — BeHookmioziliHa xBopoba nerenb, I'JIK — remanriomaros nereHeBux
karisipis, JJIIT — miacromiunmit nereneBuit rpamient, JAMIII — nedekr mikmepencepaHoi meperopoaku,
JIMIIIT — nmedext MikuutyHoukoBoi meperoponku, ExoKIT — exoxapmiorpadis, €TK — €Bpomneiicbke
TOBapHUCTBO Kapuionoris, 3JI — 3axBoproBanHs jerenb, 3CT — 3axBoproBaHHS cnonydHoi TKaHuHH, 1AIID —
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iHribiTOpH aHTrioTeH3nHNepeTBoproodoro pepmenty, 13J1 — inTepcTuianbHe 3axBOproBaHHs Jereds, 11 —
imionaTU4Ha iHTEepcTUIlianbHa mHeBMOHis, [JIAI" — imiomatnyna jerenesa rineprensis, iH3KTI2 — inriditopu
HAaTPIH3AIOKHOTr0 KOTpaHcmopTepa rimoko3u-2, idJIE-5 — inriditopu docdomiecrepasu 5, IXC — imemiuna
xBopoba cepus, KIIC — xarterepmsanmis mnpaBux Bignim cepus, KPHT — xapmiopecmipatopHuit
HaBaHTaxXyBabHHH TecT, KT — komm’rorepHa Tomorpadis, JIA — nereneBa aprepisi, JIAI' — nerenesa
aprepianbHa rineprensis, JIBC — miBi Bigminu cepus, JII' — nereneBa rineprensis, JIT-3JIBC — nerenera
rimepTeHsisi, acoliiioBaHa i3 3aXBOPIOBAaHHSM JiBUX BimuutiB cepus, JII'-3J1 — nereneBa rimeprensis,
acoriioBana i3 3axBoproBaHHsiM Jeredb, JITE — nereneBa TpomOenmaprepioekromiss, MHYII — mo3koBwmii
HaTpiltyperrnunmii nentua, MPT — marnitHo-pe3oHancHa Tomorpadis, H — HoBe, HKMHVYII — N-kinueBuit
MO3KOBHI1 mpo-HaTpiypernunuii nentua, Ox. Byna — omunung Byna, OJIC — omip nererneBux cyaus, I1 —
nepersin, [T — npaBuii mmyHouok, pI'K — po3unnna ryaninaruukiasa, CB — cepuesnii Bukun, CH — ceprieBa
HenocratHicTh, CH30MDB — ceprieBa HemocTaTHICTH 31 30epexkeHoro gpakuicto Bukuay, CpTJIA — cepenHiit
THCK B JiereHeBiit aprepii, CC — cuctemuuii ckinepo3, T3JIA — THCK 3aKIMHIOBaHHS B JIereHeBUX apTrepisx, TJI
— TpanciutanTais yeredb, @31 — ynkuis 3oBHimHbOro auxanus, @K BOO3 — dyHkuionansHuid Kiac 3a
knacudikamiero BceecBiTHboi opranizanii oxoponu 3aopos’si, XTE3Jl — xponiune TtpomOoeMOoIiuHe
3axBoproBanHs JiereHb, X TEJI[' — xponiuyna TpomOoemOoiiuHa nerenesa rineprensis, LLITP — mBuakicTs
TpuKycHiganbHoi perypriraiii, DLCO — mudy3iiiHa 31aTHICTh JIETeHb, OI[IHEHA 3a JIOIIOMOT 00 MOHOOKCHTY
Byrieio, O2 — inransiis kucHeMm, SARS-C0V-2 — Tsbkkuii roCTpUld pecIipaTopHuii CHHAPOM, KOPOHABIpYC-
2, 6-XT — TecT MIECTUXBUIIMHHOI XOIbO0H.

* — CepIieBo-JIereHeBi CyMyTHI 3aXBOPIOBAHHS TIEPEBAXKHO 3yCTPIUAIOThCS Y JITHIX MAIIEHTIB 1 BKIFOYAOTh
¢daxropu pusnky CH30DB, Taxi sik oxxupinHs, aiader, imeMidHa XBopoda ceplis, TinepToHis B aHaMHe31 Ta/abo
Hm3skuit DLCO.

** — TlovaTkoBa MoTpiliHa KOMOIHOBaHAa Teparlis, BKIIOYAIOYM B/B/T/II. AHAJIOTH MPOCTAIUKIIHY MOXHA
TaKOX PO3TJSIHYTH y TMAIIEHTIB i3 TPOMDKHUM PH3UKOM, aje 3 CEpHO3HUMH MOPYIICHHSIMH TeMOJIUHAMIKH
(wanpuxnan, TITIT >20 mwm pr.cr., I <2,0 w/x8/m?, TYO <31 m/m? ta/a6o OJIC >12 on. Byna).

*** — OMiHKy B imeai CiIiI TPOBOJANTH, KOJIM TAITIEHT € KIIHIYHO CTa0LThHUM, OCKLTBKH 3arOCTPEHHS MOXYTh
3ga4Ho masummt TJIA.

F**% _ 11 peKOMEHIaIisI He CTOCYETHCS MAIli€HTIB 13 TePMiHATBHOIO CTATIE€I0 3aXBOPIOBAHHS JICTCHb, SIKI HE
BBAKAIOThCA KaHaumaTamu Ha TJL

FxxA* — JIOBroCTpOKOBA aHTHUKOATYJSHTHA Tepallis PEKOMEHIOBaHA, KO pu3uK penuauBy TEJIA €
MPOMIKHMM a00 BUCOKMM a00 KOJIM B aHAMHE31 HeMa€e BEHO3HOT TpoMO0eMOoTii.

Komenmap pobouoi 2pynu: na momenm po3poOKu KIIHIYHOI HACMAHOBU
JUKApPCLKI 3ac00U enonpocmeHnol, celeKCunaz, MayumeHman ma mpenpocmuHil
Ykpaini ne 3apeccmposani.

Bokc 3. HoBi pexkomenaanii, po3po0Jieni 3a nonomororo aaroputmy GRADE
Evidence to Decision framework

Ouinka

Pexomengamii AxicTs HapiiinicTs Kaac PiBenn
JAOKA30BOI | peKOMeHJauiil | peKoMeHAauil | 10Ka30BOCTI
0asu

[Namienram 3 | Hu3pka YMoBHO B

IJTAT/CJIAT/JIATJIT, siKi MaroTh

HU3bKUH a00 MPOMDKHUM pHU3UK

CMepTi, pEeKOMEHI0BaHa

MoyaTKoBa KOMOIHOBaHa Tepartis

1®JIE-5 Ta AEP

IIpu3HaueHHA 1IDJIE-5 y | Hu3bka YM0BHO C

narienTis. 3 CH30PB Ta

130JIbOBAaHOI0  TIOCTKAMUIIPHOIO

JII' He pekOMeHT0BaHe
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iIOJIE-5 moxna posrsimatu y | dyxe YMOBHO b C
mamiedTiB 13 Tsokkoro  JII, | HUM3bKa

II0B’513aHO0 3 I3]1

(iHIMBiTyambHE MPUAHATTS

pimens y nenrpax JII)

3acTocyBaHHs 1IDJIE-5 y | HAyxe YMOBHO C

narienTis 3 13J1 Ta versoxkkoro JII' | HU3bKa
HE PEKOMEHJIOBAHE
[Mamiearam 13 XTEJIL, sxi e | dyxe YMOBHO ITa B
KaggugatamMu  Ha  BJIA, 1o | HU3BKaA
MPOBEJICHHST  BTPYYAaHHS  CIIiJ

PO3TIISTHYTH MOXJIHBICTh
MPU3HAYCHHS MEIUKaMEHTO3HOT
Teparii

AEP — aHTaronict enjporemiHoBux peunentopiB, 13J1 — iHTepcTuIlianbHe 3axBoproBaHHs JereHb, IJIAIT —
iionaTHYHa JiereHeBa aprepianbHa rinepren3is, i®JIE-5 — iuriditopu dochomiecrepazu 5, JIATJT —
JITeHEeBa apTepianbHa TiepTeH3is, OB’ sA3aHa 3 MPUHOMOM JTIKAPChKUX 3ac00iB 1 TokcHHIB, BJIA —6anonHa
nereHeBa aHriomiacruka, JII' — nerenepa rimeprensisi, CJIAI — cniajikoBa JiereHeBa apTepiaibHa TilnepTeH3is,
CH30®B — ceprieBa HeqocTaTHICTSD 31 30epexenoro gpakiieto Bukuay, XTEJI — xponiuna TpoMboeMOo0iuHa
JieTeHeBa TilepTeHsis.

2.2. MeTonu

Y 1mux MEeTONUYHUX pEKOMEHJAIiAX Oyl0 BHUKOPUCTAHO TPU OCHOBHI
METOOJIOTTUHI MIIXOIH, SIKI TOAUICHO 3aJICKHO BiJl TUITY MMUTAaHb, 110 PO3TIISIA0THCS

1) Yotupu nuTaHHs, SIKI BBOKAJIKCS YK€ BaXIUBUMH, OyiIu cHOpMyJIbOBaHI y
dopmati [IJIKII Ta ormiHroBanmMCs 3a JOMOMOTOI MOBHUX CUCTEMAaTUYHUX OTJISIB 1
3actocyBaHHs nigxony Grading of Recommendations, Assessment, Development, and
Evaluations (GRADE) [2] B pamkax nigxony Evidence to Decision (Bif 10Ka30BOCTi
no pimenns — EtD) [3] (nuB. nomatkoBi gaHi, po3ain 2.1 Ta JomoMibKHI MaTepiaau IJis
MOBHOTO OMUCY MeToAoJorii). OTpumaHi pekoMeHaailii Oyau OIiHeH1 K CUIbHI ab0
YMOBHI Ha OCHOBI YOTHPHOX MOTEHIIIMHUX PIBHIB JOKA30BOCTI (BUCOKHM, IIOMIPHHIA,
HU3BKMKM a00 ayxe Hu3bkuid,; Tadmuii 1 1 2). Yci unenn poOodoi rpynu CXBaIHIH
pexomenpaiii. Kpim Toro, 1mi pekoMeHpamii TakoX OylI0 TpeICTaBIeHO Ta
MIPOTOJIOCOBAHO BIAMOBIMHO A0 3BU4aitHOTO minxony €TK.

2) Ilo BichbMOM 3amUTaHHSAM, SKi BBAXKAIHCS KIIOYOBUMH (KJIFOYOBI OMUCOBI
MUTaHHS), OyJI0 TMPOBEAEHO OIlIHKY 3a JOMOMOTOI0 CHCTEMATHYHOTO TMOIIYKY
JmiTepatrypu Ta 3acTtocyBaHHs cTpykTypu EtD [6]. Orminky moka3iB TPOBOIUIH
BiMOB1IHO 110 3BU4YaitHOTO Migxony €TK.

3) Pemrta nmutanp, 1Mo CTAaHOBIATH IHTEPEC, OLIHIOBAIH 3a JIOMIOMOTOIO MPOIIECY,
SAKUW 3a3BUYail BUKOPUCTOBYETHCS s po3poOku pekomeHpamin €TK. bymo
MIPOBENICHO CTPYKTYPOBAHUH MOMTYK JITEPATYPH Ta CTBOPEHO TAOJINIII OIIHIOBAHHS, SIK
MOKa3aHo B Ta0auIsX 3 14, mo06 onucaTy piBeHb BICBHEHOCTI HaJaHO1 peKOMEH 1Al
Ta SKICTh JIOKA31B, IO MiATBEP/KYIOTh peKoMeHaAallit0. Poboya rpyma o6ropoproBaia
KOXKEH MPOEKT PEKOMEHJAIlli Mmil 4ac BeO-KOH(EpeHI[Il, MPUCBIYEHUX KOHKPETHUM
po3auiaM, Micis 4oro OyJlo BHECEHO KOHCEHCYCHI 3MIHM Ta MPOBEICHO OHJIalH-
TOJIOCYBaHHS IIIOJI0 KOXXKHO1 pekomeHparii. /o HacTaHOB Oyio BKJIIOYEHO JIMIIE Ti
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Kl MATpUManu npuHaiiMHi  75% uneHiB  poOodoi rpyIu.

Pexomennaniiini Ta0auii Oyiau NOo3HA4YEH1 KOJIbOPOM JIJISl 3pyYHOCT] TIIyMayeHHS.

Taoauus 1. Cuia pekomenaaniii BianoBigHo 10 GRADE

Cuna pexkomeHnaauii

OO0rpyHTyBaHHA

CunpHa peKOMEH/AIIS «3a»

I'pyna BmeBHeHa, MmO OaxaHi NEPeBaXYIOTh HeOaKaHI
edexTn

YMOBHa peKOMEHIAIIS «32%

I'pyna MeHm BrieBHeHa, 1m0 OakaHi IepeBaXyIOTh HeOakaHi
edexTn

YMoBHa peKOMEeHAALlIS «IIPOTH»

I'pyna menmn BrieBHEHa, 110 HebaXkaHi e(HEeKTH NEPEBAXKYIOTh
OaxkaH1 epeKTn

CunbpHa pekoMeHAalLlis «IIPOTH»

I'pyna BneBHeHa, 1m0 HebGakaHi €PEKTH MepeBaKaroTh HAJl
OaxaHuMU edexraMu

He pexomenioBano

JIOCTOBIpHICTh pe3ynbTaTIB MOXKE OYTH IyKe HU3BKOIO aOH
JaBaTH PEKOMEHJallito, ad0 KOMIIPOMIC MK OaXKaHWMH Ta
HeOaxaHUMU eeKTaMH OYEBUIHO 30aTaHCOBaHUH, a00 JaHi

BIJICYTHI

AnanroBano 3 Jlopigauka €PT mjs KINHIYHUX OIPaKTUYHUX PeKoMeHaarii [4].

Taoauus 2. OuiHKH SIKOCTi J0Ka3iB Ta iX BU3HAYEeHHH [5]

SkicTh BuznaueHHsi

Bucoxuit Mu nyxe BIeBHEHI, IO peabHUI €eKT OIM3bKHUil 10 HOro OIIHOYHOTO

[Tomipaui#i | Hamra noBipa 10 O1iHOYHOTO €(eKTy € MOMIPHOIO: peaibHUi edeKT, BIpOTiaHO 110,
ONM3BKHI 10 OIIIHOYHOTO, ajie¢ ICHYE BIPOTIAHICTh, IO BIH MOXE CYTTEBO
BIIPI3HATHUCS

Huspkmit | Hama goBipa mjst OmMiHKH €PEeKTy € 0OMEKEHOI0: pealbHUi €(eKT MOXKE CYTTEBO
BIJIPI3HATHUCS BiJl OIIHOYHOTO

Hyxe Mu ny>xe Majio BIIEBHEHI B OI[IHOYHOMY €()eKTi: peanbHui epeKT, UMOBIPHO, CYTTEBO

HU3BKUNI BIJIPI3HAETHCS BiJl HOTO OIIIHOYHOTO

Taoauns 3. Kinacu pekomenaaiiii

Busnayenns CJI0BO /17151 BHKOPHCTAHHS

Kitac | JloxazoBa 0a3a Ta/ab0 3arajgpbHa 3roja EKCIIEPTIB
CTOCOBHO TOTO, 1110 JIAaHE JIIKYBaHHSI YH MPOIEaypa €
KOPHUCHHUMH, MMOTPIOHUMH Ta €PEKTUBHUMU
Kmac 11 CynepeusnBi AaHi 4d AYMKHU IIOJ0 KOPUCTI i €(eKTUBHOCTI JIKyBaHH/TIPOLEAYpHU
a60 po30DKHICTD Y TyMKaXx 1100 KOPUCTI/€EeKTUBHOCTI JIKYBAaHHS UM MPOLIETYPH
Kmac I1a Bara JOKa3iB/TyMOK CXUIAE Ha | Ciig BpaxoByBaTH
KOPHUCTB/€(EKTUBHICTh
Kuac Ilb Kopucrte/edexTuBHICT, MeHII MiATBep/pKeHa | MoXHa po3risiHyTH
JTIOKa30BUMU JTaHUMHU/TYMKOIO
Knac III Jloka3u abo 3arajibHa 3rofla €KCHEpTiB i3 THUM, IO

JaHe  JIiKyBaHHs  abo  mpoleaypa He €
KOPHUCHOIO/€(DEKTUBHOIO, a B JESIKUX BHUMAJIKaX
MOJKe OyTH IIKIUIUBOIO

Taoauus 4. PiBHi 10Ka30BocCTi
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PiBenp mokazoBocti B | JlaHi, oTpuMaHi 3 OJJHOTO PaHIOMI30BAHOTO KIIIHIYHOTO JOCIHIIKCHHS
a00 BETMKUX HEPaHIOMI30BaHUX JOCIIIKEHb

PiBenb mokazoBocti C | KoHCeHCycHa JaymMKa eKCIepPTiB Ta/ab0 HEBENUKI JTOCIHIHKCHHS,
PETPOCTIEKTUBHI TOCTKEHHS, PEECTPU

3. BUBHAUYEHHSI TA KIIACU®PIKALISA

3.1. BuzHaueHHs

Busnauenns JII' OGa3yeTbcss Ha reMOAMHAMIYHIM OI[IHII 32 JOMOMOIOIO
karetepusanii npasux BinauiiB cepus (KIIC). Xoua remoamHamMiuHi mapamMeTpu €
IEHTPAJIBHUMH €JIeMEHTaMHu Ui xapaktepuctuku JII', KiHIEeBW# JiarHO3 Ta
Kkjacu@ikais MOBUHHI BIAOOpaXkaTH 3arajibHUi KIITHIYHUM KOHTEKCT Ta pe3yJbTaTu
BCIX MTPOBEJCHUX JOCIIIKEHb.

JII" BU3HA4yaeThCs 3a cepeiHiM TUCKOM B jiereneBiil aprepii (CpTJIA) Buuum 3a
20 MM pT.cT. B cnokoi (tabmung 5). Ile miaTBepmaKeHO MOCHIIKEHHSIMHU, B SIKUX
BU3HAYAJIM BEPXHIO MEXKY HOPMAJILHOTO THCKY B JiereHeBii aptepii (TJIA) y 3mopoBux
oci6 [7-9] Ta mocaiKeHHSIMH 3 BU3HAYEHHS TPOTHOCTUYHOTO 3HAYCHHS M1ABUIIICHHS
TJIA (xmrodoBuit Hapatus 1, momaTkoBi gaxi, po3ain 3.1) [10-12].

Ile € cyrreBuM BKIIOUYaTH orrip jereneBux cyauH (OJIC) Ta THCK 3aKJIMHIOBAHHS
nereneBoi aptepii (T3JIA) mns BuzHaueHHs npekanuisipHoi JIIT B mopsaky
BIJOKPEMJICHHSI CHUTyalld 3 migBuieHHsM TJIA mpu CyIMHHHUX 3aXBOPHOBAHHAX
JIETeHb Ta IIPH 3aXBOPIOBAHHIX JTiBUX BiaainiB cepiis (3JIBC), minBuineHH1 iereHeBOro
KPOBOTOKY a0o0 MiJIBUIIEHHI 1HTpaTOpaKaabHOTO TUCKY (Tabmuis S5). bazyrounch Ha
BIJOMHUX JIaHUX, BepXHs Mexa HopMmaiabHOro OJIC 3 HaHMWKYUM MPOTHOCTUYHUM
nmoporom € 2 oauHMIll Byma (ox. Byma) [7,8,13,14]. OJIC 3amexuTh Bin ILIOMNII
MOBEPXHI TiIa Ta BIKy, y JIFOACH MMOXWJIOT0 BIKY BIAMIYAIOTHCS OLIBII BHCOKI
Moka3HuKHU. JlocTymHI AaHi 1010 nmoporoBoro 3HadeHHs T3JIA s BilOKpeMIICHHS
npekanusipHoi Bix moctkamiasapHoi JII' € cymepeuwnuBuMu. Xo4a BBa)Ka€TbCs, M0
BepxHbOt0 Mexero T3JIA mae Oyt 12 mm pr.cT. [15], momepenHi pexomeHmarii
€BpONEHCHKOTO ~ TOBApHCTBA  KapJi0JIOTiB/€BPOMEUCHKOTO  pPECcHipaTOPHOTO
toBapuctBa (€TK/€PT) 3 miarnoctuku Ta mikyBanHs JII', Tak camo sIK 1 ocTaHHIA
KOHCEHCYC pekomeHpalii Acomiarii i3 ceprieBoi HemoctatHocti (CH) €TK [16],
BU3HAYAIOTH OUTBIIT BUCOKUU TOPIr sl iHBa3uBHOI aiarHocTuku CH 31 30epexeHoro
dpaxmiero Bukuay (CH30®B) (T3JIA >15 mm pr.ct.). B gomatok, maibxke Bci
TepaneBTU4HI AochijpkeHHss 3 JIAIT BUKOpPHCTOBYBaJIM TOTPAaHUYHE 3HAYCHHS
T3JIA <15 MM pr.cT. TakuM YHUHOM, PEKOMEHJOBAHUM € 30E€PEKEHHS BEIMYUHU
T3JIA <15 MM pT.CT. AJIg TPAHUYHOTO 3HAYEHHS MPU BU3HaYeHHI npekanusipaoi JIT'.
[Tpu mpoMy, iCHY€ yCBIIOMIIEHHS, IO MOTpaHudHe 3Ha4YeHHs s T3JIA moxe OyTu
YMOBHUM 1 MO0 TEBHWH ¢eHotum, (akTtopu pu3MKy, exokapmaiorpadiuni maHi,
BKIIFOYAO4YM po3Mmip JiBoro mepeacepas (JI[I), MoxyTh BpaxoByBaTHCS IIpH
nudepeHIiitoBaHH1 rpe- Ta noctkanuisipuoi JIT'.

Taoauusa S. 'eMoanHaMiuHI BUSHAYECHHS JIereHEBOI IinepTeHsii
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Busznayenns JII' XapaKTepuCTUKHU
Jr CpTJIA >20 MM pr.cT.
[pexaninspua JII' CpTJIA >20 MM pT.cT.

T3JIA <15 mm pr.cT.
OJIC >2 on. Byna

[MocTkaninspua JII CpTJIA >20 MM pr.CT.
T3JIA >15 mm pr.cT.
[301p0Bana noctkanutsipaa JII' OJIC <2 on. Byna
KombinoBana nocTkanuripHa ta npekanuiapaa JII' | OJIC >2 ox. Byna
JII mpu (pi3MuHOMY HaBaHTaKEHHI1 Haxun (slope) mpsimoi CpTJIA/XOK  mix

CTaHOM CIIOKOIO Ta MpH (PIBUUHOMY
HAaBAaHTAXKEHH1 >3 MM PT.CT./J1/XB

JIT' — nereneBa rineprensis, oa. Byna — omunauig Byna, OJIC — omip sereneBux cyaut, CpTJIA — cepenniit
THCK B JlereHeBiit aprepii, T3JIA — tuck 3aknuHIoBaHHs jiereHeBoi aprepii, XOK — XBUIMHHKI 00’€M KpOBI.

[Mamientn 3 JIAI' remonuHaMig4HO XapaKTepuU3yrOTbes mpekamniuispHoro JIIT 3a
BIJICYTHOCTI IHIIMX MPUUYKH TpekanuisipHoi JII', Takux sk XxpoHiuHa TpoMOoeMOoTiuHa
JIT' (XTEJIT) Ta JIT', acomiiioBana 13 3axBoproBanHsM jerens (JI-3J1). Bei rpynu JIT
MOKYTh BKJIIOYATH Tpe- Ta MOCTKAIMUISIPHI KOMIOHEHTH, 110 CIIPUSIOTH MiJABUIIICHHIO
TJIA. OcobnuBo, y JIt0AeH MOXUIIOTO BIKY MOXKYTh OYTH MIPUCYTHIMHU JICK1IbKa CTaHIB
s po3Butky JII'. TlepBunna xknacudikariss Mae 06a3yBaTHUCS Ha JIOMIHYHOYHX
NPUYMHAX M1ABUIICHHS JIETEHEBOTO TUCKY.

[Moctkanunspua JII' reMmogmHaMiuHo Bu3HavaeThes sk migBuiieHHs CpTJIA Buie
20 mm pr.ct. npu T3JIA Outbme 15 mm pr.ct. OJIC BUKOPUCTOBYETHCS IS
BIJIOKpEMJICHHsI TAIIEHTIB 3 TocTKamisipHoro JII', saKi MaroTh MpeKanuIIpHUAN
kommnoHeHT (OJIC > 2 on. Bynma — xom6iHoBaHa moct- Ta mpekanuisipaa JII', Bin
narieHTiB 13 OJIC <2 ox. Byma — i3ompoBana moctkaminsgpHa JII'. Tlamientu 3
nigsumennm CpTJIA 6uteie 20 mMm pr.ct., ane 3 Hu3bkuMm OJIC (X2 ox. Byna) Ta
HU3bKUM T3JIA (<15 MM PT.CT.) 94acTO XapaKTepU3YIOThCS 30UTBIIICHUM JIETCHEBUM
KPOBOTOKOM Ta, X04a BOHHU 1 MaroTh JII', BOHM HE MiJIMamaroTh I KpuTepii mpe- abo
noctkamsipaoi  JII'.  Ile#t remMoguHaMiuHM CcTaH MOXKHA  ONHMCATH  SIK
«uexnmacudikoBanay JII'. Tlamientn 3 «HekmacudikoBanow» JII' mMoxyTh maTu
BpokeHi Baau ceprs (BBC), 3axBoproBaHHsSI TEYiHKH, 3aXBOPIOBAHHS JIETCHb,
3aXBOPIOBAHHS JIUXAIBHUX NUISIXIB, TinepTupeoinu3M. KiliHiuHE CrocTepexeHHs 3a
UMW TIAIIEHTAMH € PEKOMEHJOBAaHWUM. Y BHWITAJIKy ITIBUIICHHS JIETEHEBOTO
KPOBOTOKY HEOOXITHO BUZHAYUTH HOTO €TIOJOTIIO.

VY 3B’s3Ky 13 THM, 1m0 rpynu JII', 3rigHo KiIiHIYHOT Ki1acudikarii, mpeCcTaBiIsOTh
co0010 pi3HI KIIHIYHI CTaHU, MOKYTh OYTH BUKOPHCTaHI JOJIaTKOB1 KITHIYHO-3JI€KHI
remoauHaMiuHi moporu (Hanpukiaa, ;s OJIC) mis iHauBiyaaTbHUX TPYIT MAIIEHTIB,
HE JMBJISYMCH HA 3arajbHI TMOPOTH JJIs reMoauHaMiuHoro Bu3HaueHHs JII' (ie
0OTrOBOPIOETHCS HUKYE Y BIIMOBITHUX PO3JILIax).

JIT ipu (pi3MIHOMY HaBaHTAKCHHI BU3HAYAETHCS K 30UIbIIICHHS Haxmiy (slope)
cuiBBigHomEeHHsT CpTJIA/xBunuHHui 00’eM kpoBi (XOK) >3 MM pT.CT./1/XB Mix
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CTAaHOM CIIOKOI Ta Mpu (i3UdHOMY HaBaHTaxeHHi [17]. Bemuunna wnaxuny
CpTJIA/XOK ny»e 3alnexuth Bia BiKy. [i HOpMasbHi 3HAYEHHS KOJIMBAIOThCA Bif 1,6
no 3,3 MM PT.CT./1/XB y B TmOJOXeHHI nexaun [17]. Benuumna Haxumy
CpTJIA/XOK >3 mM prt.cT. HEe € (Hi310JI0T1YHOIO I MalieHTiB BikoM <60 pokiB Ta
MOXE PIIKO 3ycTpidaTHCs y 3740poBHX 0ci0 Bikom >60 pokiB [17]. Ilatomoriune
migBuiieHdss TJIA mig yac HaBaHTaXEHHS AacCOIIIOETHCA 13 TIPIIMM IMPOTHO30M Y
MAI€HTIB 3 3aAUIIKOI0 TIPH (DI3MUHOMY HaBaHTa)KeHHI [18] Ta mpu TKKUX cepleBo-
CynuHHUX cTaHax [19-22]. Xoua 30uibmenuit Haxun cruiBigHomenHss CpTJIA/XOK
BHU3HA4Ya€ HE HOPMaJbHY I'€MOJIMHAMIUHY BIAMOBIAb Ha (PI3UYHE HABAHTAXKEHHSI, LIeH
NOKa3HUK HE J03BOJIsAE€ audepeHIlitoBaTu mpe- Ta noctkamisapuy JII. Benuunna
Haxwiy criBBigHomeHHs T3JIA/XOK > 2 MM pT.cT./JI/XB MOXKe Kparie JOIMOMOITH
BIIPI3HUTH Tpe- Bia noctkanisipuoi JII npu ¢iznunomy HaBaHTaxeHHi [23,24].

3.2. Knacudikauis

CrpykrypHa knacudikauis JII' 6azyerbest Ha pexomenaamisx €TK/€PT 2015 3
niarHocTuku Ta JikyBaHHs JII' [25,26] Ta Mmatepianax 6-ro BCECBITHBOI'O CUMIIO31yMY
3 JIT' [1] (Tabmums 6). 3aranpHOonpuifHATa KiaiHIuHA Kiacudikamis JIIT 3anumaerses
KaTeropM30BaHOI0 Ha KIIHIYHI CTaHH, sIKl acoritoroThes 13 JII, Ta Oa3yerbcs Ha
noai0HNX TaTo(di310J0TTUHUX MeXaHI3Max, KIIHIYHUX MPOsBaX, TeMOIUHAMIYHHUX
XapaKTepUCTUKaX Ta TEeparneBTUYHOMY BeleHHI (pucyHOK 1). OCHOBHI 3MIHU
CTOCYIOTbCS HACTYITHUX:

1) TIligrpymu «Ti, 0 HE BiANOBUIM Ha Ba30PCAKTHUBHHM TECT» Ta «3 TOCTPOIO
BIJIMOBIJIJII0 Ha Ba30peaKTUBHMUM TecT» Oynu ponmani no marieHtiB 3 [JIAILT [25,26].
JomatkoBo mo mamieHTiB 3 IJIAIY, nesxi mamientn 13 cnagkoBoro JIAIT abo
1HAYKOBAHOIO JIIKAPCHKUMHU 3aco0aMH Ta TOKCMHAMH MOXYTh MaTH IO3UTHUBHY
BIJINOB1/Ib HA Ba30PEaKTUBHUI TECT.

2) TI'pymu «JIA' 3  o3HakaMd  BEHO3HO/KAMUIAPHOIO  3ay4EHHS
(BeHookI031iiHa xBOopoOa sereHp (BOXJI)/nereneBuil KamuisipHUN TeMaHTi0MaTO3
(JIKT))» Ta «miepcuctyroua JII' HoBoHapomxeHux» Oynu BratodeHi y rpyny 1 (JIAT) y
nopiBHsAHHI 13 pekoMmeHaarismMu €TK/EPT 2015 3 miarHoctuku Ta nikyBanHs JII'
[25,26] Ta BIANOBIIHO A0 MaTepialiB MOMEPEIHBOTO 6-TO BCECBITHHOIO CUMITO31yMY 3
JIT [1].

3) 3amicTh 3araJbHOTO TEPMIHY «IOPYIICHHS JUXaHHSA IIiJ] Yac CHY»
3aCTOCOBAaHO TEPMIH «TIMOBEHTHIAIIMHUN CHUHAPOMY» JIA TAIEHTIB Tpymu 3, 110
omucye cTanu 3 migBuieHuM pusukom JII'. CamocrtiiiHe HIYHE OOCTPYKTUBHE alHOE
cHy 3arajom He € nmpuunHoro JII', ane JII' € yacToro y marfieHTiB 3 TIMOBEHTHIIAIIIHHIM
CUHAPOMOM Uepe3 JICHHY TilepKaIHifo.



45
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Pucynok 1. IlenTpanbHa innocTpanis

BKK — Gnokaropu xanbLieBux kanaiuis, 3JI — 3axBoproBanHs Jierenb, 3JIBC — 3axBoproBaHHS JiBUX BiIALTIB
cepi, [3om.mocTkarn. — i3onp0BaHa nocTkanisipHa, [JIAD — inionaTiyHa ereHeBa apTepiajibHa rilepTeHsid,
Kom0.moctkan. — xom0OiHOBaHa moctkamingpHa, JIA — serenesi aprepii, JIAI' — nereneBa aprepiaibHa
rineprensis, JIBA — nereneBa Oamonna anriomnactuka, JIIT — ereneBa rimeprensis, TE —
tpomOennaprepioekroMis, XTEJII" — xponiuHa nocTrpoMO0eMOo0IiyHa JereHeBa TinepTeH3is.

— JlikyBaHHS cepueBOi HEAOCTaTHOCTI 3riJHO 3 PeKOMEHAaLisIMI €BPONEHCHKOr0 TOBAPUCTBA KapIioIoriB
[27]. JlikyBaHHS KianmaHHUX BaJ JIBMX BiAJUIIB cepus BIANOBIAHO 10 peKoMeHpaliil €BpomnenchKoro
TOBapHCTBa Kapaiosoris/€Bponelcekol acouialii kapaioropakaibHux xipypris 2021 [28].
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Tabaunus 6. Kuiniyna kiacu@ikaitisi JiereHeBoi rineprensii

I'pyna 1. JlereneBa aprepianbHa rineprensis (JIAD)
1.1.  Inmiomarmuna JIATL:
1.1.1. bBe3 no3uUTHBHOI BiJIIIOBIi/Ii HA Ba30PEAKTUBHUMA TECT
1.1.2. 3 mO3UTUBHOIO BIAIOBIIIO0 HA TOCTPHI Ba30PEaKTUBHUN TECT
1.2.  Cnanxoa JIAT*
1.3.  JIAT, ingykoBaHa JikapcbkuMu 3acobamu abo TOKCMHaMu™
1.4. JIAT, acomuiiioBana i3:
1.4.1. 3axBOpPOBaHHSIMU CIOJYYHOI TKAHUHU
1.4.2. BlI-iadexkiero
1.4.3. TOpTaNBHOIO TINEPTEH3I€I0
1.4.4. BpomKeHHMU BajaMU ceplist
1.4.5. mmcrocomaTo3oM
1.5. JIAT 3 o3Hakamu ypa)keHHs BeH/KamnijspiB (BEHOOKIIIO31HiHA XBOpoOa JIeTeHb,
JIETEHEeBUM KamIsipHUNA réeMaHrioMaTos)

1.6.  Ilepcucryroua JIAI' y HeMOBIST

I'pyna 2. JIT, acorifioBana 3 ypayKeHHsIM JIBUX BIIIUTIB CEpIls
2.1. JII', moB’si3ana i3 CH:
2.1.1. 3i36epexenoro ®B
2.1.2. 31 3HMXEeHOI0 a00 M’sIKO 3HIKEeHOI0 PB**
2.2. JIT", moB’s13aHa 3 ypaKeHHSIM KJIallaHiB CepIlst
2.3. Bpomxkeni/HaOyTi KapIiOBacCKyJISIpHI CTaHU, IO MPHU3BEJIH J0 MOCTKAITUISIPHOT
Jr

I'pyna 3. JI', acomnifioBaHa 13 3aXBOPIOBaHHSMHU JIET€Hb Ta/a00 TIMOKCIEO

3.1.  OOGcTpyKTHBHI 3aXBOPIOBaHHS JIEreHb 200 eMdizeMa

3.2. PecTpuKTHBHI 3aXBOPIOBaHHS JIETCHb

3.3. JlereHeBi 3axBOpIOBaHHSA 31 3MIIIAHUM PECTPUKTUBHUM/OOCTPYKTUBHUM
YPaKCHHSIM

3.4.  CuHapoM TINMOBEHTHIIAIT

3.5. T'imokcis 6e3 ypakeHHs JiereHb (HampuKIIaa, BUCOKOTIp )

3.6. IlopymieHHsI pO3BUTKY JEreHb

I'pyna 4. JIT', noB’s1i3aHa 3 0OCTPYKIIIEIO JIETeHEBOi apTepii
4.1. Xponiyna tpomboemOoiuaa JII'
4.2.  Tnui oOcTpykKIii iereHeBUX apTepin™**

I'pyna 5. JII" 3 He3 sicoBaHnM Ta/ab0 Gararo(akTOpHUM MeXaHi3MOM BUHUKHEHHS
5.1. TI'emartonoriuHi mopymieHHs * ***
5.2.  CucTeMHI NOpYIIEHHS *****
5.3. MertaOomiuHi HOpyIIEHHs ** ##**
5.4. XpoHIYyHa HUPKOBA HEJOCTATHICTh 3 F€MO/11aJ1i30M Ta 6€3 HbOTO
5.5. XponiuHa TpoMOOTHYHA JIET€HEBA MIKpOAHT10MAaTisl IPU MyXJIMHAX
5.6. ®iOpo3yrounii Me1aCTUHIT

BUI — Bipyc imynozedinuty moaunnu, JIAI' — nereneBa aprepianbHa rineprensis, JII' — nerenesa rineprensis,
CH — cepuesa Henocratnicts, ®B — ¢paxuis Bukumy.



47

* — Cepen mamienTiB i3 crmagkosoro JIAI' ta JIAT, acomiiioBaHOO i3 TOKCHHAMHM Ta JIIKAPCHKUMU 3aCO0aMHU
MOXYTh OyTH MAalliEHTH 3 TTO3UTHBHUM T'OCTPUM Ba30pEaKTHBHUM TECTOM.

** — @pakuii Bukuay (PB) niBoro nuynouka (JILI) ni1st BU3HaYeHHS cepiieBOi HEAOCTATHOCTI i3 3HUKEHOIO
OB mae 0yt <40%, s M’siko 3HIKeHOT — 41-49%.

*** — [HII Ipu4YMHU OOCTPYKIIi JiereHeBoi apTepii BKII0YaOTh: CAPKOMH (BUCOKOT0 200 MOMIPHOTO CTYIEHS
a0o aHTiOCapKOMa), 1HIII 3JI0AKICHI IyXJIMHU (KapIIMHOMa HUPKH, KAPIIMHOMA MaTKHU, TePMIHOT€HHI MyXJIUHH
SI€YOK), HE3JIOSKICHI MyXJMHM (JefioMioMa MaTKH), apTepiiTh 0e3 3aXBOPIOBAaHHS CIIONYYHOI TKaHWHH,
BPOJDKEHI CTEHO3H JICTEHEBHUX apTepii Ta rigaTuio3 (€XiHOKOKO03).

**%% _ Brumodae cnajgkoBy Ta HaOyTy XpOHIYHY TeMOJITHUYHY aHEMilo Ta XpOHIUHI MiejonporidepaTuBHi
3aXBOPIOBAHHSI.

***x*k _ Brorrodae capkoios, JereHeBuit ricrionuros Jlanrepranca, HeiipodiopomaTos 1-ro Tuy.

FxkAxk — Bruttoyae XBOpoOy MOPYIIEHHS HAKOITMYEHHS TIIIKOTeHY Ta XBopoOy ["ore.

4. EHNIAEMIOJIOITA TA ®AKTOPU PUSUKY

JlereHeBa rinepTeH3is € riao00aabHO0 MPOOJIEMO0 CUCTEMH OXOPOHHU 3JI0POB’S.
YpaxaroThcsi BC1 BIKOBI Ipymnu. 3a TENEPIIIHBOK OI[IHKOK PO3MOBCIOKEHICTh JITT
cknagae Outst 1% nomynsuii. Yepes OUTbII YacTi cepleBi Ta JEreHeBl IpooIeMH, sKi €
npuurHoo JII', po3moBCIOKEHICTh cepen Jroaei BikoM 65+ € Oimbiion [29].
3axBOPIOBAaHHS JIET€Hb, OCOOIMBO XPOHIUHI 00CTPYKTUBHI 3axBoproBanHs (XO3J]), €
apyroto npuurHoo JII' [29]. ¥V BenukoOpuTtanii po3noscromkenicts JII' mogBoinach
3a octanHi 10 pokiB 1 Ha TemepilIHii MOMEHT CTaHOBHUTH 125 BuUmajakiB Ha 1 MIIH.
HaceneHHs [30]. Hesanexxno Big npuumHu BuHUKHeHHs JII' acomiroeTses 13
MOTIPIIEHHSIM CHUMIITOMIB Ta MiABUIIEHOK CMepTHICTIO [29]. ¥V KkpaiHax, 110
po3BuBarThcs, BBC, nesiki indekmii (muctocomos, Bipyc imyHoaedinuty (BIJT)) Ta
NPOXXUBAaHHSA Ha BUCOKOTIP’1 € BaXJIMBUMU NMPUYMHAMH, K1 TOTPEOYIOTH BUBYCHHS
[29].

4.1. I'pyna 1, iereHeBa apTepiajibHa rinepreHsis

OcraHHI JdaHI PEECTPIB EKOHOMIYHO PO3BHHYTHX KpaiH BKa3ykoTh, IO
3aXBOPIOBAHICTh Ta po3MOBCIOMKEeHICTh JIAIT ctanoBuTh 6 Ta 48-55 BumaakiB Ha 1
MJIH. HaceJIeHHs gopociux BianmosinHo [31]. Ille HexaBHO iCHYBasia TyMKa, IO CEpe
NaIli€HTIB 3 JaHUM 3axBOPIOBAHHAM JOMIHYIOTH Mosiofi >xiHku [32,33]. Ha
TETePINTHIA MOMEHT I1e € MpaBIoto [ craakoBoi JIAL, sika Bpajkae )KIiHOK B JIBa pa3H
gacTime, HiK 4JoyioBikiB. OxHak, octanHi maHi 3 CIIIA ta €Bpornu moka3aroTh, IO
3apa3 JIAI wacrime qiarHOCTY€EThCS Y JIFOACH MOXUIIOTo BiKy (JIFOAM BIKOM >65pOKiB,
AKl YacTillle MaloTh CYMYTHIO KapiOBAaCKYJSIpHY MAaTOJIOTiI0 Ta Maibke HE Mae
reraepHoi pizuuili) [32]. Y 6ursmocti peectpi JIAI € ocHoBHUM mipTumniom (50-60%
BiZ ycix mpuuuH), nani ciinye JIAT, acomiitoBana i3 3CT (JIAI'-3CT), BBC (JIAT -
BBC) ta nmopransHoI0 TinepTeH3ieto (mopro-mynbmMonanbHa rineptensis (Ilopt-JIAD)
[32].

Psin mikapchkux 3aco0iB Ta TOKCHHIB acomitoroThes 13 JIAL [1,34-45]. Acomiartis
MDX €0 JIIKapchkoro 3aco0y abo Tokcuuy Ta JIAIT kmacudikyeTbes K MeBHA Ta
MOJKJIMBA SIK 3alPOMOHOBAHO Ha 6-My BCEeCBiTHbOMY cummo3iymi i3 JII' (taGnuis 7)
[1]. BusHauenHs meBHOI acomiamii i3 JKapChbKUMHU 3acobamu 0a3yeThCcs Ha
CIIOPAIMYHUX OMHCAX, €MiIEMIONOTTYHUX JOCIKCHHSAX 3a MPUHIIMIIOM BUIAJ0K-
KOHTPOJIb a00 Ha JJAaHUX BEIMKUX MYJBTHIIEHTPOBUX JTOCIIKeHb. MOXKIMBI1 acorfiamii
BUSIBIIIIOTBCSA 32 CHOBINICHHSM TMPO MHOXHHHI KIIIHIYHI BHOAgkd Ha (¢oHI
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BUKOPUCTaHHS JIIKAPCHKOro 3aco0y/TOKCMHY ab0 MpO BHUMAAKH 3 BHUKOPUCTaHHSAM
JiKapCchbKUX 3ac001B, SIK1 MaM NOI1I0HHUIM MexaH13M Aii.

Tabauus 7. Jlikapcbki 3aco0M Ta TOKCHHM, acoUiiioBaHi i3 JiereHeBOIO
apTepiaibHOI0 TinepTeH3ico

IleBHa acouianisi Mo:xinBa acouianist
AmiHOpEKC Aunkininosi arentu (uuknodocdamin, mirominua C)*
Bbendmoopekc Amperamin
Hazatunio Bozyruni6
Hexchenduropamin Koxain
®dendmropamin Hiazokcun
Metamperamin Jlikapcbki 3aco0u [uid JiKyBaHHS BipycHoro renatuty C mpsimoi
ToxcuuHa parcoBa ois nii (codocOyBip)
[HipyOin (KuTalchkuii pocnuHHUi penapar Qing-Dai)
Intepdepon Anbda ta bera
Jledmonomin
JI-tpuntodan
deHuIMpOIaHOIaMIH
[TonaTtuni6
CenexTuBHUH Hr101TOp IpoTeacoM (KapPinzomiod)
Po3uunHuKY (TpUXIOpOETUIIEH )™
Hacrosnka 3Bipo60r0

* — ACOIIIOETHCS 13 BEHOOKITIO31HTHOIO XBOPOOOIO JIETCHbB.

4.2. I'pyna 2, jereHeBa rinepreHsisi, aconiioBaHa i3 3aXBOPIOBAHHAM JIBUX
BiILTiB cepust

¥ 2013 pomui, nocaimkerus Global Burden of Disease cioBicTuio npo 61,7 miH.
BunaakiB CH y CBITI, 1110 TOBOPHUTH MPO Maiike MoABOEHH KiTbKOCTi 3 1990 poky [46].
B €spomi Ta CIIA >80% mnanientiB 3 CH € Bikom >65 pokiB. [Toctkaninspua JII', sk
13071b0BaHa, TaK 1 KOMOiHOBaHa, € YacTUM yckiagHeHHsM CH30®dB, ska cTaHOBUTH,
monaimentie, 50% Big Bcix CH [47,48]. PosnoBcroxenicts JII' 3pocTae mpu OB
TSDKKOCT1 KJIAIMTAaHHUX YpaKeHb JiBUX BinauIiB, 1 JII' Mmoxke OyTtu giarHocToBaHa y 60-
70% maifieHTiB 3 TSHKKAM Ta CAMIOTOMHHAM ypPa)KEHHSIM MIiTpalibHOTO Kiamana [49] ta
ax 10 50% y maIieHTiB i3 CAMIOTOMHUM aOpTaJIbHUM CTeHO30M [50].

4.3. I'pyna 3, jiereHeBa rinepreHsisi, acouiiioBaHa i3 3aXBOPIOBAHHSAM JIereHb
Ta/200 TrinoKcicro

M’sika JII' € 9acTol0 MpU MPOTPECYIOUHMX MAPEHXIMHUX Ta IHTEPCTHUIIATbHUX
3aXBOPIOBAaHHSX JereHb. JlocaimkeHHsS TMoka3ywoTh, 1o 1-5% mamieHTiB 3
nporpecyrounM XO3JI 3 XpOHIYHOIO PECITIPaTOPHOIO HEJTOCTATHICTIO a00 KaHIU/IAaTiB
Ha TIPOBENICHHSA XIPYpPridHOTO 3MEHIIeHHS 00’eMy JiereHb a0o0 KaHAWAATIB Ha
TpaHcIuianTauio jJeredb MaoTh CpTJIIA 35-40 mm pr.ct. [51,52]. Ipu igionaTuyHOMY
nereHeBoMy (i0po3i CpTJIA >25 MM pT.CcT. ciocTepiraeTbes y 8-15% mallieHTiB Ha
MOYAaTKy 3aXBOPIOBaHHSA 13 30UIBIIEHHAM PO3MOBCIOKEHOCTI cepea  ocio 3
mnporpecytouoro cragiero (30-50%) ta kinneBoro crtagiero (>60%) [52]. I'imokcis €
poOJIEeMOI0 CHUCTEMHU OXOPOHHM 3A0pOB’Sl misa npuOnauzHo 120 muH. moxpeu, sKi
MPOKKUBAIOTh Ha BUCOKOTIP’1 (>2500 M Bim piBHS Mops). MemkaHii BUCOKOTIp’ s
3HaXOJSAThCS MiJl pU3UKOM BUHHMKHEHHS JII' Ta XpOHIYHOI XBOpOOW BHUCOKOTIpP’S.
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Opnak, 3anmumiaeTbcss HeACHUM sikoro Mipowo JIIT ta mpaBomtynoukoBa CH e
po0JIEMOI0 TPOMAJICHKOTO 3/I0POB’ Sl y BUCOKOTIpHUX criiibHOTaX. [le moBUHHO cTaTtu
MpeAMETOM JJis1 3MIHM METOJOJIOTii OILIHKKA Ta IHIIiaIii BEIUKUX MOMYJSIiHHUX
TOCTIKeHb [53].

4.4. I'pyna 4, iereHeBa rinepreHsisi, acouiiioBaHa i3 XPOHIYHOI0 00CTPYKLI€I0
JIereHeBol aprepii

KinbkicTs nanientiB 3 giarnocroBaHoto X TEJII™ 3011b11yeThCS, MOKIIMBO, Yepes
OuTbII rHOIIE PO3yMiIHHS XBOPOOM Ta OUIbII aKTUBHUWA CKPUHIHI TUX MAlLI€HTIB, Y
SKUX 30€pIracThes 3aqUIIKa Micis rocTpoi Tpomooemooiii nereHeBoi aprepii (TEJIA)
a6o npucytHi ¢akropu pusuky BuHUKHeHHsI XTEJII'. Jlani peecTpiB BKa3ylOTh, 1110
3aXBOPIOBaHICTh Ta Po3noBCIOKeHICTh X TEJII cTanoBsATh 2-6 Ta 26-38 BUNaAKIB Ha
1 muH. gopocioro HaceneHHs BimmoBimHo [31,54,55]. IlamieHTH 3 XpOHIYHOIO
TpoMOOEeMOOIIYHOIO XBOpoOOto Jyierenb 0Oe3 JII' mie 3anmumnaroTbesi B MEHIIIOMY
BIZICOTKY cepell THX, XTO HalpaBisieTbesl B cnenianizoBani uentpu X TEJIL [56].

4.5. I'pyna 5, jiereHeBa rinepreH3isi 3 HesiCHUMH Ta/a00 0aratopakTopHUMH
MeXaHi3MaMi BUHUKHEHHS

I'pyna 5 cknagaeThes 13 IUIOT0 KOMIUICKCY TPYIl OPYIIEHD, SIKI aCOI[IIOIOTHCS 3
JIT" [57]. [IpuunHa yacTo € MyJIbTU(PAKTOPIAILHOIO 1 BOHA MOKE OyTH SIK BTOPUHHOIO
0 BUIHOIICHHIO [0 TMIJBHUIICHOTO TMpe- Ta MOCTKAMUISIPHOIO THUCKY, TaK 1
0e3rmocepe/IHbO BIUTMBATH HA MYCKYJATypy JIET€HEBUX CYIWH. 3aXBOPIOBAHICTH Ta
po3noBcrokeHicTh 1€l rpynu JIIT HeBimomi. Xoda, BUCOKOSKICHI PEECTPU JAIOTh
MOJIMBICTh OIIIHUTH PO3MOBCIOKEHICTh Iriei JIIT cepen mopocimx MaIieHTiB 13
capkoimozom [58,59]. HocmimkeHHss JneMOHCTpyroTh, o JII' € Hepigkow Ta ii
HAasBHICTh YaCTO ACOLIIOETHCS 13 MIJBUIIEHHSIM 3aXBOPIOBAHOCTI Ta CMEPTHOCTI
[58,59].

5. JIATHOCTHUKA JETEHEBOI I'lIEPTEH3II

5.1. liarHocTuka

Hiarnoctuka JII' B ocHOBHOMY (hOKYCYETHCS Ha ABOX MOJOKEHHX. [lepia 1iib,
sskoMora pasimie 3amnino3putu JII' Ta mBuako HanpaButH B ieHTp JII' mpu HasBHOCTI
Bucokoi BiporimHocti JIAI, XTEJI' a6o inmux dopm Tspkkoi JII'. Jpyra merta —
imerTudikyBatu xBopody, ocobnmuBo 3JIBC (rpyma 2) Ta nerenp (rpyma 3),
BU3HAYUTHUCS 3 KOMOPOITHICTIO, TOYHO KIacu(iKyBaTH, BU3HAYUTH PH3UK Ta
MPU3HAYUTH JIIKyBaHHSI.

5.1.1. Kainiuni nposiBu

Cumnromu JII' B ocHOBHOMY MOB’si3aHi 13 DUCQYHKITIEID MPABOTO MITyHOYKA
(ITII) Tta TUTIOBO acCOIIIOIOTHCA 13 (HI3UYHUM HABAHTAKCHHSIM HA PaHHIX CTaisfiX
3axBOprOBaHHs [25,26]. KapauHaibHUM CUMIITOM € 3aJMIIKa, sIKa MPOrpecye Mpu
MiHIMaJIbHOMY HaBaHTa)KCHHI. [HII 3arajabHi CHMITOMM TIOB’s3aHI 13 CTAIIi€0 Ta
TSOKKICTIO 3aXBOpioBaHHS. BoHu mepepaxoBani Ha pucyHky 2 [60-62]. [ToTenmiitHo
KJIIHIYHI NpOosiBU Ta (PI3UKaJbHI JaHl cyMOBaH1 Ha pucyHky 3 [60,61]. BaxnuBo, 110
¢d13uKaibHe OOCTEKEHHSI MOXKE TaKOX OyTH KIOYOBUM JUJIsl 1IEHTU(IKAIIT TPUUUHU
JIT" (nuB. pucyHoK 3).
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CuMmnroMmu

* 3aauuwka npu GisMYHOMY HaBaHTaxKeHHI (PK
BOO3)

. * CnabkicTb Ta WBMAKA BTOMIOBAHICTb

* 3aguuwka npu Haxunax snepen (bendopnoea)

* Cepuebutra

* KpoBoxapKaHHsA

* HypoTta Ta 34yTTa XUBOTa Npu ¢i3. HaBaHTaXKEHHI

* Habop Baru Yepes 3aTPUMKY PianHU

* CuHKonu (nig yvac abo 3pasy nicnsa ¢pisuyHoro
HaBaHTaXeHHA)

PigKicHi cumnTomM, MoB’A3aHi i3 guMnaTauiero JIA*:

=  Boni B rpyAHin KAiTui npu GpisMYHOMY HaBaHTaXKeHHi:
I - .
AWHamMmiYHa Komnpecia JIKA

=  Xpunota (ancooHis):

KOMMpecis niBoro Bo3BpaTtHoro Hepsy (cuHapom OpTHepa

abo Kapaio-ronocosui)

= 3aguLiKa, XpUNOTIHHA, Kawenb, iHPeKLis HUKHbOTo
pecnipaTopHOro TPakKTy, aTeneKkTasu:

Komnpecisa ODpoHxis

Pucynok 2. CUMITOMH y NALI€HTIB 3 JIeT€HEBOIO TNePTEeH3i€10

©®K BOO3 - pynkuionansHui Kinac 3a kinacudikariero BOO3.

* — CuMrnToMd TPyaHOI KOMIpecii 3yCTPIHaroThCSl Y MEHIIOCTI TAIIEHTIB 3 JIETEHEBOIO apTepialbHOI0
TimepTeH3i€r0 13 3HAYHOK [IIIATAIlIEI0 JIEreHeBOi apTepii, MOXyTh 3ycTpidaTthcs Ha OyIb-sAKid cramii
3aXBOPIOBAHHSA, HABITH Y MAILlI€HTIB 13 M SIKUMHU (YHKIIOHATEHUMH TTOPYIIECHHSIMH.
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O3Haku HepgocrtaTHocTi MLLU:

OsHaku NIl .5

HabyxaHHAa Ta Nynbcauyia BeH wui
36inbleHHa KUBOTA
FenaTtomerania

EHTpanbHWiA, Nnepudepu4HMii abo
3MillaHWIi LMaHo3

AkueHT Il ToHY Ha JIA
Acuur
MepudepudHi Habpaku

periit o ML
CuctonivHMiA wym Ha TK
iacToni4HKiA Wym perypritauii Ha /14

-
O3HaKu, AKI BKA3ylOTb Ha Os3Haku HepgocrtaTHocTi MLLU:
NMPUYHNH EDELHA

OonoHi Ta nanbui: ywaHoTu4HiI BBC,
$ibpoTr4Hi xeopobu nerenb, BOK/,
3axXBOpPHOBAHHA NeviHKKn
OudepeHuiloBaHHA 3MiH
nanbuis/ymMaHos:

BigKpUTa aopTanbHa npotokafc-m
EinzeHmeHrepa

AycKynbTaTMBHI gaHi (xpunun, wuym
TepTTa Nnespy):

nereHesi abo ceplLesi 3axXxBoploBaHHA
Hacnigkw TI'B, HegocTaTHOCTI
Knanawis: XTENTD

TeneaHrioekTasii: CI'T, cknepogepmis
Cknepogaktunia, c-m PeiiHo, BUpasK
nanbuis, TEPX: cknepogepmia

MNepudepurunmii unaHos (cuHi rybn
Ta nanbui)

3anamopo4eHHA

Bnigicte

XonogHi KiHUiBKK

TpweBane HanoBHeHHA Kaninapis

@ESC @ ERS

Pucynok 3. KitiHiuHi 03HAKH Yy NAWI€HTIB 3 JIereHeBOIO IinepTeH3icio

BBC - Bpomkeni Bagu cepusg, BOXJI — BeHOOKTIO31itHA XBopoOa Jserenb, ' EPX — racTtpo-e3odareanpHa
pedurokcHa xBopoba, JIA — mereneBa aprepis, 11 — mpaBuit nuryrodok, CTI' — cmagkoBa remoparidaa
teneanrioektasis, TI'B — tpom603 rmmbokmx BeH, TK — tpucrtynkoBuit kmaman, XTEJII' — xponiuna
TpoMOOEeMOOJTiTHA JIETCHEBA TIepTEH3I.

5.1.2. Enextpokapaiorpadis

Enexrpokapaiorpadiuni  mopymenus (EKI) (tabmums  8)  103BOJNSIOTH
3amino3putu JII', HeCyTh MPOTHOCTUYHY 1H(GOPMAIIIIO Ta BUSBISIOTH ApUTMIT 1 O3HAKU
3JIBC. ¥V nopocaux 3 kiniHiuHUME o3Hakamu JII' (Hanpukiaa, He3 sicoBaHA 3aJIMINKa
IpU HABaHTAXXCHH1), BIAXWJIEHHS EJEKTPUYHOI OCl CEepIsl BIOPAaBO MAa€ BHUCOKE
npornoctuune 3HaueHHs npu JII' [63]. Hopmansna EKI' we Bukimouae JII', ame
HopmaneHa EKIT B komOiHamii 13 HOpManbHHUMH OloMapkepamMu (MO3KOBUU
Hatpitypetnuanii  mentun  (MHVYIID)/N-kianeBuit  78-aMiHOKUCTIOTHHM  TpO-
HATPIMypETUIHUI TIENTH]) ACOIIIOETHCS 13 HU3BKOK BiporigHicTio JII' y mamieHTiB,
SKMX HaNpaBJstoTh TpH mino3pi JII' abo 3 Bucokum pusukom JII' [64-65].

Taoauus 8. ExexkrpokapaiorpagivyHi mnopyueHHs y Nami€HTIB 3 JIETeHEBOIO

rinepreHsier
Tunosi EKI" 3minu npu JIT [66]
* P pulmonale (3ybeup P>0,25 mB y BinenenHi |)
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* Bigxunenns en. oci BupaBo ado carirainbHo (QRS Bick >90° a60 He BU3HAYAETHCS)

e ['imeprpodis ITHI (R/S>1,3 R >0,5MBy VI; Ry VI + Sy V5 >1 mB)

* brokazna npaBoi HixkH myuka ['ica — moBHa abo HeroBHa (qR abo rSR y BinBenenni V1)

* [lepeBantaxenns [ (ST nenpecis/inBepcis 3yous T B mpaBux BiaBeneHHSX V1-4 Ta HUKHIX
I, 1, aVF )*

* [Tomoxenuit QTC iHnTepBan (HecnenudidHmin)**

EKT — enekrpokapiorpama, JII' — nerenesa rineprensis, [111 — npapwuii umyHo4dok, QTC, — kopuroBanuii QT
iHTEepBall.

* — HasiBHe nipu niporpecytouiid JIT.

** — TlamieHTH 3 JETEHEBOIO apTEpiasIbHOIO TiMEpTeH3i€0 MOXKYTh MaTh nojoBxkeHuit QTc iHTepsai, mo
BinoOpakae aucdynkuiro [T Ta BizcTpoueHy penoisipuzaiito Miokap/a, i 1e € He3aIeKHUM MTPEAUKTOPOM
cmepTi [67].

5.1.3. Pentrenorpadgisi opraniB rpyaHol KJIiTKH

PentreHorpadis opraHiB rpyaHoi KIITKM TOKa3ye MOPYUIEHHS Yy OUIbIIOCTI
namienTiB 3 JII', xoua, HOpMallbHA pEeHTTeHOrpamMa He BHUKIrouae jgiarHo3 JIIT [68].
Pentrenorpadiuni gani JII' BkirogaroTh XxapakTepHy KOHQIryparlito TiHI CepIis yepes
30UTBIIEHHS TpaBuX BiaauiB cepus (nmpasoro nepexacepas (ITI1)/ITI) ta nereneBoi
apTepii, IHKOIM 13 «0Opi3aHHIM» nepudepudHuX CyauH. B momaTtok, Mo)KHa 3HANUTH
O3HAaKU 3aXBOPIOBaHb, fKI MOXyTh Oyt mnpuuunoto JII, a came 3JIBC Tta
3aXBOPIOBaHHs JiereHb (Tabmuis 9) [25,26,60,69,70].

Taoauus 9. Pentrenorpadivyni o3HaKM JiereHeBoOl rinepTensii Ta CynmyTHbOI
NAaTOJIOTII

Osnaku JII' Ta cynyrtHi | O3Hakn ypaxenus | O3Haku 3aXBOPIOBAHHSA
NMOpPYIeHHS JIBC/3acTiiini  siBMIIa B | JereHb

JIereHsx
30inpmieHHs TpaBux BimautiB | LleHTpanbhe 3areMHeHHd | CIUIOIIEHHS niadparmu
cepist MOBITPSIHOTO MTPOCTOPY (XO3Jl/embizema)
Posmmpenns JIA (Bxkimtouatoun | [lotoBmieHHsT — MbKAO0I0BUX | ['imeprnpo3opicTh
aneBpusmy JIA) neperopo ok, B minii Kepai (XO3Jl/embizema)
3011HEeHHS nepudepuuaux | 'igporopakc Brpara nereneBoro o00’emy
CyJIUH (¢i16poTHUHI XBOPOOH)
Tinp  cepus y  Burisaai | 36inemenss JII (Bkmovaroun, | Cituatuii mamtoHok (¢iOpo3Hi
IUISAIIKHA BOJIA» ¥ PO3IIUPECHHS KapiHM) XBOPOOH JIETCHB)

Pozmmpenns JIII

JIA — nerenesa aptepis, JII' — nerenesa rineprensis, JII1 — niBe nepeacepas, JIII — miBuit moryHouok, XO3J1
— XpOHIYHI 0OCTPYKTHBHI 3aXBOPIOBAHHSL.
* — Moxke Oyt nipucyTHiM y nartieHTiB 3 JII' Ta mporpecyrouoro JII' 3 momipHUM TrifporepikapaoMm.

5.1.4. Tectu 3 oniHkM JiereHeBol PyHKIII Ta ra3m KpoBi

Tectn 3 ominku Qynkimii gereap (ODJI) Ta anami3 rasiB aprepiaabHOi abo
apTepianizoBaHOI KamUIIPHOT KPOB1 € HEOOXIMHUMH TS T epeHItiamii Mk TpynamMu
JIT', BU3HA4alOTh HASIBHICTH CYMYTHHOI MATOJIOTIT Ta HEOOXITHICTh KUCHEBOI Tepartii,
BU3HAYAIOTh TSKKICTh 3axBoptoBaHHsA. [Ipu migo3pi Ha JII' cmouyaTky mpoBOASITH
dopcoBany cmipoMerTpito, OopiraTusmorpadito, omiHKy audy31iHOI 31aTHOCTI
JIeTeHb, OLIHEHOT 3a ToroMoror MoHookcuay Bymienio (DLCO) ta Bu3HadeHHs ra3iB
KkpoBi. Y mamieHTiB 3 JIAI' dyHkIis nuxaHHa 3a3BU4ail HOpMasibHa a00 MOXKYThb
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CIOCTEpIraTHCs JIETKI PECTPUKTHBHI, OOCTPYKTHBHI Ta KOMOIHOBaHI NOPYIIECHHS
[71,72]. Butbm TshKKI OPYIICHHS 1HKOJIM 3HaXosTh y namieHTiB 3 JIAI'-BBC [73] Ta
y nauienTiB rpynu 3 JII'. DLCO moxe Oytu HOpmanbHOW0 y mamieHTiB 3 JIAT, xoua
JacTilie BoHa Jierko 3HrkeHa [71]. 3naune 3umwkenns DLCO (<45% Bin ogikyBaHOTO
3HAYEHHs) 332 HASIBHOCT1 HOPMAJIbHUX MMOKa3HUKIB 1IHIIUX TecTiB 3 ODJI MoxkHa 3HATH
npu cucreMHoMy ckiepo3i, BOXIJI, y mnamientis rpynu 3 JII' (emdizema,
iHTepcTUlliaibHe 3axBoproBaHHs JiereHb (I13JI), komOiHawis eMdizeMu 3 JEereHeBUM
¢16pozom) 1 npu npeskux ¢enotunax JIAI' [74]. Huseka DLCO acouitoerbes 3
MOTaHUM TIPOTHO30M TipH aeskux Gopmax JII' [75-78].

[Mamient 3 JIADI' 3a3Buuail MaiOTh HOpPMalbHUA a00 HE3HAYHO 3HUKEHUU
napiiaJbHuil THCK B aprepianbHiil kpoBi (PaOz). 3naune 3umxenHna PaOz no3sosse
3aMiJIO3pUTH Y TAI[lEHTIB BIJKPUTE OBAJbHE BIKHO, 3aXBOPIOBaHHS MEYIHKH, IHIII
NOPYILEHHS 3 MPaBO-JIIBUM IIYHTYBAHHSM (HampuKiIald, 1edeKTH meperopojok) abo
ctanu 3 HU3bKOW DLCO. INapmianeuuii Tuck miokcuay Byrieinto (PaCO2) tumnoso €
OUTBII HU3bKUM, HI)K HOPMaJbHUM MOKA3HUK YEpe3 aJIbBEOJISIPHY TiMEPBEHTUIISIIIIO
[79]. Huzbkuit PaCO; Ha MOMEHT BCTaHOBJICHHSI /11arHO3Y Ta MPU CIIOCTEPEKEHH] €
xapaktepuuM i JIAIT Ta acoritoeTbcs 13 HecnpusaTIMBUM mporaozoM [80].
[TinBumenuit PaCO; € ngyxe Hespuunum s JIADT 1 BigoOpaxkae anbBEONSIpHY
TiMOBEHTHIIALLIIO, AKa caMa 1Mo cob1 Moxe 0yTu npuuunoto JII'. Hiuna okcumerpis ta
noyricomHorpad)isi TOBUHHI BHUKOPUCTOBYBATHCS SKIINO € Tifo3pa Ha MOPYIICHHS
JTUXaHHS 1] Yac CHY a00 TiMmoBeHTWISIII0 [81].

5.1.5. Exokapaiorpadis

Hezanexno Big etionorii JII' mpuzBoauTs 10 miaBuimieHHs Tucky B I1I 3 #oro
NEPEBAaHTAKECHHSIM Ta BUHUKHEHHSM HOro IUCQyHKIN, SKy MOXHA BUSBUTH 3a
noromororo ExoKI™ [82-84]. Koau ExoKI' BUKOHY€EThCS PaBUIBLHO, MOXKHA OTPUMATH
KOMIUIEKCHY 1H(GOpMaIliro mpo MoOp¢oJorifo MpaBoro Ta JHBOTO BUIAUIIB CEpIld,
¢bynakmiro I ta JIII, kmamanHi aHOMAamii Ta JaTH OIIHKY TIeéMOJIWHAMIYHUM
napamerpaM. ExoKI € minHuM mMeTomoM juis BusHavyeHHs npuauHu JII', oco06auBo y
unagkax 3 JII-3JIBC Ta JII'-BBC. Ilpote, tinteku ExoKI' HemocTaTHbO mis
niaTBepkeHHss giarHo3y JII', skxuit morpebye KIIC. BpaxoByroum rereporeHHy
npupoxay JII' ta ocobnuBy reometpito I, He icaye xomnoro ExoKI' mapamerpy,
SKui Ou HamiiHO BW3HaudaB ctaTyc JII' Ta ii eTionoriro. Tum He MEHIN, KOMILIEKCHA
ExoKI' ominka mpu migo3pi Ha JII' g03BoJII€E MPOBECTH PO3PAXyHOK CHCTOIIYHOTO
aprepianbHOro THCKy B JiereHeBid aptepii (CTJIA) Ta BU3HAUMTH JOJATKOBI O3HAKU
JIT', mo Mo)ke TOBOPUTH JIMIIE TIPO exokapaiorpadiunmii piBeHp BiporigHocti JII.
ITokazuuku ExoKI', mo xapakrtepusyrots JII', BkitouaroTh po3paxoBanuii CTIIA,
o3Haku nepeBanTaxeHHs [ Ta/abo fioro nucdyHKIit0, TpeICTaBIeHI HA PUCYHKY 4.

Ominka CTJIA 6a3yeThcst Ha BU3HAUEHHI MKOBOT MBUAKOCTI peryprirairii (ITHIP)
Ha TpuctyiakoBoMy kiamaHi (TK) ta TK rpanieHTy THUCKY — MICHS BUKIIOUYEHHS
CTEHO3Y JIETE€HEBO1 apTepii — MpuitMaloyu 10 yBaru HEIHBa3MBHY OMIHKY THCKY B [1I1.
BpaxoBytoun HeTouHICTh Bu3HaueHHs TUcKy B IIIl Ta mocunenHs moxuOku uepes
BUMIPIOBAaHHS MapaMeTpiB, SKi BUKOPUCTOBYIOTHCS IS OMIHKH IbOTO TUCKY [85-87]
[l PEKOMEH/IaIlli paJisiTh BUKOPUCTOBYBATH MIKOBY MIBUIKICTH perypritamii Ha TK (i
He ouiHioBath CTJIA) gK KIFOYOBUM MOKA3HUK, 110 CUTHAJI3Yye npo BiporigHicTs JII.
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[IIIP TK >2,8 M/c moxe roBopuTu mnpo HasBHICTH JII', xoya HasgBHICTH abo
BicyTHICTh JII' He Moxke Oa3yBaTucs nuiie Ha Bu3HaueHH1 Tuibku [THIP TK [88].
3umwxkenna nopory [P TK nHa TtenepimHii MOMEHT MICAS NEPErsay
reMOJAMHAMIYHUX TOPOTiB /IS AlarHocTUKU JII' He € MOUUTbHUM 3a BIICYTHOCTI TaHUX
JOCTIKeHb (KJIFOYOBUI HApaTuB 2, AOAATKOBI aaHi, po3ain 5.1) [89-92]. ITHIP TK
MO>Ke OyTH HEJTOOLIIHEHOO (HANPUKJIIA, Y TaI[IEHTIB 3 TSKKOIO peryprirauiero Ha TK)
[28] abo mepeoiliHeHOO (HAPUKIIA/, Y MAIIEHTIB 3 BUCOKUM XBUJIMHHUM 00’ €MOM
(XOK) npu 3axBOpIOBaHHAX MEYIHKK a00 MPU CEPIOBUIHO-KIITUHHINA aHeMil [93,94],
IpU MOMUJIKOBINA 1HTepnperauii aptedakty npu 3akputti TK, npu HekopekTHii
owuinmi [TIIIP TK y Bunaaky i3 rpaHuYHUME apTeakTaMyu MaKCUMAaJIbHOT IIBUIKOCT1).

JlonaTtkoBl TMOKa3HUKKM BIAHOCHO Mopdonorii Tta ¢ynkuii [, o
BUKOPHCTOBYIOThCS JUIsl BM3HaueHHs BiporigHocti JII' (tabmung 10) [82-84,95],
MOXKYTh BH3HAUYaTH HHU3BKY, CEPEIHIO Ta BHMCOKY BIpOTiHICTb. B KIiHIYHOMY
KOHTEKCTI BIPOT1IHICTh BUKOPUCTOBYETHCS JIJI BA3BHAUCHHS HEOOX1THOCT1 MOAITBIIINX
oOcrexens, BkItouaroun KIIC y okpemux namieHTiB (PUCYHOK 5).

ExoKI" BumiproBanus Bkitouae ominky ¢ynkuii [T 3a gomomororo napamerpa
cucromiunoi ekckypcii kutblig TK (B anriomoBHik Jiteparypi ckopoueno TAPSE - the
tricuspid annular plane systolic excursion); orminky 3Miau ¢paxkiifinoi mwiomri 11,
ctpeiin BUTbHO1 cTiHkH [IHI; mBuakictes TK kinbus (xBuist S’), iKYy OTpUMYIOTh NpU
npoBeaeHHI TkaHuHHOTO Jlommepy; morteniiiina ®B III, sky oTpumyroTh mpH
npoeaeHHi  3JI-ExoKI'. Cmiseimnomennss TAPSE/CTIJIA, mo BimoOpaxkae
HeiHBa3uBHe BuMiptoBaHHs 3B’ 3Ky 1111 Ta JIA [96], Moxke HOMOMOITH B J11IarHOCTHIII
JIT" [90,97,98]. [Toka3Huk BemnurnHa KPOBOTOKY Y BUHOCHOMY TpakTi [1II (cepenubo-
CHUCTOJIIYHA «BUIMKa») MOKe BU3HavyaTu npekanuisapay JII' [99,100]. Jdns po3nineHHs
Mk Tpymnoro 2 JII' ta inmumu dopmamu JII' BU3Ha4YEHHS BIpOT1AHOCTI M1aCTOJIYHOT
muchynkiii JIII 3a po3mipom JIII, HasBHicTIO o3Hak rineprpodii JIII ta domtep-
ExoKI' (mampuxknan, cmiBBimHomieHHss E/A, E/E’) moBuWHHA 3aBXKIW IPOBOJUTHCH,
HaBITh, IPU HU3BKIN HATIHHOCTI OCTAaHHKOTO Moka3HuKa [16]. Jlns BusHauenus BBC,
2D-Jlonmep Ta KOHTpacTHa OIliHKAa € KOPHUCHHMH, OJIHAK TpaHce3odareanpbHa
koHTpactHa ExoKI' abo iHmi Bi3yanidyrodli MeToau (HampuKiaza, KOMIT FOTEpHA
tomorpadiura (KT) anriorpadisi, MmaraitHo-pe3onancHa Tomorpadis (MPT) cepis) €
HEOOXITHUMHU B JESKHX BHIIAJKaX /I BU3HAYCHHS a00 BUKIIOYCHHS Je(EKTy
BEHO3HOTO CHHYCY, BIIKPUTOI apTepiaibHOI MPOTOKH Ta AaHOMAJIBHOTO JAPEHAXKY
nereneBux BeH [101]. Kiminiune 3nauenns nokasuukis Jlomtep-ExoKI npu diznanomy
HaBaHTa)XeHH1 U1 AiarHocTuky JII™ 3anumraeTbcs HEBIIOMUM depe3 Opak BajliJoBaHUX
KpUTEPIiB Ta JaHUX TPH MPOCTIEKTUBHOMY CIIOCTEPEXKEHHI. Y OLIBIIOCTI BHITAJIKIB
mipBumernii CTJIA mix yac Qi3MyHOr0 HaBaHTAKCHHS BU3HAYAETHCS J1ACTOJIYHOIO
muchyukiiero JILI [16].
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Pucynok 4. Ilapamerpu TpaHcropakanabHoi ExoKI' npu Bu3HaveHHI
JIereHeBol rinepreHsii

AO — aopra, BTIIII — BuHOCHHU# TpakT mpaBoro noryHoudka, Komal. — konabyBanns, JII1 — miBe mepencepas,
JIII — niBwmit muryHouok, HIIB — HkHs mopoxHucTa BeHa, [111- mpase nepencepast, [T — mpaBwii NITyHOYOK,
I[NIITK — mikoBa mMBHIAKICTH Ha TpHCTyiIkoBoMy kiamasi, pCTJIA — po3paxoBaHHN CHUCTONIYHUN THUCK B
nerenesi aprepii, TIIIT — Tuck y mpaBomy mepencepai, TAPSE — cucroniuHa ekCcKypcisi TPUCTYIKOBOTO
KUTbLISL.

Taoanusa 10. JonaTkoBi exokapaiorpadgivyHi 03HAKHU JiereHeBol rinepreHsii

A: IIliyHOYKH

B: JlereneBa aprepin

C: HuskHs NOPOKHUCTA BEHA
Ta NMpase nepeacepast

CriBBIIHOIIEHHS [THI/JTOT | YIT BTIIOI <105 mc Tta/abo | Hiamerp HIIB >21mvMm 13
0azanpHMI  JAlaMeTp/IuIola | CepeIHbO-CUCTOJIIYHA BUIMKA | 3HHKEHHSAM KOJIa0yBaHHS
>1,0 (<50% na Boci abo <20% mipu

CIOKIITHOMY JTMXaHH1)

Cmmomennss MIIIT  (imgekc

Panusg miacromiuHa JiereHeBa

[T nmoma (KiHEb CHUCTOJIH)

<0,55 mm/mMm pr.cT.

ekcreHTpuyHocti  >1,1 B | perypritanis >2,2 m/c >18 cm?
CUCTOIy Ta /ab0 JiacToiry)

CniBBiJHOLIEHHS Hiametp JIA > niameTp aopTi
TAPSE/pCTIJIA Hiametp JIA > 25 MM
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BTIIII — BuHOCHUI1 TpakT mpaBoro nutyHouka, JIA — nereneBa aprepis, MU — Mixk1nuTyHOUKOBa TIEpeTHHKA,
HIIB — HmxHs nopoxnucra BeHa, IIIl — mpase mepencepns, IIII — mpasmii mmyHouok, pCTJIA —
po3paxoBaHW# TUCK B JiereHeBil aptepii, UII — yac mpuckopeHHs.

MNikoBa WBMAKICTb perypritauyii Ha TPUCTYIKOBOMY KNanaHi

<2.8 m/c* 2.9-3.4m/c >3.4 m/c
L ] T ]

[ HasasHicTb iHWKX o3Hak /Il **(gue. Tabauuto 10) l
! : } . .
H@ l H@

v v v b
[Bipori,ql-licrb J'II'] [BiPDTiAHiCTb ﬂr] [BiporiAHiCTb nr]
HU3BbKa cepeaHA BUCOKa
( daKkTOpU PU3KKY Ta acouinoBaHi ctaHn ana JIAT a6o XTE/ ]
I-:i@ l I-t@ | Tak/Hi
AnbTepHaTMBHWIA fjartios ExoKl B guHamiui wlﬂemm“"/
Loz =) (Knac lla) ("m?mn )
: @ESC @ ERS—

Pucynok 5. Exokapaiorpagiuyna BiporiaHicTb JiereHeBoi rimepreHsili Ta
peKoMeHaauii AJ151 MoJAAJIBIIOro 00CTeKEeHHSI
JIAT" — nereneBa aprepianbsHa rirmeprensis, JII' — merenesa rimeprensis, X TEJII — xporiyaa TpoMOoeMOoiTidHa
JIETeHEeBa TIMepTeH31.
* — AGo He Bu3HavaeThcs. [loporoBa Benmm4mHA MIKOBOI MIBHIKOCTI Ta TPUCTYJIKOBOMY Kiamasi 2,8 M/c He
3MIHMJIACh B OHOBJICHINH reMoanHaMiuHil kiracudikartii JIT.
** — OsHakd 3, mo HaiimeHmi, 2 kareropid Tabmumi 10 (A/B/C) marore OyTe TPHCYTHIMH AJisi 3MIHU
Biporimgaocti JIT'.
N — Tlomanpim oOcTexxeHHS HeoOXiMHI (HanmpuKia, Bi3yarizaiis, KoM FoTepHa ToMorpadis).
A — KIIC mMae BUKOHYBAaTHCS SIKIIO OYIKYEThCS, IO Oyne OTprMaHa KOpHICHA iH(OpMaIlis/TepaneBTHIHe
3aKJIFOUEHHS], Ta BOHA HE Ma€ MPOBOAUTHCS Y TAII€HTIB 0e3 (aKTopiB pu3uKy abo CymyTHIX craHiB st JIAT
a6o XTEJII" (manpuxian, ko M’sika JII' Ta JOMiHYIOTh O3HAKW ypasKeHHS JIETeHb)

5.1.6. BenTnasiniiiHo-nepdy3iliHe cKaHyBaHHS

Bentunsmiitno-nepdysivine ckanyBanus (BIIC), mmanapua a6o omHodoTOHHA
emiciiina komm 'rotepra Ttomorpadis (KT SPECT), € pexkoMeHmoBaHUMH ISt
JTIarHOCTYBaHHS y TAIll€HTIB 3 Mmigo3poro abo Bmepine giarHocTtoBaHoro JIIT mis
BUsiBNIeHHsT a00 BukitoueHHs o3Hak XTEJIT [102,103]. BIIC SPECT mae mepeBaru
HaJ TUTaHapHUM 300pakeHHsM 1 € metogoMm BubOopy. BIIC SPECT OGumbmr mmpoxo
BUKopucTOoBYeThCsl Tipu roctpiit TEJIA, a npu XTEJII' y menmomy cryneni [68]. 3a
BIICYTHICTIO TMAapEHXMMHHUX 3aXBOPIOBaHb JIET€Hb, HOpMalibHa mepdy3id MpH
ckanyBaHH1 BukiItouae XTEJI[' 3 HeraTUBHMM NPOTHOCTUYHUM 3HadYeHHsIM 98%
[104,105]. V Oinbmrocti narientiB 3 JIAIT pesynsratn BIIC € HOpMabHUMEU 200
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JIEMOHCTPYIOTh JEsKi 3MiHH, K1 € He TUMTOBUMU ISl BU3HAYCHHS X SK JUISI TOCTPOi
TEJIA a6o XTEJII'. B To#i e yac, cniBnaaiHHs AedekTiB nepdysii Ta BEHTUIIALI]
MOXe OyTH BHSBIEHO IIpU 3aXBOPIOBAHHSX JiereHb (rpyna 3). BiacyTHicTb
cniBnajiHHA nepdysii Ta BeHTUisALli, sike Haraaye X TEJIL, moxe cnocrepiratucs y 7-
10% namientis 3 BOXJI/JIKT a6o JIAT [106,107]. Binknaaenus nepdy3iiiHoro areHra
B MO3JIETEHEBUX OpraHax MO)KE€ BKa3yBaTW Ha ceplieBe a0o0 JIEr€HEBE IIyHTYBaHHS
crpaBa HajiBO 1 Moxe croctepirarucs npu BBC, remato-nereHeBoMy CHHIpOMI Ta
JICTEHEBUX apTePIOBEHO3HUX Majbpopmarrisx [68].

5.1.7. Komm’rorepHa toMorpagisi opradiB rpyaHoi KIiTKu 0e3 Ta 3
KOHTPaCTyBaHHSAM CyIMH, cyOTpakuiiiHa uudposa anriorpagis

KT wMoxe HagaTu BaxJuBy I1HGOpMAII0 s NALIEHTIB 13 3aJMILIKOIO
HE3 COBaHOI NMPUYMHU abo migo3proBaHoto/miaTBepmkeHow JII'. KT o3nakamu, 1o
BKa3ylOTh Ha HasiBHICTH JII', € 30unbIeHut giametp JIA, criiBBiHOIIEHHS po3Mipy JIA
no aoptu >0,9 Ta 30UIbIIEHHS TpaBux Kamep cepis [68]. KomOinaris Tpbox
napametpiB (miametp JIA >30 mm, ToBmuHa crigku [II >6 MM, BigxuieHHS
neperopoaku >140° (a6o cniigHomenHs [THI:JII >1)) € Bucoko1o mporHocTUYHOIO
o3Hakoro BusiBieHHs JII' [108]. KT rpyanoi kinituau 0€3 KOHTPACTy MOXKE JOMOMOTTH
Bu3HaYnTH puuuHy JII', K110 € 1aHi 32 HassBHICTh MAPEHXIMAaTO3HOTO 3aXBOPIOBAHHS
JereHb, a TakKoX Moke BkazyBatu Ha HagBHIcTh BOXIJI/JIKT mpu o3nakax
HEHTPOJIOOYIAPHOTO MOMYTHIHHS Yy BUIUIAAI «MaTOBOTO CKJIa» (TaKoXX MOXe OyTu
BusiBiieHo npu JIAT), centanpHux JiHiNA Ta TiMpaaeHonaTii [68].

B ocnoBnomy KT nereneBa aHnriorpadis BUKOPHUCTOBYETHCS [IJISi BUSIBICHHS
npsaMux abo "Henpsamux o3Hak X TEJID, Takux sk AedekTH HanmoBHEHHS (IIPUCTIHKOBI
TpoMOM), TPOMOOTHYHI Macu y BWIJIAMI MEPETUHOK abo cMyr (cTpiuok) B JIA,
BTATHEHHs1/po3mupenHs JIA, mozaiuna mepdysis Ta 30UIbIIEHHS OpOHXIATBHUX
aptepiii. Baxxnuo, miarHoctrana TouHIicTh KT nereneBoi anriorpadii mpu XTEJID e
oOMe>keHO10 (Ha PiBHI MalliEHTa Yy TJIIMBICTh Ta CIEHU(PIYHICTH CKIIanaTh 76% 1a 96%
BianoBinmHo) [109] ane, K TOBITOMIISETHCA, BOHA MOXKE OYTH BHUIIOK MpHU
3aCTOCYBaHHI BHCOKOSIKICHUX  MyJIbTH-AeTekTopHUX KT ckaHepiB Ta 1pu
iHTeppeTarii pe3yabTaTiB AocBiqueHrnMH crertianictamu [109,110].

Takoxx Mmoxe BukopuctoByBatrcs KT 3 KoHTpacTyBaHHSM J€T€HEBOI apTepii s
BUSIBJICHHSI 1HIIIMX CEPIIEBO-CYIMHHUX aHOMA, Y TOMY YHCJIi BHYTPIITHROCEPIIEBUX
IIYHTIB, aHOMAJIBHOTO JPEHAXKY JETCHEBUX BEH, BIIKPUTOI apTepiaibHOI MPOTOKHU Ta
JIETEHEBUX apTepiaibHO-BEHO3HUX IIYHTIB.

VY mnamienTiB 3 kiiHiuHOIO KapTUHOIO TocTpoi TEJIA KT rpynHoi KimiTku Moxe
OyTH KOPUCHUM JUUII BUSBJICHHS O3HaK jnoci He BusBiaeHoi XTEJII, mo BKIIFO4arOTh
HasBHICTH BuIle 3a3HauyeHuX o3Hak X TEJII ta rimeprpodii [T (o3naku xpoHizairii)
[111,112]. BusiBnenns «roctpoi» Ha ¢poHi XpoHiuHo1 TEJIA € BaXIMBUM, OCKLUIBKH I1€
MOX€ BIUIMHYTH Ha JIIKyBaHHS TAIli€HTIB 13 mependadyBaHoro roctporo TEJIA.
HBoeneprernuna KT anriorpadist Ta cyOTpakiiiiHe KapTyBaHHS 3a IOTTOMOTOI0 HOTY
MOXYTh HAJaTU JOAATKOBY J1arHOCTUYHY IH(OpMAIlIIO0 MIJISIXOM CTBOPEHHS KapTH
HakonuueHHs ony [113], mo BigoOpaxae nepdy3ito JiereHb, THAM CaMUM, MOXJIMBO,
30UIBIIYIOUM AIarHOCTUYHY TOYHICTH Meroxy nis BusiienHss XTEJIIT [114]. He
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IUBJISTYMCH HAa Bce Oulbllie BUKOpHUCTaHHs aBoeHepretnyHoi KT y maumientis 3 JIT,
AlarHOCTUYHE 3HAYEHHS [[OTO METOAY IlI€ HeJOCTaTHHO BCTAHOBIICHO.

Hudposa cyOrpakuiitna anriorpagis (LICA) B OCHOBHOMY BHUKOPHCTOBYETHCS
st migTBepakeHHsa glarHo3y XTEJIIT ta nms BuU3HAaueHHs BapiaHTIB JIIKYBaHHS
(manpukinan, onepauis adbo bJIA. BibuIicTh HEHTPIB BUKOPUCTOBYIOTH 3BUYaliHI J1BO-
a6o tpu-muianapHi LICA. Ognak C-00pa3Huil KOHYCHO-IIPOMEHEBUN KOMIT FOTEpHUN
ToMorpad Moke 3a0e3MeUrTH BHILY MPOCTOPOBY PO3AUIbHY 3AaTHICTh, NOTEHIIIHHO
i1eHTHQIKytoun Oulbllie 1uied ans nposeneHHa BJIA Ta Hagatoum iHpopMaliio sK
Kpaile npoBoauTu npouenypy [115,116].

5.1.8. MarniTHO-pe3oHaHCHA TOMOrpadis

MarniTHo-pe3oHancHa Ttomorpadis cepus (MPTC) Touno 1 3 BHCOKOIO
BIJITBOPIOBAHICTIO OIlIHIOE po3Mip, Mopdosoriro Ta (QyHKIIO nepeacepap 1
nutyHoukiB. JlonaTtkoBy iHpopMalito mpo aegopmarito miokapaa (“strain’) TTHI/JIII
MOYKHA OTPUMATH IUISIXOM 3aCTOCYBaHHS MITOK a00 BiJICTeKECHHS XapaKTEPHCTUK
micist o0poOku. Kpim toro, MPTC MokHa BHUKOPHUCTOBYBATH ISl BUMIPIOBaHHS
kpoBoToky B IIIII, aopTi, Ta MOPOKHUCTUX BEHAX, IO JO3BOJISE KUTHKICHO OI[IHUTH
ynapauii  00’em (YO), BHYTpPIIIHbO-CEPIEBUN WIYHT 1 PETPOTrpagHUIl MOTIK.
[loenHyroun KOHTpacTHY MarHiTHo-pe3oHaHcHy (MP) anriorpadiro Ta Bizyasnizallito
nereHeBoi nepdy3ii 3 M3HBOIO Bizyasizalliero Miokap/a 3 TaJIoiHIEBUM M1JCUICHHSM,
MOKHAa OTpPUMATH TOBHY KapTHHY CepIsl 1 JITEHEeBOi CYAMHHOI cuCTeMH (IUB.
noMaTKOBI jaHi, Tabmumsg S2 mus iHpekciB MPTC 1 HopMmajabHUX 3HAYCHB).
OOMexXeHHSIM € Te, 10 He ICHYE 3arajJbHONPUUHATOTO METOY, 32 JIOMOMOTOI0 SKOTO
MoOkHa Oyso 0 ominuTu TUCK B JIA. He3Bakaroun Ha Te, 10 BapTICTh 1 JOCTYITHICTh
METOJIUKH HE JT03BOJIsIE BUKOPUCTOBYBATH ii JUisl paHHbOi AlarHocTtuku JIAL, BoHa €
Yy TIMBOIO JUIsl BUSBJICHHS paHHIX o3Hak JII' ta miarnoctuku BBC [117].

5.1.9. AnaJi3 KpoBi Ta iMyHoJI0TiYHE 00CTEKEHHSA

[ToyaTkoBa JiarHOCTUYHA OIIIHKA MAIIEHTIB 3 BIEPIIIE BCTAHOBICHUM J11arHO30M
JIT/JIAT' mae Ha MeTi BUSIBUTH CYITYTHI1 3aXBOPIOBaHHS Ta MOJKJIWBI MPUYUHH a00
ycknagaenns JII'. JlabopaTopHi aHami3m, sSKi il OTpUMATH HA MOMEHT JIIarHOCTHKHU
JI' BKIIOYAIOTH: 3araJbHUAN aHami3 KpoBi (Bkaowaroun remoriodin (Hb));
CJICKTPOIITH CHUPOBAaTKM KpOBI (HATpid, Kamii); (QyHKIiISE HUPOK (KpeaTHHiH,
pPO3paxyHKOBa MIBUAKICTh KIIYOOUKOBOi (UIBTpaIlii Ta CEYOBHHA); CEUOBA KUCIIOTA,
MEYiHKOBI TMOKa3HUKH (ajaHiHaMiHOTpaHcdepasa, acmapTaraMmiHoTpaHcdepasa Ta
nykHa ¢ocdaraza, y-TIyTaMUITpaHCIEeNTHIA3a, OUTpyOiH); cTatyc 3aiisza
(cupoBaTkOBe 3aii30, Hacu4eHHS TpaHchepuny Ta ¢eputuH); Ta MHVII abo
HKMHYVYII nentun. KpiM Toro, cepoJsioridHi AOCIIKCHHS TOBHHHI BKJIIOYATH
TecTyBaHHS Ha Bipycu remarutiB Ta BIJI. Pexomennyerscs 06azoBe iMyHOJOTIdHE
nabopaTopHe OOCTEXEHHs, IO BKIIOYA€ CKPUHIHTOBI TECTH HAa aHTHUHYKJICapHI
AQHTUTIJIA, AaHTUIEHTPOMEpHI aHTUTLIa Ta aHTH-Ro. Ilamieatam 3 XTEJIT
PEKOMEHYE€ThCSI CKPUHIHT Ha O10JI0TIYHI MapKepu aHTH(POCPOIIIMITHOTO CHHAPOMY.
JlonaTkoBUM CKpUHIHT Ha TpOMOOPUIiIO, K MPaBUIO, HE PEKOMEHIYETHCS, 3a
BUHITKOM BUIAJKIB, KOJIU OYIKYIOThCA TepaneBTuuHi Hachiaku [118]. JIAI' Ta 1xun
dbopmu  Tskkoi  JIIT  MOXKYTh  CYNpOBOJXKYBATHCS  MOPYLIEHHSIMHU  (QYHKIIIT
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IUTONOI0HOT 3a7103U, 10 OOYMOBIIIOE T€, L0 JA0OPATOPHUN CKPUHIHT MOBUHEH
BKJIFOYATH MPUHAUMHI TUPEOTPOIHHI TOPMOH.

5.1.10. YabTpa3ByKoBe J0CHIIKCHHSA OPraHiB YepeBHOI NOPOKHUHHU

VYnabrpa3BykoBe gocnimpkeHHs (Y3]l) opraHiB yepeBHOI MOPOKHUHM Ma€e OyTH
YaCTMHOIO KOMIUIEKCHOTO JIarHOCTUYHOTO OOCTEXEHHS TMAalIE€HTIB 3 BIEpILE
niarHoctoBaHoto JII', 0co061uBo, Mpu Mio3pi Ha 3aXBOPIOBaHHS MeUiHKU. OCHOBHOIO
METOI0 € TOIIYK 3aXBOPIOBAHHS TEYIHKM Ta/ab0 MOPTalbHOI TinepTeHsii, ado
noprokaBajibHOro 1myHTa (Manbdopmaiis Aobepueti). Ilimx wac mepebiry
3aXBOpPIOBaHHA y naiieHTiB 3 JII' Moxke po3BUHYTHCS BTOPUHHA TUC(YHKIIISI OpraHiB,
10 TIEPEBAXKHO Bpakae mediHky Ta HUpKkH [119]. ¥V takux marientiB Y3 ]I HeoOX1aHO
OpOBECTH JIsl AUGPEPEHIIIIHOT IarHOCTUKYU Ta OLIHKHU CTYIEHS YPaKeHHs OpraHiB.

5.1.11. KapaiopecnipaTopHuii Tect

CepueBo-yiereHeBUil TECT 3 (PI3MYHUM HABAHTAXKEHHAM (Kap10pecripaTOpHUA
tecT — KPT) € KopyCHUM IHCTPYMEHTOM JJisi OLIHKM OCHOBHHMX NaTO]i1310J0TTYHUX
MEXaHI3MIB, IO MPU3BOAATH 10 HEMEPEHOCUMOCTI (PI3UYHOTO0 HABaHTAKCHHSI.
[MarienTu 3 JIAI' 1eMOHCTPYIOTh THIIOBY KapTUHY 3 HU3bKUM KIiHIICBUM MapIliaIbHUM
tuckoM ByrJiekucioro razy (PETCOz), BUCOKMM BEHTWIALIMHUM €KBIBAJICHTOM ISl
Byriiekucioro razy (VE/VCO;), nusbkum kucHeBuM mysibcoMm (VO2/HR) 1 HU3bKHM
mikoBuM crnoxuBaHHAM KucHiO (VO3) [120]. Lli nmaHi 103BOJSIOTH MPUCKOPUTH
BUSIBJIICHHSI 3aXBOPIOBaHHA JereHeBux cyauH. Y marientis 13 JII-3JIBC ab6o XO3J1
Taka KapTHHA MOX€E BKa3yBaTH Ha JI0JJaTKOBE JIET€HEBE CyAMHHE ypaxkeHHs [121,122].
VY rpynax pusuky po3BuTky JIAI', TakuXx sk MAIiEHTH 13 CKIEPOAEPMIEI0, HOpMaJIbHE
mikoBe crioxuBaHHs KucHIO (VO2) Bukioyae miarano3 JIAT [123].

5.1.12. Karerepu3anisi npaBux BiJUIiJIiB cepusi, BA30PEeaKTHUBHICThb, (Pi3N4HE
HABAHTAKEHHS] TA HABAHTAYKEHHS PiIMHOI0

5.1.12.1. Kamemepu3auisa npasux 6i0odinie cepusn

Karerepuzamiss mpaBux BigaiumiB cepus (KIIC) e 3omoTum  cranmapToMm
niarHoctuku Ta kinacudikamii JII'. Bukonanus KIIC Bumarae gocBimy 1 peTeabHOTO
JTOTPUMAaHHS METOJ0JIOTIi Ta CTaHAAPTHU30BAHUX MPOTOKOJIB. OKpIM TIarHOCTUKH Ta
knacudikarmii JII', kminigai nokazanus 11t KIIC BximroyaroTh reMOAUHAMIYHY OIIIHKY
mepej; TpaHCIUIAHTaIlero cepist abo jereHsb [124] Ta mpu BpPOIKEHUX CEPIEBHX
IIyHTax TMepes 3akpuTTsaM naedekrty. [HTeprperarliss 1HBAa3MBHOI T'€MOJUHAMIKA
MMOBUHHA IMPOBOJUTHCS B KOHTEKCTI KIHIYHOT KapTHHU Ta IHIIUX JIarHOCTHYHHX
nocnimkerb. Komu KIIC npoBoauTthes B mentpax JII', vactoTta cepiiosHnx HeOakaHUX
suin (1,1%) ta mepumnpouenypuoi cmepti (0,055%), € Husbkoro [125]. Bigommii
tpoMO a6o myxmmHa B [IIII a6o IIIl, memomaBHO imruTanTOBaHWK (<1 MicsIIs)
KapJI0CTUMYJISITOP, MEXaHIYHUN MpaBuii kinamad cepiis, nporeaypa TriClip Ta roctpa
iHpekmis € nporunokazaHHaMua 10 KIIC. ChoiBBiAHOIICHHS PH3HK:KOPHCTH CIIiJ
OIIHIOBAaTH IHAWBIAYaJIbHO TIIEpe]l KOXHHUM OOCTS)KCHHSM 1 OOrOBOPIOBATH 3
narieaToM. Hatictpamuimum ycknagaenasm KIIC e nepdoparis JIA. AnexBatHa
miaroroBka mamieHTiB 10 KIIC mae Benuke 3HaveHHs. CymyTHI MEIW4YHI CTaHU
MOBUHHI OyTH ONTHMAaJIbHO KOHTPOJBOBAHI HAa MOMEHT mporeaypu (0coOnmBo,
KOHTPOJIb apTEplaibHOrO0 THUCKY Ta BIUICYTHICTh O3HAK 3aTPUMKUA piauHU). Y
MOJIOKCHH] JIe)Ka4yl Ha CHOUHI PEKOMEHAYETHCS BHKOPHUCTOBYBATH CEPEIHBO-
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IPYAMHHUI P1BEHbB SIK HYIbOBUH peepeHTHUIN PiBEHb, IKUI 3HAX0IUThCA Ha piBHI JIA
y OUIbIIOCTI MaIfieHTIB [126].

J1J1sl HTOBHOI OI[IHKH CEpPLIEBO-JIEr€HEBOI FreMOAMHAMIKA HEOOX1THO BUMIpATH 200
po3paxyBaTu BCl MOKa3HUKH, mepeiideHl B Tabmuimi 11. HemoBHUX OIIHOK cCIiif
YHUKATH, OCKUIBKM 1€ MOKE€ MPU3BECTH A0 MOMMIKOBOIO J1arHo3y. SIK MiHIMYM,
HAaCMYEHHS KHCHEM 3MilIaHoi BeHo3HOi KpoBi (CBO2) Ta aprepiasibHa caTypauis
kucHeM (CaO;) wmatorh Oytu Bu3HaueHi. [loeramna ominka CaO; mnOBUHHA
npoBoguTucs y naimieHtiB 3 CBO2 >75% 1 npu miio3pl Ha HAsBHICTH J1BO-TIPABOrO
myHTa. XBUIUHHUM 00’eM kpoBi (XOK) ciig oliHIOBaTH 3a JIOMOMOTOI0 MPSIMOTO
meTory Pika ab0 METOIOM TEPMOIMITIONIT (Cepe/THI 3HAYCHHSI IIIOHAWMEHIIIE Bil TPhOX
BUMiptoBaHb). Henpsimuii wmetonq @Dika BBaXaeTbcs MEHII HAIIHHUM, HIK
tepmoamitoniss [127]. Meron TepMoAwoONii HE 3aCTOCOBYETHCS MPU HAABHOCTI
myHTiB. OJIC (=(CpTJIA-T3JIA)/XOK) cning po3paxoByBaTH JIJIsi KOKHOTO TAIlIEHTA.
Bci BuMiproBanHs THCKY, Bkitodaroun T3JIA, ciig npoBoauTH Ha KiHII BUAUXY (6€3
MaHEBPY  3aTpPUMKW  JuXaHHSA). Y  TAIllEHTIB 3  BEJIUMKUMH  3MIHaMU
BHYTPIIIHBOTPYAHOTO TUCKY TIPOTATOM JUXAIBHOTO IUKIY (Hanmpukiazd, mpu XO3JI,
OKHMPIiHHI, MiJ Yac (PI3UYHOrO HABAHTAXEHHS) JOLUIHLHO YCEPEIHIOBATH MOKA3HUKU
OTpUMaHi BiJl, MPUHAWMHI, TPhOX-YOTUPHOX JUXAJTBHUX IHUKIIB. K0 HEMOXKIIUBO
orpumatu HaaiiiHy kpuBy T3JIA a6o skuio 3nauenHs T3JIA € HenpaBmonogiOHUMU,
CHIJT PO3TJSSHYTH MOKJIMBICThH JOJATKOBOT'O BUMIPIOBAHHS KIHIIEBOT'O J1aCTOJIYHOTO
tucky JIII, mo6 yHUKHYTH MOMHJIKOBO1 Kiacudikamii. CaTypailis, BUMIpsSHA TIPU
BCTAHOBJICHHI KaTeTepa Yy 3aKJIMHEHOMY IOJIOKEHHI, MOXe MiITBEPAUTH TOUYHE
3HaueHHsa T3JIA [128].

5.1.12.2. Bazopeakmuenuii mecm

Meroro nocmimkeHHs: BazopeakTuBHOCTI mpu JIAIT € BUSIBICHHS TAaIli€HTIB 3
TOCTPOIO TO3WUTHUBHOKO BIAMOBIII0 HAa Ba30PEaKTUBHHUM TECT, SIKI MOXYTh OYyTH
KaHIWJaTaMUd Ha JIKyBaHHS BHUCOKHMMH J03aMH OJIOKAaTOPIB KaJbI[IEBUX KaHaiB
(BKK). HocnimkeHHs JiereHeBOi Ba30pPEaKTHBHOCTI PEKOMEHIYETHCS TPOBOJUTH
muie namienraM 3 IJIAT, cnagkosoro JIAI a6o JIAT, acomilioBaHOIO 13 TOKCHHAMH Ta
JTiKapCchKUMH 3aco0amu. [Hramsamiiaui okcu a3oty [129] abo iHransminHui U10mpocT
[130,131] € pexkOMEHAOBAaHUMH TECT-CIIOIYyKaMU ISl BA3HAYEHHSI Ba30PEaKTHBHOCTI
(tabmum 12). IcHYrOTh aHANOTIYHI JOKa3u JJIsI BHYTPINIHHOBEHHOTO (B/B) BBEICHHS
EIOIPOCTEHOJTY, aJIe Yepe3 MOCTYIIOBE 301IBIICHHS 03U 1 HEOOXITHICTh MTOBTOPHUX
BUMIpPIOBaHb, TECTYBaHHS 3aiiMae HabaraTo OUTBINE Yacy i, TOMY, € MEHIII JTOILTBHUM
[129]. AneHO3MH BHYTPIITHLOBEHHO OLTBINIE HE PEKOMEHYETHCS Yepe3 YacTi MmooidHi
edextn [132]. [To3uTnBHA TOCTpa peakirist BU3HadaeThes sk 3HmKeHHss CpTJIA Ha >10
MM PT.CT. 10 IOCSATHEHHS a0COJIOTHOTO 3Ha4YeHHs <40 MM pT.CT., IpU MiABHUILEHI a00
He3minaoMy XOK [129].

VY martienTis 3 JII'-3JIBC mociimkeHHS Ba30peaKTUBHOCTI 00MEKY€ETHCS OIIHKOIO
KaH/IUJATIB Ha TpaHCIUTaHTaIio cepus (auB. po3aia 8.1), a y marmienTis 3 JII'-BBC 3
MMOYAaTKOBHM CHUCTEMHO-JICTEHEBUM IITYHTYBaHHSM TECTYBaHHS Ha Ba30pPEaKTHBHICTH

MOYK€ TPOBOJUTHUCS JJIS OIIHKKA MOJKJIMBOCTI 3aKpUTTSA nedexTy (auB. po3ain 7.5)
[101].
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Taoauna 11. I'emoauHaMiuHi NOKAa3HUKH, SIKi BU3HAYAKOTLCHA Iijg

KaTeTepusauii MpaBuX BiIUIIB cepus

qac

Ioka3HUKH, 10 BUMIPIOIOTHCS

HopmaJibHi 3HaYeHHSs

Tuck y npaBomy nepeacepai (TIIIT), cepenniit
Tuck B nerenesiit aprepii, cucroniunuit (CTJIA)
Tuck B nerenesiii aprepii, niactomiuamii (ATJIA)
Tuck B nerenesiit aprepii, cepenniit (CpTJIA)
Tuck 3aknmHioBaHHs JereHeBoi aprepii (T3JIA),
CepeHiii

2-6 MM PT.CT.
15-30 mmM prt.cT.
4-12 MM pT.CT.
8-20 MM pT.CT.
<15 mm prt.cT.

XBunuHHEUHN 00’ €M KpoBi (XOK) 4-8 n/xB
Carypartis 3Mimanoi BeHo3HOT kpoBi (CBO2)* 65-80%
Carypartis aprepiansaa (CaO2) 95-100%
CucreMHull aprepialbHUI THCK 120/80 mm prT.cT.

Po3paxoBani nokazHukmn

Onmip nereneBux cyaus (OJIC)

JlereneBo-aprepianbauil kommuaeHce (JIAK)

0,3-2,0 on. Byma

[HeKC OTIOpY JIETEHEeBHX CYIWH 3-3,5 on. Byna
3aransHuii omip gereHeBux cyauH (30JIC) <3 on. Byna
CeprieBuii 1HIIEKC 2,5-4,0 n/xB/M?
VY napuuii 06’em (YO) 60-100 M
[HIeKC ynapHOTO 06’ eMy 33-47 mn/m?

>2,3 MJI/MM PT.CT.

* — 3pa3oK KpOBI B3ATO 3 JIETEHEBOI apTepii, MOPIBHAIbHA OKCUMETPIsi PEKOMEHIOBaHA JUIS BUKJIFOUCHHS

BHYTpIIIHbOCEpIIeBUX MIyHTIB Komu CBO2 Oimpme 75%, OJIC =

CpTJIA/XOK, JIAK = VO/(CTJIA-JITJIA).

(CpTJIA-T3JIA)/XOK, 30JIC =

Taoauua 12. Hlnsixu npu3HaveHHs, YaC HANiBBUBEJCHHS, J03YBAHHA Ta

TPUBAJICTh NPU3HAYEHHS PEKOMEHJOBAHMX JIKAPCHKUX 3aC00iB /1714
NPOBeJIeHHSI BA30PEAKTHBHOI0 TECTY NPH JieTeHeBill apTepiajbHii rimeprensii
Jlikapcbkuii 3aci0 | Lluasax BBexeHHst Yac Jo3yBaHHsA TpuBaJjicTb
HaNiBBUBEIACHHS
Oxkcun azory [129] THTISIIIITHO 15-30 ¢ 10-20 i 5-10 xB*
Lmompoct [130,131] | iHransmiiHo 30 xB 5-10 mkr** 10-15 xp***
Enonpocrenon [129] | BHyTpilIHBOBEHHO | 3 XB 2-12 ur/kr/xB | 10 xB****

*— BI/IMipIOGTI:CSI B OAWH KPOK B MCKaX KOJIMBAHHSA J103U.

** — YV MyHIITYIII.

*

*khkk

** — BUMIpIOETHCSI B OMH KPOK, PHCKOPEHHS IIOBHOTO E(EeKTY.
301IbIIeHHS 3 IHTEPBAJIOM Ha 2 HI/KT/XB, TpUBATICTh 10 XB Ha KOXKHOMY KPOIIi.

Komenmap pobouoi zpynu: 0ns npogedeHHs 6a30peaKkmusHO20 mecm) 8
Ykpaini docmynuum € nuwe iHeanayitiHuil L10npocm.

5.1.12.3.
HAGAHMAIICEHHI

Kamemepu3zayia npasux

6iooinie cepua npu

Qizuunomy

KIIC € 3010THM CTaHIapTOM IS OIIIHKK CEPIIEBO-JICTCHEBOT T€MOIUHAMIKH TTij1
yac (I3MYHOrO0 HaBaHTa)X€HHs Ta Bu3HaueHHs JI[' mpu ¢i3MuHOMY HaBaHTaKEHHI
[133]. OcnoBHoro wmetoro mnpoBefneHHs KIIC npu ¢i3uyHOMYy HaBaHTaXEHHI €
JIOCJI1JI>KEHHSI MAI[IEHTIB 3 HE3PO3yMUIO0 3aJUIIKOI0 Ta HOPMAJIBHOKO T€MOIUHAMIKOIO
y CTaHl CIIOKOIO 3 METOI0 PAaHHHOT'O BHSIBJICHHS 3aXBOPIOBaHb JIETEHEBUX CYIUH a00
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muchyHkuii iBUX Biaauiie cepus. Kpim Toro, remoauHamika mnpu (QI3UUYHOMY
HaBaHTA)XXEHH1 MOK€ HECTU BaXKTUBY MPOTHOCTHYHY Ta (DYHKI[IOHATBHY 1H(QOpMAILit0
y maiieHTiB 3 pu3nkoM po3BuTky JIAT" ta TEJIA [22,134,135]. Ilo6 makcumizyBatu
kibkicTh Hpopmanii, KIIC 3 ¢p13uunnM HaBaHTa)XeHHSAM MOXHa noeanyBatu 3 KPT.
3rigHo 3 HasBHMUMM JaHuMU Ta JocBigoM, KIIC 3 ¢i3MuyHUM HaBaHTa)KEHHAM HE
ACOINIOETHCS 3 JOIATKOBUM PH3UKOM yCKIaaHeHb mopiBHsAHO 3 KIIC y cTani criokoro
ta KPT [133].

Tectu 13 30UIbIICHHSM (DI3MYHOTO HaBaHTaXEHHs (CTymiHYacTHil (step) abo
Oe3nepepBHUM (ramp) TPOTOKOJI) 3 MOBTOPHUMHU T€MOJAMHAMIYHUMH BUMIPIOBAHHIMU
HAJal0Th HAWOLIbIIEe KIIHIYHOI 1HGOpMAaIlli Mpo JiereHeBUi KpoBooOir. MiHiMallbHO
HEOOX1IHI TeMOJMHAMIYHI TapaMeTpu, U0 BHUMIPIOIOTBCS HAa KOXKHOMY piBHI
HaBaHTaxeHHs, BKIoualoTh CpTJIA, CTJIA, miacromiunuit tuck B JIA ([TJIA),
T3JIA, XOK, ugactory cepueBux ckopoueHb (UCC) ta cuctremuuii AT. Kpim Toro,
tuck y npaBomy nepeacepai (TIIT), CsOz 1 CaO, cnig BUMIpIOBaTH, TPUHANMHI, Yy
CTaHi CIIOKOIO Ta Iij] Yac MKOBOT'O HAaBaHTAXKEHHs. 3arajJbHUI OITIp JICTCHEBUX CYJIHH,
OJIC, 1 cepueBuit ingekc (CI) ciig po3paxoByBaTH Ha KOXKHOMY pPiBHI (PI3UYHOTO
HAaBAaHTAXXCHHS, a TAKOXX apTEpPIOBEHO3HY PI3HMIKO KHUCHIO NMPH MaKCHMAJIbHOMY
HaBaHTaxeHHl. Haxwun (slope) mnpsmoro cmiBBiaHomeHHs CpTJIA/XOK Ta
T3JIA/XOK Takox cmig po3paxoByBatu [136,137]. V mamieHTiB Ha paHHIX CTaIisIX
xBOpoO nereneBux cyauH, OJIC Moxe OyTH HOpMAJIBHUM a00 HE3HAYHO 301IbIIICHUM
B CTaHI CIIOKOIO, aJieé MOXE 3MIHIOBATHUCS 3HAYHO TMPHU (PI3MYHOMY HABaHTAXKEHHI 13
soutbmeHHsM CpTJIA, mo BimoOpaxkaeTbes y BenmuunHi kyta Haxuiny CpTJIA/XOK
>3 MM pT.cT./1/XxB, B Toh uac sk Haxwia T3JIA/XOK, 3a3zBudyaii, 3aduIIacThCs
<2 MM pt.cT./n/xB. [lamienTy 3 nucyHKITIEO JTIBUX BB ceplis, Hanpukiand, i3 CH
31 30epexenoro ¢yukiiero Bukuay JIII (CH36®B) [23] Ta/abo AauHAMIYHOIO
MmiTpanbHoto perypritamieo [138] 1 Hopmansuum T3JIA y craHi crokoro, 3a3BUYal
neMoHCTpyioTh piske 30unbmieHHs CpTJIA ta T3JIA (ta Haxuny CHiBBIAHOIIEHHS
CpTJIA/XOK 1 T3JIA/XOK) mig yac Gpi3uyHOT0 HaBaHTAKECHHS.

3rigHo 3 octaHHIMH JgociimkeHHsIMH, Haxun T3JIA/XOK >2 MM pr.cT./11/XB. €
KpUTEpieM I po3Mi3HaBaHHs aHoMalibHOTO miaBuieHHs T3JIA 1, oTke, 0OMeKeHHS
CEpIIEBOr0 HaBaHTaXXeHHs, 0coOnuBO y mamieHTiB 3 T3JIA 12-15 mm pT.cT. y cTaHi
cnokoro [23,24,139]. Bemuuwna T3JIA >25 MM pr.ct. mig 4ac (i3UYHOTO
HaBaHTA)XCHHS B ITOJIOKCHHI JieXKadn Oyia pekoMeHmoBaHa i aiarHoctuku CH 13
30epexkenoro @B [16]. VYV marieHTiB 13 3aXBOPIOBAaHHSIMH JICTCHBb ITiABUIICHUM
BHYTPIMIHbOTPYAHUI TUCK Moxe crpusitu minsumieHHio CpTJIA. Bin crae me
OlTpmuM i 9ac (Pi3MYHOTO0 HABAHTAXKEHHS 1 MOXKE OYTH PO3IMI3HAHUN 332 CYMyTHIM
30imemenHsm  TIIIT [140]. Jlesxi moOka3HWKH TeMOAWMHAMIKM Tpu (Hi3UIHOMY
HaBaHTa)XCHHI 3QJICKATh BiJ BiKY, a caMe, 3/I0POBi JIFOJIH MIOXUJIOTO BIKY MAaFOTh OUTBIII
kpyTi Haxwm CpTJIA/XOK Tta T3JIA/XOK, Hix y 310p0oBUX MOOAUX Jroaei [9,141].

5.1.12.4. Hasanmascennsa piounor

HaBanTtaxyBanbHa mpoOa 3 PIAMHOI JOMOMAara€ BHUSIBUTH J11aCTOJIYHY
muchynkiiro JINT y namientiB 3 JII' Ta T3JIA <15 MM pT.CT., 5IKI MalOTh KJIIHIYHUM
(eHOTHII, 1110 BKa3y€ Ha ypaXK€HHS JIIBUX BIAUIIB ceplis. BUIbIIICTh TOCTYMHUX TaHUX
OTPUMAHO 3 JOCIIJIKEHb, cpsiMoBaHUX Ha BUsiBlieHHs CH30®B (xapaktepusyerhcs
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migBuineHHsM T3JIA), a He Ha BcraHoBieHHs miarHo3y JII'-3JIBC (rpyma 2)
(xapaktepusyetbesa minsuiieHHsM CTJIA, nus. po3ain 8.1). 3araabHONPUHHSATO
BBakaTu, 10 mBUAKOI 1HDY31i (mporsarom 5-10 xB) 500 mun (7-10 wmu/kr)
(1310JI0r1YHOTO PO3YMHY JOCTATHHO JJIsl BUSBIIEHHA aHOMaJIbHOTO NiaBuIeHHs T3JIA
10 >18 MM pT.cT. (110 cBiMuuThH npo HasBHICTE CH30DB) [142]. [Ipote, HeoOXiqHA
BaJIiJlallis Ta JOBFOCTPOKOBA OIlIHKA TUX JaHuX [ 143]. IcHye HeroCcTaTHRO TaHUX 111010
reMOJIMHaMIYHO1 peakiii Ha HaBaHTaXXEHHS piIuHOI0 y namieHTiB 3 JIAI'. OctanHi naHi
CBiIUaTh Mpo Te, o nacuBHe MAHATTS HIr mig yac KIIC Takoxx mMoke JOMOMOTTH
BUABUTH npuxoBany CH30DB [144].

Pexomennaniiina tadauus 1. Pexomenaauii /11 NpoBeieHHS KaTeTepu3amii
NMpaBHUX BiJiJIIB cepus Ta BA30PeaKTHBHOIO TECTY

Pexomenaamii Kaac PiBennb
pexomMenaanii | 10Ka30BOCTi

Katerepu3anis npaBux Bigijis cepus (KIIC)

KIIC pexomenmoBana nisi miATBEpKEHHS miarHo3y JII
(ocobnuBo y narientis 3 JIAT, XTEJII') Ta miaTpuMKu pilieHHs
111010 JIiKkyBaHHs [25,26]

VY mamieHTiB 3 mimo3poro abo Bimomoro JIIT pekomeHmoBaHO
npoBeaeHHs: KIIC B ekcneptHux nenTpax [125]

PexomennoBano, mo6 mpu KIIC npoBoauiock BU3HAYEHHS BCIX
TeMOJIMHAMIYHUX TapaMeTpiB 3TiIHO CTaHIAPTHOTO IMPOTOKOIY
[25,26,145]

Ba3opeakTuBHMii TecT

BazopeaktuBHuit TECT PEKOMEHIOBAHO [ari€eHTam 3
UIAT /cmankoBoro  JIAI/acomiiioBaHor0 3 TOKCHHAMH Ta
JIKapChKUMU 3aco0aMu JIJIsi BU3HAYCHHS TAIIEHTIB, SKI MOXYTh
JikyBarucs Bucokumu go3amu BKK [129,146]

PexomennoBaHo, 100 Ba30PEAKTUBHHMA TECT IPOBOAMBCSA B
nenTpax JII'

PexomeHnioBaHO BBa)KaTH Ba30PEAKTUBHUI TECT MO3UTHBHUM MPH
sHmwkeHHi CpTJIA >10 MM pT.CT. Ta JOCATHEHHS BEJIMYMHH
CpTJIA <40 mm pr.cT. 3 minBuieHHSIM abo HeamiHHMM XOK*
[129]

[HransAmiiHi OKCHI a30Ty Ta UIOMpOCT abo B/B €MOMPOCTEHOJ
PEKOMEHI0BaH1 ISl MMPOBEACHHS Ba30pPEaKTHUBHOTO TecTy [129-
132]

BazopeaktuBHuil TeCT 111 BUBHAYCHHS KaHIUIATIB HA JTIKYBaHHS
BKK He € pekoMeHJ0BaHUM i MAIIEHTIB 3 IHIIUMH (opMamMu
JIAT, okpim IJTAI/cnankoBoto JIAI /aconifioBaHa 3 TOKCMHAMU Ta
JIKapChbKMMH 3ac00aMu, Ta y HamienTiB rpyn 2, 3, 4, 5 [124,129]

B

BKK — 6nokaTopu kanpuieBux kanaiis, IJIAI' — imiomaTuuna nerenesa rineprensis, KIIC — kaTerepu3aris
npaBux Bigainis cepus, JIAI' — nereneBa aprepianbHa rineprensis, JII' — nerenesa rineprensis, CpTJIA —
cepenHiil Tuck B sereHesiit aprepii, XOK — xBununnuii 06’em kposi, XTEJII" — xpoHiuHa TpomOoeMOboIiyHa
JIeTeHeBa TilepTen3is.

* — TecTyBaHHS TakoX CIiJ MPOBOAMTH maunieHTaMm i3 modaTkoBuM CpTJIA <40 MM pT.CT., IS SIKMX
3aCTOCOBYIOTHCS Ti cami KpUTepii BiAMOBii.
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5.1.13. I'eHeTHYHA KOHCYJIbTALIA TA TECTYBAHHSH

Myrauii B renax JIAI' Oynu BusiBneni npu cimeriniit JIAL, JTAT, BOXJI/JIKT ta
npu JIAT, aconifioBaHiii i3 TOKCHHAMH Ta JIIKapChbKUMH 3aco0amu (Tadmurs 13) [148].
PexomMeHialii o0 CKpUHIHTY, HaBEJEH1 B IbOMY JOKYMEHTI1, CTOCYIOThCS AI[IEHTIB
3 a priori BcTaHoBjieHUM piarHo3oMm JIAD, a He jis momynsiid, sSKi MiAJISTaroTh
ckpuHiHry Ha JIAD" (nuB. po3nin 5.3). Yci nmamieHTH 3 HUMU CTaHAMU TOBUHHI OyTH
npoiHGOpMOBaHi MPO MOXKJIUBICTh T€HETUYHOTO 3aXBOPIOBAHHS Ta IO WICHH CiM’i
MOXXYTh OYTH HOCISIMU MYyTalli F'€HIB Ta i€ MIJBULIYE PU3UK PO3BUTKY B HUX JIAI 1
JI03BOJISIE TPOBOJAUTH CKPUHIHT Ta paHHIO JiarHOCTUKY [33,148]. HaBith skImio
reHeTHYHE TECTYBaHHS HE MPOBOAMTHCS, YJIEHHU CIM’i MOBUHHI OyTH MOIH(POpPMOBaHi
Ipo paHHI O3HAKM Ta CHUMNOTOMH, 00 3a0€3MEUYUTH CBOEYACHE Ta HAJICKHE
BCTAHOBJICHHS JiarHo3y [148].

['eHeTHUHE KOHCY/IBTYBaHHS Ma€ MPOBOJIUTUCH MiATOTOBICHUMHU HAJICKHUM
YUHOM cremiajictaMu  ab0 TEHETHMKaMW TepeJl TCHETUYHUM  TECTYBaHHSM.
KoHcynbTyBaHHS Ma€ BIJIMOBICTM Ha psAJl CKIAJHUX IIUTaHb, II0B’SI3aHUX 3
NICHETPAHTHICTIO TCHIB, BHABJICHHSAM WICHIB CiM'1 3 TEHETUYHHM PH3UKOM,
PENPOAYKITIE€I0, TEHETUYHOI JHUCKPUMIHAIIEID Ta COIAIbHUMH TpoOJieMaMu.
PerenpHe reHeTHYHE KOHCYITYBaHHS CICIIATICTOM 3 TCHETHYHOTO KOHCYJIBTYBaHHS,
MEJIUYHUM T'E€HETUKOM a0o0 JIiKapeM-TeHETUKOM Ma€ BUpIlIajibHE 3HAUYCHHS TEpe]
FeHETUYHUM TECTYBAaHHIM I O€3CUMIITOMHUX uieHIB cim’i [148]. Skmio ciMmeiina
MyTallisl BiIOMa, a Y «HEYpa)KeHOTo» 4uieHa CiM’1 TeCT Ha II0 MYTallil0 HETaTUBHUIA,
TO pu3uK po3BUTKY JIAI' nist 1iei ocoOu € TakuM ke, AK 1 175 3arajabHOi MOMYJIsLii
[148].

baraTo 3 BU3HAUeHUX MEHII MONIMPEHUX MYTalliid MOTEHIIHHO AOal0Th IEBHUI
HaOlp CUHAPOMAJIBHMX O3HaK. BoHm mimcymoBaHi B Tabmumi 13, B sAKild BKazaHO
cenudigai TaHi aHeMHe3y, (i3UKaTbHOTO OOCTEKEHHS Ta MociipkeHHS. Jlikapi
MOBUHHI TPOBECTU PETEIILHUIN 301p aHaMHE3y Ta OOCTEKEHHS, OCKUIBKH CHUMIITOMHU
JIAT" MoxyTh OyTH TpOITYIIEHi, SKI0 HE IMPOBECTH PO3NMUTyBaHHA. Hampukian, B
OJIHOMY 3 HaWOLIBIINX HA CHOTOMHINIHIN JIeHb Jociimkenb myTarii TBX4, ALK1 Ta
ENG reniB Oynu mpencraBieHi TOM-6 HANMOIMIMPEHIMMX TEHETUYHUX 3HAXIIOK Y
nopocaux 3 panime giarHoctoBanuM IJIAT [149]. Li pe3yabrat Oynu miaTBEpIKEH1
Ta PO3MIKUPEHI MDKHAPOAHUMHU TeHETUHUHUMHU KOHcopiiyMamu y 4241 namienta 3 JIAT
[150]. TakuM 4YHHOM, OYEBHJHO, IO ICHYE€ (EHOTHUIIOBA TETEPOTCHHICTh I[HX
CHUHIPOMIB 200 IIPOMYIIEHO AlarHOCTUYHI 03Haku. Ko Oy/ie BiIKpHUTO O1IbIIIE TEHIB,
noB’si3anux 3 JIAL', Oyxe aemam CkjIagHINIE MPOBOJMTH 1HAWBIIYadbHE TECTYBaHHS
ISt KokHOTO 3 HMX. CEeKBEHYBaHHS HACTYIHOTO TMOKOJIHHS JTO3BOJHIIO PO3POOKY
TCHHHMX IMaHeICH Ui OJHOYACHOIO JOCIIDKEHHS IEeKUIbKOX reHiB [151]. Bakimuso
MEPEeBIPUTH T€HH, BKIIOYEHI B TaHENI MijJ] 9ac TECTYBaHHS, OCKUIBKM IXHIA CKIJIaj
3MIHIOETHCS 3 PO3BUTKOM I'€HETUYHUX BIIKPHUTTIB.

5.2. liarTHOCTUYHUI aJITOPUTM

VY mnamieHTiB 3 HE3PO3YMUIOK 3aJUIIKOI0 a00 CHUMMOTOMAaMHU/O3HAKAMH, 10
BUKJIMKAIOTh Migo3py Ha JII, ciaig  po3riasiHyTH MOXIIMBICTh 3aCTOCYBaHHS
0araToeTamnHoro, MparMaTUYHOrO MIAXOAY 10 aiarHocTuku. Lls crpateris aeTaibHO
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300paxeHa Ha pUCYHKY 6 Ta y Tabnuii 14. J[larHOCTUUHHI aNTOPUTM HE CTOCYETHCA
CKPUHIHTY clieUu(p1YHUX Tpyn pU3UKy po3BUTKY JII'.

5.2.1. Kpok 1 (mizo3pa)

[Mamientn 3 JII', HalliMOBIipHILIE, BOEpILIE 3BEPTAIOTHCA 1O JIKAPIB MEPBUHHOL
JaHku  (MepeBaXHO, JI0 JIKapiB 3arajlbHOi MpakTHUKKW) B OCHOBHOMY, 3
HecnenupiuHUMHU cuMmnToMaMu. [louaTkoBe OOCTEKEHHSI Ma€ BKJIIOYATH BCEOIUYHUMN
MEIUYHUI (B TOMY YHMCHi, CIMEIHUI) aHaMHe3, peTelbHe (i3UKaabHEe 00CTEKEHHS
(Bxirouaroun BumiptoBaHHa AT, UCC Ta myabCOKCUMETpPIilO), aHal3 KPOBI IS
Bu3HaueHHss MHYTI/ HKMHVII ra EKT y ctani ciokoto. Lleit nepuiuii Kpok 103BOJISIE
3aITiI03pUTH CEPIIeBi 00 pecipaTopHi MOPYIICHHS, 1110 CIPHYUHSIOTH CUMITOMH.

5.2.2. Kpok 2 (BUSIBJICEHHA)

Jpyruii etan BKJIIOYA€ KJIACHYHI, HEIHBa3WBHI JOCIIIHKCHHS JICTEHb Ta CEpIIA.
Cepen 1mux tectiB EXoKI' € BaXJIMBUM KPOKOM Y TIarHOCTUYHOMY aJTOPUTMI
(pucyHoK 6), OCKUTbKM BOHA BH3Hauyae piBeHb iMoOBIpHOCTI JII', HesamexHo Bim il
npuurHU. Kpim toro, ExoKI™ no3Bossie BusiBuTH iHIIi cepieBi po3iaau. Ha nanomy
eTarni 00CTeXEeHHS, SIKIT0 BUSIBJICHO 1HII, HIXK JI[', mpuynHM moraHoro crany naii€HTa
Ta/ab0o y BUMAIKy HHU3bKOi KMoBipHOCTI JII', marieHTaM HEOOXIAHO BIJTMIOBIIHE
JKyBaHHS (B 3aJIEKHOCTI BiJl OCHOBHOT'O 3aXBOPIOBaHHS).

5.2.3. Kpok 3 (mixTBepa:KeHHs)

[TamienTiB cmig ckepoByBaTd 10 IeHTpy JII' miig momanbiioro oOCTEXKEHHS Y
HacTynHUX cutyanisx: (1) mpu BcTaHOBJIEHHI MPOMDKHOI/BUCOKOT HMoBipHOCTI JIT;
(2) 3a HasgBHOCTI ¢akTopiB puzuky JII' abo TEJIA B anamue3i. Heo6xinHo mpoBecTH
KOMIUIEKCHE OOCTEKEHHS 3 METOI0 MpOBEACHHS u(]epeHliHHOro [iarHo3y Ta
PO3MEXYBaHHS MK pi3HUMUH npuunHamMud JIIT 3rifHO 3 YMHHOIO KJIIHIYHOIO
knacudikariero. Llentp JII' BigmoBizae 3a MpPOBENCHHS 1HBA3MBHOTO OOCTEKEHHSI
BIJIMTOBITHO JIO KJIHIYHOTO crieHapito. HeoOXimHo cBo€yacHO po3Ii3HaBaTH TPHUBOXKHI
03HaKH, OCKUTBKA BOHHM IIOB’sI3aHi 3 TIPIIMMHU HACTiAKaMH 1 BUMararoTh HEraifHOTO
BTpyuyaHHs. [0 Takux 03HAK HAJEKaTh: CAMITOMH, 1110 IBUIKO PO3BUBAIOTHCS a00 €
sokkumu (III/IV @K BOO3), kininiuni o3Haku HepoctatHocTi 11, cuHkome, o3Haku
Huzpkoro XOK, apuTwmii, 10 MOraHo NEPEHOCATHCA, a TAKOX TOTAaHUM
reMOJAMHAMIYHUNA cTartyc (TIMOTeH3isA, Taxikapmis). B Takux Bumagkax marieHTa
HEOOXIHO HETaWHO TOCIITaII3yBaTH NJisi MOYATKOBOTO OOCTEKEHHS B HANOIMKTY
nikapHio abo Habmkauii ientp JII'. HassricTe qucdynkiii [T 3a nanuvu ExoKT,
MIABUIIEHHS PIBHIB CEpIeBUX OioMapkepiB Ta/abo reMoanHamidHa HECTaOUIBHICTh
MOKe OYyTH MIICTaBOIO JUTsl CKepyBaHHs MaIlieHTa 6e3nocepeanso A0 neHTpy JII ms
HeraitHoro oOctexxeHHs. llell miarHOCTHYHHWI TIpoIeC MIAKPECIIOE BaXKIUBICThH
J0CTaTHbOi ~ MOIH(GOPMOBAHOCTI Ta  CHIBIOpaIli MDK TEPBUHHOIO  JIAHKOIO,
Crieliagi3oBaHUMH MEAUYHUMU 3aKiagamu Ta reatpamu JII'. EdexkruBHa Ta mBUaKa
CHIBITpaIls MK KO)KHUM yYaCHUKOM JIO3BOJISIE IPOBOJIUTH JIIaTHOCTUKY Ta JIIKYBaHHS
Ha OUTBII PaHHIX CTAJIAX, a TAKOK MOKPAIIYE Pe3yTbTaTH.

Pexomenapaniitna tadauusda 2. Pexomenaanii o0 1iarHOCTUYHOI cTpaTerii
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Pexomengamii Kaac PiBenn
pexoMenaanii | 10Ka30BOCTI

Exoxapaiorpagis

ExoKI' € pekoMmeHJoBaHa SK Tepmia JiHis HEIHBa3UBHOTO B

J1arHOCTUYHOTO 00CTeKeHHs mpu mifno3pi Ha JIT' [82,84,91]

€ pexomennoBanuM Bu3Hauatu ExoKI' BiporigHicTh HasBHOCTI B

JIT", 6a3yrouncer Ha aHoMalbHil perypritanii Ha TK Ta HasBHOCTI
iHmux ExoKI™ o3nak JII' (nuB. Tabnuiro 10) [91,92,162]
PexomMeH10BaHO 3alMIIMTH MOPOTOBHM PIBEHb perypriramii Ha C
TK (>2,8 m/c) mns BusHaueHHs ExoKI' iporimgnocti JII' He

JIMBIISTYMCH HA OHOBJICHHS reMOIMHaMI9HOTO Bu3HaueHHs JII' [88]

bazyrouuce Ha BiporigHocti JII' 3a manumu ExoKI', monanbime ITa B
00cTeXEeHHsI TOBUHHO OOrOBOPIOBATHUCS B KJIIHIYHOMY KOHTEKCTI
(HampuKIIaa, CMMIITOMH, (JAaKTOPH PU3UKY a00 acoIliiioBaHI CTAaHU
st JIAT/XTEJIT) [92]

V¥ cumnromMHuX namieHTiB 3 npomMikHOI0 ExoKI Biporianictio JITI' I1b C
KapJIOMyJIbMOHATBHAM TECT MOXE€ OOTrOBOPIOBATHCS IS
0 IANIBINIOTO BU3HaueHHs Biporignocti JIT' [123,163]
Bizyaaizauis

Bentwsmiitne/nepdysiiine abo nepdysiitHe CKaHyBaHHS JIETEHb
€ PEMEH/IOBAHUMH Yy TAIlIEHTIB 3 HescHOIO JII' JjIsl BUKITFOUCHHS
XTEJIT [105]

JlereneBa KT anriorpadis € pekOMEHIOBAaHOIO JUII OOCTEKCHHS
namieHTiB 3 migo3poro Ha X TEJIT [104]

Pyrunne OiloxiMiuHE IOCHTIIKEHHS, 3arajlbHUN aHaji3 KpOBI,
iMyHOJIOT1uH1 AociimkeHHs, BIJI TectyBanHs Ta orinka QyHKIii
IIUTOBUIHOT 3aJI03M € PEKOMEHJIOBAHUMHM IS BCIX TAIIEHTIB 3
JIAT" i BU3HaYeHHS acOIiiiOBaHUX CTaHIB

VYbpTpa3ByKkoBe JOCHIHKEHHSI OpraHiB YEpEeBHOI MOPOXHUHU €
PEKOMEH/IOBAaHMM JIJIsl CKPUHIHTY TMAIIEHTIB 00 HAsBHOCTI
MOPTAIBHOI TinepTensii [ 164]

[IpoBenennss pentreHorpadii OpraHiB TPYAHOI KIITHHH Mae
00roBoproBaTucs y BCixX mamieHTiB 3 JII'

[IpoBenennss 1mdpoBoi cyOTpakuiiHOi anriorpadii  mae IIa C
O0OrOoBOPIOBATUCS Yy TMAIIEHTIB, SKI OOCTEXKYIOTHCS 3 MPHUBOIY
XTEJIT

Innn giarHOCTHYHI TecTH

Oninka (yHKIii 30BHIIHBOTO AuXaHHs 3 BusHaueHHs M DLCO e
PEKOMEHI0BAHOIO HA IOYATKOBUX €Tarax 0OCTEe)KEHHS Malli€HTIB
3 JIT' [78]

IIpoBeneHHss  TopakockomiyHOi  Oiomcii  JereHb He €
pEKOMEHI0BaHUM sl maiieHTiB 3 JIAT

C

ExoKI — exokapmiorpadis, JIAI' — nereneBa aprepianbHa rineprensis, JII' — nerenesa rineprensis, XTEJI —
XpoHiuHa TpomboeMOomiuna nereHeBa rinepreH3is, DLCO — mudysiliHa 3maTHICTH JIeTeHb, OIIHEHA 3a
JOTIOMOT'0X0 MOHOOKCH/TY BYTJICIIIO.
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Tabianns 13. ®eHOTHIIYHI XapAKTEPUCTUKH, ACOLIHOBAHI i3 MyTalliIMHU IIPH JIereHeBil apTepiajbHii rineprexsii

T'en JIT', aconiiioBaHa Mpunycrummia HacaigyBanns | Ilorenuiiini O0cTe:xkeHHS Honyasimis | Ilocunanus
¢enorun- MOJICKYJISIPHU A KJIiHiYHi Ta
acouiiioBaHna MeXaHi3M ¢pizukanbHi
XapaKTePUCTHKH
BMPR2 Cnankosa JIAT Ta T'annoneoocmamuicms | AyTOCOMHO- He omucano He omucano Hitu Ta [152]
UIAT JIOMIHAHTHE cnenuIaHuX crenu@IuHuX Jopocii
XapaKTePUCTHK JIOCITIPKEHB
ATP13A3 He Bimomuii AyTOCOMHO- Hopoci [149]
JIOMIHAHTHE
AQP1 He Bigomwmii AyTOCOMHO- Hopocii [149]
JTOMIHAHTHE
ABCC8 T'annonedoocmamuicmo | AyTOCOMHO- JHopoci [153]
JTOMIHAHTHE
KCNK3 T'annonedoocmamuicmo | AyTOCOMHO- JHopoci [154]
IOMIHAHTHE
SMAD9 T'annoneoocmamuicmo | AyTOCOMHO- JHopoci [155]
JIOMIHAHTHE
Sox17 Cnanxosa JIAI ta He Bimomuii AyTOCOMHO- He omucano He omucano Jitu Ta [149]
JIAT, JIAT-BBC JIOMIHAHTHE crienuiaHuX crienuiaHuX JopocIi
XapaKTEPUCTHK JIOCIIDKCHb
CAV1 CmankoBa JIAT Ta 3pocranHs QyHKIIII, AyTOCOMHO- Hedinut Tpurninepuau narme, | itk Ta [156]
LIAT, minoguctpodist | JOMIHAHTHO JOMIHAHTHE MIIIIKIPpHOT PIBEHB JICTITUHY JIOpOCIi
HEeTaTUBHUMA KHUPOBOT
KJIITKOBUHU
TBX4 Cmankosa JIAT, He Bimomuii AyTOCOMHO- Arnnazis Pentrenorpadis Mitu Ta [149,157]
LIAT, Cuanpom JIOMIHAHTHE KOJIIHHUX CKeJIeTa: Tasa, KOJIH, JIopoci
MaJIOTO HAJIKOJIIHKA YaIieyuox, TOMUIOK (MeHII
(icxiomaremnsipHa aHoMaJIis KT rpynHoi KIiTUHU: | BIpOT1AHO
JMcCIIasis), PO3BHUTKY KICTOK, | MapeHXUMHI JI0pOCTi)

NapeHXUMHI

a, 0co0OJIMBO,

3aXBOPIOBAHHS JICTCHb
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3aXBOPIOBAHHS Tasa, KOJIIH Ta
JIET€Hb, TOMUIOK
OpOHXOMYJIbMOHATbHA
IUACIIIA3I,
nepcuctyroua JII
HOBOHAPODKEHUX
EIF2AK4 | BOXJI/JIKT Brpata dyHkiii AyTOCOMHO- JlucTanbHuR 3umxkena DLCO. KT | Jopoci [158]
pELUMCUBHUI dananroBuit JIET€Hb: MDKI0JIHOBI
KITyOKOBUI cenTajbH1
CUHIPOM MTOTOBIICHHS,
MealacTHHAIbLHA
nimpoaneHonaTis,
BY3JIOB1 3MIHH 32
THUTIOM «MaTOBE CKIIO»
KDR Crnagxosa JIAT, Brpara Qynkuii AyTOCOMHO- He onmcano MosxnuBe 3HUKEHHS Hopocii [159]
IJTIAT JOMIHAHTHE crienuiaHuX DLCO CTapIInoro
XapaKTEPUCTHK BIKY
ENG Cnankosa JIAT, He Binommnit AyTOCOMHO- Teneanrioekrasii | 3amizoxedinurHa Jlit Ta [160]
IJIAT', cmagkoBa IOMIHAHTHE AHOMabHI1 a”HeMis JIOPOCITi
ACVRL1 | remopariuHa T'annonedocmammuicms | AyTOCOMHO- CYIUHHI1 HasBHicTh Jitu Ta [160]
TeJIeaHr10eKTa31sa JIOMIHAaHTHE dbopmyBaHHS MasibhopMaliil cynuH | gopocii
GDF21 Tannoneoocmamuicme | AyToCOMHO- Bicuepanbni JIETEHb, TIEYIHKH, Jlitu Ta [149]
JTOMIHAHTHE apTEP10-BC€HO3H1 LHECHTPAJTIBbHOI'O Ta Jopoci
Masbdopmairii, CITIHAJILHOTO MO3KY
reMopariyHui [nBa3uBHE
miares €HIO0CKOIIIYHE
BU3HAYCHHS
racTpOIHTECTUHAIBHUX
TEJICAHT10CKTa31i

BOXJI — Benooxkurosiiina xBopoOa nerens, IJIAI' — imiomaTuuHa nereHeBa apTtepianbHa rineprensisi, KT — komm’torepHa tomorpadis, JIAI' — nerenesa aptepiaibHa
rineprensisi, JIAI'-BBC — nereneBa apTepianbHa rimepreHsis, acouiiioBaHa i3 Bpo/pkeHMMH Bagamu cepus, JIKI' — nereneBuil xaminsipHuii remanriomato3, DLCO —
au¢y3iiiHa 30aTHICTH JereHb, OI[IHEHA 3a JI0MOMOT OF0 MOHOOKCH/TY BYTJICIIIO.
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Tadoauusa 14. JliarHoCTHYHI XapaKTEePUCTHKHU NALWIEHTIB 3 pisHUMH dopMamu
JIET¢HeBOI rinepreHsii

HiarnocTnyn | XapakTepucTuku/ I'pyna 1 I'pyna 2 I'pyna 3 I'pyna 4
e 00cTe:KeHHs napamMeTpu (JIAD) (JI'-3JIBC) (JIT-3J1) (JIT' mpu
o0cTpykuii JIA)
5.1.1 Kniniuni | Kninigni Pi3nuii BiK, Yacrimie IlepeBaxkxno y | Pi3uwmii BiK, ajne
MPOSIBH XapaKTePUCTUKU [pOTe YacTilie | JIIOIH Troziei MepeBaKHO
MOJIO/IOTO BiKY, | TIOXHJIOTO MOXHJIIOTO KIHKH Ta
qacrime BIKY, XKIHKH BIKY, YOJIOBIKH | YOJOBIKH
xiHku* [161]. | momiHyHOTH JOMIHYIOTb MOXHJIOTO BIKY.
Kniniuni npu CH36®B | [161]. B anamnuesi TT'B
POSIBH [161]. AnamHe3 Ta (XTEJIT" moxe
3anexarhb BiJ| AHamHe3 Ta KJTIHIYHI J]aHl | 3ycTpidaTucs i
acoIliifoBaHMX | KITIHIYHI aHi | BKa3ylOTh Ha 3a BiZICYyTHOCTI
CTaHiB Ta BKkazytoTh Ha | 3JI. 3a3Buuait | icropii TI'B).
(benorurry 3JIBC MIPUCYTHS daxTopu
(muB. po3nin icropist PHU3UKY JIISI
5.1.1) KypiHHS XTEJT (aus.
po3ain 10.1)
HeoOxignicTs B Pigxo, Pinko 3a3Buyai, Pinxo, gacTo
KHCHI TIpU BUKJTFOUCHHSI 9acTo MIPH TSDKKAX
rinokcemii MIPY 3HIDKCHIH CIIOCTEPITAETh | BUIAIKAX 3
DLCO ab6o Csl BUpaKEHA JIOMIHYOY OO
MIPaBO-JTiBOMY TiOKCeMis JIACTATHHOIO
ITYHTYBaHHI TIPH TSDKKIH oxmroziero JIA
JIr
5.1.3 Po3zmip Posmip O3Haku Po3mip
Pentrenorpad TIT/TI/JTA 1 | JITI/JIIT ¢ napenximuoro | ITTT/TIHI/JIA 1
i1 opraHiB 30iqHIHHS Kapmiomeranis | 3axBoproBanHs | KinbkicTs Ta
rpyaHoi JIET€HEBOTO MosknnBi JIET¢Hb po3Mmip
KITITHHA MaJIFOHKY O3HAKH nepudepuIHIX
(obpuB 3aCTOI0 CyIuH |
nepudepuunux | (iHTEpCTHIIAT MoxuBi
CYyJIUH) bHUHN O3HAKH
HaOpSIK/TiHIi iHbapkTy
Kepii, JIETCHb
aJIbBEOJISIPHUI
HaOpSIK,
TiipoTOpaKc)
5.1.4 Oninka | Croipomerpis/ Hopwma abo Hopwma abo [opymienns, Hopwma abo
¢byHKIil TectH 3 OLIIHKH M’saKe M’sIKE K1 M’ sIKe
JIMXaHHS Ta (hyHKIIIT TereHs MOTiPIIICHHS MOTiPIIIECHHS BHU3HAYAIOTHCS | MOTIPIICHHS
rasiB KpoBi OCHOBHUM
3aXBOPIOBaHHS
M JIeTeHb
DLCO Hopwma abo Hopwma abo Yacro myxe Hopwma abo
M’SIKO - M’SIKO- 3HUKEHA M’ SIKO-TTIOMIpHO
MOMipHO MOMipHO (<45% Bin 3HM)KEHA
3HHMKEHA 3HMKEHA,
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(au3pka DLCO | ocobnuBo npu | mependauyBaH
npu JIAI'-CC, | CH36®B oro)
BOXIJI ta npu
JIESTKUX
(heHoTHIAX
LJIAT)
ApTepianbHi ra3u
KpOBIi
Ca0O, Hopwma a6o | Hopma abo | | | Hopwma a6o |
CaCOy 3HIKeHa 3a3Buyai |, Hopma abo 1 | Hopma a6o |
HOpMa
5.1.5 ExoKI' Oznaku JII' O3zHaku Oznaku JII' Oznaku JII'
(miBuUIICHUIM YparXKeHHsI (mimBumienuit | (migBUIIEHHH
pCTIJIA, JIBC pCTIJIA, pCTIJIA,
PpO3LIMPEHHS (CH3u®B, PO3LIMPEHHS PO3LIMPEHHS
[I/T1L). BBC | CH30DB, TIIT/TTH) TIIT/TTH)
JluB. po3ain YparXKeHHsI JuB. po3ain JuB. po3min
5.1.5 knanaiB) ta | 5.1.5 5.1.5
Jr
(TmiaBUTIICHII
pCTIIA,
PO3LIUPEHHS
TITT/TIILD)
Jus. po3min 8
5.1.6 [Tnanapaa — Hopwma a6o Hopwma a6o Hopwma a6o HecniBmaminas
Cruunarurpadis | SPECT V/Q CHiBIAIHHS CHIBIAIHHS CHIBIAIHHS nepdy3idHuX
JIeTeHb nedekTiB
5.1.7KT Oznakwu JII' OzHakn Oznakwu JII' Oznakn JII'
OpraHiB abo BOXJI YpaXeHHS O3zHaku Brytpimmabo-
rpyaHoi JuB. po3min TBUX MapeHXxiMHOTO | CyIuHHI
KIIITUHA 5.1.7 BIJUTLTIB. YpaXeHHS nehexTH
Haopsik JIeTeHb HATIOBHEHHS,
JICT€Hb. MO3al4Ha
Oznaku JII' niepdy3is,
30LTBIIICHHS
OpoHXiaTbHUX
apTepiit
5.1.11 Bucoxnit M’siko M’sixo Bucoxwuit Haxun
Kapmiopecripa VE/VCO:; MiIBUIICHUH | TTBHIICHUN VE/VCO:;
TOPHUMN TECT 3 HaXWI HaxXUI Haxui1 Hu3sbknii
biznuHIM Husbkwuii VE/VCO:; VE/VCO:; PETCOy, sikwuii
HaBaHTa)KEHHS PETCO,, sxuii | Hopmanbauii | HopmaneHUii | 3MEHITYETHCS
M 3MEHITYETHCS PETCO., sixkuii | PETCO,, axuii | mig vyac
i1 yac MIIBUNIYETHCS | MIJIBUIIYETHCS | HABAHTAXKCHHS
HABAHTAKEHHS | IiJ yac i yac BincytHicTh
BincyTHicTh HABAHTAKCHHSI.| HABAHTAXKCHHS | OCIHJISITOPHOT
ocrwisitopaoi | OcnuisiTopHa
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BEHTHJISALIT BEHTUJISLIA BEHTHJIALIT

HABaHTAKEHHS | HaBaHTa)KEHHS HaBaHTaXCHHS
5.1.12 KIIC Ipexaninsgpua | [loctkaniisapu | [pexaniasipua | Ipe- (moct)

Jr aJIl’ JIr karinsapuaa JII

BBC — Bpomxkena Bazma cepusi, BOXJI — BeHookirosziiiHa xBopoOa jerenb, IJIAI' — imiomaTudHa JereHeBa
rineprensis, KIIC — karerepuzanis npaBux Bifinis cepist, JIA — nerenena aprepis, JIAI — nereneBa aprepiajibHa
rineprensisi, JIAI'-CC — nereneBa aprepiaibHa TillepTeH3id, acoliiioBaHa i3 CHCTEMHOIO ckiepozaepMieto, JIIT —
nerenesa rineprensis, JIIT — niBe nepenceps, JILI — niBuii numyHowok, 11T — npase nepeacepas, 11 — npaBuit
nutyHouok, pCTJIA — po3paxoBaHuil cUCTONIYHUE THCK B JiereHeBii aptepii, CH30®B — cepiieBa HenoCTaTHICTh
i3 30epexkeHor0 ¢pakxiiero Bukuay, CH3a®B — cepiieBa HeOCTaTHICTD 13 3HMKEHOIO (pakiiiero Bukuay, TI'B —
TpoM003 Tinbokux BeH, X TEJII" — xponiuna TpomOoeMOosiiuHa jierenesa rineprensis, CaO; — caTypallis KHCHEM,
CaCO; — carypauis giokcunom Byriemto, DLCO — ngudysiiiHa 30aTHICTH JiereHb, OLliHEHa 3a JIOOMOTO)
MoHookcuay Byrieio, PETCO, — mapiiiayibHuii THCK giokcuay Byriemto B kinmi Buauxy, SPECT — oxHo-
(doronHa emiciiina komn’rotepHa Tomorpadis, VE/VCO; — BeHTUJISILIHHUN €KBIBAJICHT JIIOKCUAY Byriiemto, V/Q
— BEHTWIALIHO-TIepdy3iiiHa ciuHTIrpadis.

* — OpHak 1€ MOK€ BIUIMHYTH Ha JIr0jied Oy/b-sKOro BIKYy Ta CTaTi; HE CIIiJ 3BOJIKATH 3 JIarHOCTUKOIO Y
YOJIOBIKIB.
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(| [liarHOCTUYHMIA aNrOpUTM NaLieHTa 3 3aULUKOIO HeACHOI eTionorii |

|
r3axsop|05a|-||-|ﬂ
nereHb
B
/ Oujnra PyHKLI \
OVDaHHA®:
CnipomeTpis
@31 KpoBi
P-rpadia nereHb

-

A

KT nerexs®

i CTVMHMIA NOLLYK

{

Pusuk ¢aktopu
NArd aéo XTE/Nre

J.

Pucynoxk 6. [iarHOCTHYHHH AJropuTM ISl MALIEHTA 3 3aJUIIKOI HEsICHOI

eTioJsiorii Ta/ad0 mi03poI0 HA JiereHeBy rinepTeH3iio

EKT — enexrpoxapmiorpadis, ExoKI™ — exokapmiorpadis, KPT — kapaiopecmiparopuuii Tect, KT — koM’ roTepHa
tomorpadis, JIAI' — mereHeBa aprepianpHa Timeprensis, JII' — nereneBa rimeprensis, MHYII — mo3koBwii
Hatpiftypernunnii nentua, HKMHVYII — N-kinuesuii 78-aMiHOKMCIOTHHH Npo-HaTpilypernynuii nentun, P-
rpadis — peatrenorpadis, Pekom. — pekomenaamii, X TEJII" — xpoHiuaa TpomboemOoIivHa JereHeBa rinepTensis,

CaO; — caTypalisi KHCHIO.

* — TspKki TPOSIBH, IO BHUKIHMKAIOTH 3aHETIOKOEHHS: IIBHJKE MPOTPECYBaHHS CHMIITOMIB, 3HaYHE 3HIDKCHHS
(hyHKITIOHATTPHUX MOJXJIMBOCTEH, IpPEe-CHHKOMANbHI a00 CHHKOIAJIbHI CTAaHW TpPH HE3HAYHOMY (I3UYHOMY

HABaHTaXCHHI, 03HAKH MPABOILTYHOYKOBOI HEJJOCTATHOCTI.
* — Ominka (QpyHKIIIT JIETEHb Ta CepIls IPOBOAUTHCS CIEI[ialiCTOM 3TiHO MPABUJII JIOKAEHOI MTPAKTHKH.
¢ — Sk BkazaHno, nereHeBa KT anriorpadist pekoMeH10BaHa, SIKIIO Mi103pIOETHCS JIETeHEeBa TilnepTeH3is.

@ESC @ ERS
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¢ _ Bkmouae 3aXBOPIOBAHHS CIIONYYHOI TKAHUHHU (0COOIIHBO, CHCTEMHHMI CKJIEPO3), TOPTAIbHY TillepTeH3ito, Bipyc
iMyHOAeILUTY JIIOAUHU, O0TSHKEHUH cimeliHuil anamues 3a JIAT .

¢ — B anamHe3i TpomOoeMOoItisl JereHeBoi apTepii, BCTAHOBJICHHS MOCTIMHUX BHYTPIIIHBOCYAMHHUX JICBaM CiB,
3amanbHi 3axBoproBaHHS IIIKT, eceHmiambHa TpomOOLUTEMIs, CIJICHEKTOMIsl, 3aCTOCYBaHHS 3aMiCHOT
BHCOKOJ/I030BOT THPEOITHOI TOPMOHAIBHOI Tepartii TOPMOHIB Ta 37I0sIKiCHI HOBOYTBOPEHHSI.

5.3. CKpHHIHT | paHHE BUSIBJICHHA

He auBnsuuch Ha MOSBY HOBUX JIIKAPCHKUX 3aC001B, SIKI MONEPEIKAIOTh KIIHIYHE
noripuienss, A cnerudivnoi tepanii JIAI [166-168] i edhekTuBHUX BTpY4YaHb MPH
XTEJI [102], yac Bia MOSIBU CUMIITOMIB JI0 TOCTaHOBKH JiarHo3y JII' 3anuiaerbest Ha
piBH1 Oinbiie 2-ox pokiB [169,170], npu upomy y Ounbiocti nanieHTis JII' BusiBisieTbest
HAa MI3HIX CTaisIX. 3MEHIIIEHHS TIEPIoly /10 MOCTAHOBKH J[1arHO3Y JI0MIOMAarae 3MEeHIIUTH
EMOIIiifHy HEBMEBHEHICTh TmalieHTa [171], 3MEHIIMTH BHUTPATH PECYPCIB CHCTEMH
OXOPOHHU 3710pOB’s, 1 3a0€3MEeUNTH JIIKyBaHHS HA paHHIN CcTajli, KOJIM Tepanisi Moxe OyTu
outb epexTuBHOMO [172].

3anporioHoBanuii OararodakrtopHuit miaxim [172] nnd moJermeHHs paHHBOI
JTIarHOCTUKHM BKJIIOYA€E: 1) CKPUHIHT OE3CHMIITOMHUX TPYI BHCOKOTO PHU3HKY (IIpH
BUCOKiH TIOITMPEHOCTi, a00 KOJH JiarHO3 BIUIMBA€E Ha 3alUIAHOBAaHY TAKTHKY BEJCHHS),
BKJIIOYAI0YH 0Ci0 13 CHCTEMHOIO CKIIepoepMieto (mormpeHicTs 5-19%) [173,174], Hociis
myTailii BMPR2 (14-42%) [33], poau4iB mepiinoi JiiHii naiieHTiB Ha ciaakoBy JIAT [148],
1 MaIieHTIB, AKi MPOXOIATh OOCTEKEHHS Iepe T TpaHCILIaHTalieo meyinku (2-9%) [175];
2) paHHE BUSABJICHHS CUMITOMHHUX MAIIEHTIB 3 TPYNHU PU3UKY 3 TAKUMH CTaHAMH, SIK:
nopranbHa rineprensis [176], BlJI-indexkuis (0,5%) [177], 3axBoproBaHHS CIOIYYHOT
TKaHUHU (HE BKIIIOYAIOUM CHUCTEMHY CKJIEPOJIEPMII0), Jie OLIBII HU3BKI IMOKA3HUKHU
NOLIMPEHOCT1 HE JO3BOJISIIOTH MPOBOJUTH OE3CHUMITOMHUN CKPUHIHT; 3)3aCTOCYBaHHS
MOMYJIAIIIAHO CHPSIMOBAaHOI CTpaTerii IUISIXOM BHKOPHCTaHHS IIJIXOJIB PaHHBOTO
BUSIBJICHHS MAIlieHTIB B KiaiHiKax jikyBanus TEJIA [178,179], kininikax It DAI[i€eHTIB 3
po3nagamMu nuxaHHs [172], y mamieHTiB rpynu pU3UKY, BUSBICHHX Ha OCHOBI iX CIIOCOOY
KHUTTA Ta/a00 momepeanix gocmimkers [180].

CKpUHIHT BU3BHAYAETHCS SIK CUCTEMHE 3aCTOCYBAHHS TECTY UM TECTIB JIJIsI BUSBIICHHS
0e3cuMNTOMHUX 0Ci0 3 Tpynu pu3nKy. CKpUHIHTOB1 METOIY TAaKOXK MO>KHA IMOITUPUTH Ha
0ci0, sKi 31 CBOIMH CUMIITOMaMH B IHIIIOMY BHUIAJKy HE 3BEPHYJIUCH OU 32 MEIMYHOIO
JIOTIOMOT 010, 00 TOJErMUTA paHHe BUABICHHsS. [lapameTpu, 110 BUKOPUCTOBYIOTHCS
st ckpuHiary JII' oriHIoBamuch B mepiry uyepry (ajie He BHKIIOYHO) y TAIli€HTIB 31
ckaepoaepmiero [172,174], 1 Bkatouanu: 6iomapkep KpoBi (MO3KOBUN HATPIMypETUIHUIN
nponentun), EKT', ExoKI" (Busnauenns CTJIA B criokoi i mpu Gpi3udyHOMY HaBaHTAXEHHI)
[182], dyskmionansHi Tectn ominku muxanas (DLCO i cmiBBigHOMECHHS (BOpcoBaHOT
&UTTEBOi e€MHOCTI JiereHb (DXKEJ) mo DLCO, a Takox TecTtyBaHHS 3 (I3UIHUM
HaBaHTaXeHHsM BKIto9atoun KPT 3 ¢pisnuanM HaBaHTa)XKEHHSIM (KU BUKOPUCTOBYIOTh
B [TO€THAHHI 3 AJITOPUTMAMU CKPUHIHTY 111 3MeHIIeHHs: HeoOxiarocTi B KIIC) [123,163].
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5.3.1. CucremHuii ckiepo3

ITpu cucremniii ckineponepmii (CC) nommpenicts JIAI' 5-19% [174] 31 ujopiuHoIO
gyactoToro po3Butky JIAI 0,7-1,5% [183-185]. Jloka3u KIiHIYHOT 3HAYYIIIOCTI BUSIBICHHS
JIAT' Ha paHHIX CTaaisiX CHCTEMHOI CKJepoaepmii Oynu 3a0e3nedeHi MNporpamoro
CKpuHIHTY [186], 110 BUSBWIA MEHII 3HA4YHI T€MOJMHAMIYHI TOPYIIEHHS 1 Kpaly
BIDKMBAHICTh Y MAIIEHTIB, SIKI MPOUIUIM CKPUHIHT, TOPIBHSIHO 3 TPYIOIO MAII€HTIB, SIKI
Moro He npoiitnuiy [187], o BKa3zye Ha BeJIMKE 3HAUEHHS CKPUHIHTY JJi naiieHTiB 3 JIAT
1 CC.

JiarHocT4Ha TOYHICTh BUHATKOBO Ex0KI' a0 BHKOpHCTaHHS 130JIbOBAHO OJHOTO
3 1HIIMX METOAIB HEe € onTuMaibHuM st niarHoctuku JII' [173]. Byno po3pobiieHo
JEKUIbKa aJrOPUTMIB CKPUHIHTY, 1[0 BHUBYAJIM BUKOPUCTAHHS KOMOIHAIl KJIIHIYHHX
o3Hak, ExoKT', pynkuionansuux auxaapHux npod 1 HKMHVII nns Bigbopy namieHTiB 13
CC, mo motpedyrots KIIC (DETECT [173]; Australian Scleroderma Interest Group
[188]). Taki komOiHOBaHI MMAXOAM JO3BOJWIM IMABHIIUTHA TOYHICTH JIaTHOCTHKH
NOpIBHSHO 3  130Jdb0BaHMM  BukopuctanHsaMm ExoKI, a6o HKMHVII, a6o
(GYHKIIOHAIBHUX AMXaJbHUX Mpo0, 1 J03BONIAIOTH 3anodirtu mposenenHio KIIC y
BUIAJIKaX, KOJIW 1€ HE € JOonuIbHUM 1 igeHTudikyBatu mamieHTtiB 3 CpTJIA 21-
24 MM pr.cT. [189]. Takum umHOM, OararoakTOpHHUN MIAXiJA € BUIPABIAHUM JIJIs
ckpuniary namieHTiB 13 CC 1 JIT', ExoKI orinka Mae BiMOBiIaTH CTpaTerii, 110 OMUcaHa
B po3aimi 5.1.5.

OxpiM MEepBUHHOIO CKPUHIHTY, YACTOTAa MIPOBENICHHS CKPUHIHTY y O€3CUMIITOMHUX
narieHTiB 13 CC numaeTbcs HEBU3HAUCHO. JlOCHiKEeHHs aBCTpaIiiChKOl TPYIU IO
BUBUEHHIO CKJIEPOJIEpMIii, B SIKOMY PEKOMEHAYBaJIOCh MPOBOJAUTU HMIOPIYHUN CKPUHIHT
(JacTMHA TALIEHTIB MPOXOAwMJIa CKpUHIHT A0 10 pasiB), 3a3HAUMIIM, M0 Y OLIBIIOCTI
naiieHTiB miarHocroBaHo JIAIT mpu MepBUHHOMY CKPHHIHTY; ajie Ti MAIll€eHTH, y SKUX
JTaHWW JiarHo3 OyB BCTAaHOBJICHUU TPH HACTYIMHUX CKPUHIHTaX, MaJM OLIBII HHU3BKI
snauenHs CpTJIA, OJIC, mmwxunit ®K BOO3, 1 kpamy BUXKHBaHICTb, HIX Ti, Y KOTO
niarHo3 OyB BCTAHOBJICHUH TpU NepBUHHOMY cKpuHIHTY [190]. Ha ocHOBI moTOYHUX
JaHUX MOKHA CTBEp/KyBaTH, 10 ImopiuHoro ckpuHinry JIAT y mamientiB 13 CC
JnocTaTHhO. BpaxoByroun (piHaHCOBI BUTpATH 1 €MOIIIHHY 3a71y4eHICTh, IO TOB’sA3aH1 3
PETYISIPHUM CKPHHIHTOM, Oyiio 6 morinsHUM cTpatudikyBatu ocid 3 CC Ha THX, XTO Ma€e
HaWBUIIUHN 1 HaWHWKYNN pu3uK BUHUKHEHHS JIAT. ®aktopu pusuky JIAIT BKIIIOYArOTH:
1) kminiyHi 1 gemorpadiuHi pakTopu (BKIIOYAIOYHN 3aUIIKY, TPUBATIICTh 3aXBOPIOBAHHSI,
CUMIITOMH CYXOCTi, BUPA3KH Ha MaJbIIX, TOXWINHN BIK, YOJOBIYY CTaTh); 1 2) pe3ynbTaTH
oOcTexeHb (HampUKIad, MO3UTUBHUNU TPOPUIH AHTUIEHTPOMEPHUX AHTUTLI, JerKa
dbopma IHTEPCTHUIIAIBHOTO 3aXBOPIOBAHHS JIeTeHb, HU3bKUK piBeHb DLCO, mixBumeHe
cuiBBigHomenHs DXEJI/DLCO abo migBumenuit pisenr HKMHVYII) [174,191].
HemonaBHo mpoBefeHN MeTa-aHaIi3 MMOKa3aB, 10 3MEHIICHHS KalIsIpHOI MIUTBHOCTI,
OIIHEHOI 3a JIOMOMOTOI0 BIFCOKAMIISAPOCKOMii, ab0 TpOrpecyBaHHS O BaXKKOTO
AKTUBHOTO/M3HBOTO MAaTEPHY YPAKEHHS CYJUH TaKOX € (haKTOPOM PU3HKY pO3BUTKY JII'
[192]. Okpim BUSIBIICHHS Talli€eHTIB 3 miABuIIeHUM pusukoMm JIAIL', mpocra monenb
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MIPOrHO3YBaHHS, 1110 00’ e1Hye KiiHIYHY KapTuHy, DLCO Ta pisens HKMHVII, no3Bonse
1IEHTU(IKYBAaTH OCIO 3 Jy>)Ke HHU3bKOIO HMOBIpHICTIO JIAD, siki moTeHU1HHO Moriau O
YHUKHYTH cliequ(pIYHUX METOJIB JIarHOCTUKH JiereHeBoi rinepren3ii [183]. Okpim Toro,
KPT 3 ¢i3nyHMM HaBaHTaXEHHSIM MOXE JONMOMOTTU BUSBUTH MNaiieHTiB 3 CC 1 HU3bKUM
pusukoM po3BuUTKY JIAI i, Takum urHOM, 103BOJIsIE YHUKHYTU HegouiibHoi KIIC [123].

Pexomenparii moao ckpuninry mnaiieHTiB 13 CC 1 JIAT Oynu ckiajieHi Ha OCHOBI
KJIFOYOBOT'O HAPATUBHOIO MUTaHHA 3 (J01aTKOBI JiaHi, po3aii 5.2).

5.3.2. Hocii myTanii BMPR2

VY MOCTIITHO OHOBIIIOEMOMY CIIMCKY T'€HIB, sIK1 OB’ s13aHi 13 po3BuTkoM JIAI', nocBin
B OCHOBHOMY 00MexyeThcsi HocisiMu myTtauii BMPR2, y axux pusuk po3sutky JIAT
npoTsroM KUTTs ckinanae 20%. [Ipu 1boMy, MEHETPAHTHICTh BUILA Y )KIHOK-HOCI1B (42%)
HOpiBHAHO 3 HocissmMu-uosioBikamu (14%) [33,148,193]. Ha npanuii 4yac He icHYe
OPUMHATOI cTpaTerii CKpUHIHTY A OouiHKM po3BUTKY JIAI' y HociiB myrtanii BMPR2.
Onnak, 3a JyMKOK EKCHEepTiB, OE3CHUMNITOMHI POAMYl THUX, XTO Ma€ TMO3UTHUBHUMN
pe3yibTaT CKPUHIHTY Ha MyTailli, mo BukiukawTs JIAIL, migisaraioTe MIOpIYHIMN
ckpuninroBiii ExoKI" [25,26]. Jdocnimkenuss DELPHI-2, B xozi SKOro mpoCIEeKTHBHO
NEePeBIPsUIUCH HOCIT 1 TXHI poAMYl, HEIOAABHO MPOJAEMOHCTPYBAJIO 3POCTaHHS YaCTOTH
JIAT na 9,1% npoTtsirom 47+27 MicsiB: y 2 3 55 11arHOCTOBAHO Ha BUXITHOMY PiBHI, a y
3 13 55 mpu mojankIIOMy CIIOCTEPEKEHHI, 10 BIAMOBIAAE 3aXBOproBaHOCTI 2,3% Ha pik
[33]. Ilman cxkpuninry BxmouaB EKI', pisenr HKMHVII, DLCO, ExoKI', KPT 3
HaBaHTaxxeHHsM 1 JonatkoBo KIIC, mpote B *o1HOMY 3 BUNIAIKIB HE OyJia 3a/lisIHA JTUIIIe
BukirouHO ojnHa ExXoKI'. Tlporpamu ckpuHIHTY MarOTh MaTH OaraTo(akTOpHUN IMiAX1J,
Xo4ya ONTHUMaJibHa CTpaTeriss 1 YacToTa MPOBEJAEHHS CKPUHIHTY JIMIIAIOTHCS
HEBU3HAYECHUMH 1 TOTPEOYIOTh MIKHAPOIHUX 1 6araToreHTpOBUX JOCIIIKEHb.

5.3.3. IloprajbHa rinepreHsis

3a oumiHkow y 1-2% mamieHTIB 13 3aXBOPIOBAaHHSAM IME€YIHKH 1 MOPTaIbHOIO
rinepTensiero pospuBaetrhes [lopT-JIATT [176,194], mo 0COOGIMBO aKTyaJbHO IS
NAIIEHTIB, Y SKUX PO3TJISAAETbCS MPOBEACHHS TPAHCIOTYJISIPHOTO MOPTOCHUCTEMHOTO
IIYHTYBaHHS YW TpaHCIUIAHTAIll TeYiHKA. TakuMm TmamieHTaM peKOMEH0BaHO
npoBenenHs ExoKI' mist ckpuninry na JIAIT HaBiTh mpu BimCyTHOCTI cUMOTOMIB. 3a
normomoroto ExoKI' CTJIA moxna BuzHauntd y 80% mAalli€HTIB 3 TOPTAIHHOIO
rinepTeHsi€lo, Mo gornoMarae npuiHATy pimenHas npo nposenaeHHs KIIC. ¥V marieHTis,
KX 00CTES)KYBaIM IIEpe] TPAHCIIAHTAIlIE€I0 IEYiHKH, TOCTIKEHHS mokasaio, o CTJIA
>50 MM pT.cT. Mae ayTmBICTh 97% 1 cnenudiunicte 77% A BUSBICHHS CEPEIHBOI Ta
Tsokkoi JIAT [195]. Tami mocmimkenns pekomeHnytoTh nposeaeHHs KIIC mpu CTJIA
>38 mm pr.cT. [196]. Komu npoBonuthest ckpuHinr Ha [Topt-JIATT, HE0OXiMHO OMIHUTH
ExoKT' #imoBipricTs JII' (muB. po3min 5.1.5). 3rigHo 3 MiKHapOIHUM TOBapUCTBOM
TpaHCIUIAHTAIlll TEYIHKM TAli€HTaM, SKI OYIKYIOTh Ha TPAHCIUIAHTAIII0 TICYiHKH,
PEKOMEHIy€TbCA MIOPIYHO MPOXOAUTH TMOBTOpHE obctexenHs Ha JIAL, xoua
ONTUMAaJIbHUN IHTEPBAJ JINIIAETHCS HEYyTOUHEHUM [175].
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5.3.4. JlereneBa eM00J1ist

XTEJII" 3ycTpiyaeThCsi PIIKO 1 € JOCUTh YaCTO HEI1arHOCTOBAHUM YCKJIAIHEHHSIM
roctpoi emOomii [112]. Binoma 3aranbna 3axBoproBanicTs Ha X TEJII" micia nepenecenoi
roctpoi cumntoMHoi TEJIA konuBaerhcsi B mexax 0,1-11,8% B 3amexxHocTi BiA
nocaiKyBaHoi BuOipku [112,178,197-199].

CuctemaTuyHui orisil 1 MeTa-aHani3 noBigomuiu npo yactory X TEJIT 0,6% cepen
BCiX BUMNaAKIB naieHTiB 3 roctporo TEJIA, 3,2% — cepen tux, xT0 BUkuUB, 2,8% — cepen
TUX, XTO BWXUB 0€3 CepHO3HUX CYNYTHIX 3axBopioBaHb [178]. B OaraToueHTpoBOMY
o0OcepBallifHOMY CKPUHIHTOBOMY JIOCIIIXKEHH] MTPOIEMOHCTPOBAHO, 1[0 3aXBOPIOBAHICTh
Ha XTEJII' cranoButh 3,7/1000 marieHTiB/piK, a 3arajbHa 3aXBOPIOBAHICTh CTAHOBUTH
0,79% npotsirom nBox pokiB miciast roctpoi TEJIA [200]. HemjonaBHe mpocnieKTHUBHE
obcepsartiitne pocmimkenns (FOCUS, Follow-up After Acute Pulmonary Embolism)
MoKasajo, 110 3a ABOPIYHUH 1epioj] criocTepexkeHHs yactora BunukHeHHs X TEJI 1 moct-
eMOOJTIYHMX JIETEHEeBUX MopyIIeHb ckiaaae 2,3% 1 16,0% BianoBinHO, B 000X BUIMAAKaX
JaHl TIOB’si3aHl 3 OUIbII BHCOKUM pHM3WKOM Tocmitamizamii 1 cmepti [201]. Yepes
HEJIOCTaTHIO 0013HAHICTh AeskuX mnaiieHTiB aiarno3 X TEJIIT moxke OyTH BCTaHOBIEHUIA
Mi3HO, OCKUIbKU MEpIIOYeproBo ii MoxkHa kiacugikyBaTH, sk roctpy TEJIA [112]. B
JaHOMY KOHTEKCTI MMOTOYHI PEKOMEH/IAIlil HEe MPOMOHYIOTh PYTUHHE CITIOCTEPEIKEHHS 3a
narientamu 3 TEJIA 3a 1ormoMoror MeTo/IiB Bi3yasizallii IereHeBOro CYJMHHOTO JepeBa,
ajie IPOTIOHYIOTH OIIHUTH 1HACKCHHUM Bi3yasi3alliiHui TeCT, IKH BUKOPUCTOBYIOTh JIJIsI
nmiarHoctuku Toctpoi TEJIA wa nHasBHicTh o3Hak XTEJII'. ExoKI' e nalikpamum
JTIarHOCTUYHUM METOAO0M TepIoi JiHii y mamieHTiB 3 mijgo3poro Ha X TEJIT [103].

o 50% mnarieHTiB MarOTh CTIHKI nopymieHHs nepdysii micns roctpoi TEJIA, ane
iXHS KJIHIYHA 3HaYUMICTh HeyTouHeHa [202-204]. Ycix mari€HTiB, y SKHX CHMIITOMH
MOXXYTh OyTH IOB’S3aH1 3 MOCTTPOMOOTHYHUMHU BIIKJIQJICHHSIMH B JIETEHEBUX apTepisx,
KIacU(]PiKYIOTh K 0ci0, 110 MaIOTh XPOHIYHE TPOMOOEMOOIIIUHE 3aXBOPIOBAHHS JICTCHb
(XTE3JI) 3 abo 6e3 nereneroi rinmepten3ii [54]. I xoua criiika 3aaMIlKa € 3BUYHUM
apuieM micis roctpoi TEJIA [205], i mommupenicts y naiieHTiB 3 X TE3JI 6e3 nereneBoi
rinepTeH3ii moTpebye mopanpioro BuBYeHHS (auB. posnin 10.1). JlocmimxkeHHs
npucssiueHe ckpuHinry XTEJIT micns roctpoi TEJIA, mo mpoBeneHo 3a JOTOMOTO0
ExoKI', Bu3Haumno Hu3bKy KiumbKicTh miarHo3iB XTEJII' (mo He Oynu BCTaHOBIEHI
panimie) y 6e3cumntoMHux maifieHTiB [206]. Jliroui pekoMeHalii 3 jereneBoi eMOomii
PEKOMEHYIOTh TMPOBOJAWTH TOAANBINTY TIarHOCTUYHY OIlIHKY Yy O€3CHMITOMHHX
naifieHTiB 3 ¢pakropamu puzuky X TEJI mpotsirom 3-6 micsiis [103,207]. ITigxoau momo
pannboro BusBneHHs1 X TEJII" micnsa roctpoi TEJIA 6a3ytoTbest Ha BUSIBICHHI MAIIIEHTIB 3
migBHIIeHUM pr3ukoM [208]. V mamieHTiB 3 IEPCUCTYIOYO0 3aUIITKOI0 200 3aIUIIKOI0,
ska BuHUKIA Briepiie micis TEJIA, y SKocTi HeIHBa3UBHOTO METOJy BUKOPHCTOBYIOTH
ExoKI" mnst ominku BiporigHocTi JII' 1 Bidyamizamito B mOMEpEeYHUX 3pi3ax s OI[IHKA
cTiiikux nedektiB mepdysii. IcHye oOMexkeHa KUIBKICTh MaHHMX IOJO0 CTpaTerii
BukopuctanHs asoeHepretuyHoi KT, KT-cyOTpakuiiHoro ilogHoro kaptyBaHHs uu 3D
MP - nepdysiitHoi Bizyanizaiii. CUCTEMU OIIHKH, BKJIIOYAIOYU KPUTEPIi BUKIIOUYCHHS
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XTEJII' 3a Leiden [206,209], MOXyThb BHKOPHUCTOBYBAaTHCH MJIsi OOIPYHTYBaHHS
niarHoctuyHuX crpateriil. KPT 3 ¢i3uuHrM HaBaHTa)KEHHSIM MOXKE BUSBUTH XapaKTepHI
0Cc0o0IMBOCTI OOMEKEHHS (P13MYHOI0 HABaHTAXKEHHS MPU XBOPOOAX JIET€HEBUX CYAHH a00
J03BOJIIE JIOMYCTUTH aJIbTEPHATUBHUMA JiarHo3. ONTUManbHUWA Yac JJIs  OLIHKH
CUMIITOMIB, 110 crnpusie paHHboMy BusiBieHHIO XTEJI[', Moxe ckimamatu 3-6 MicsIiiB
nicist roctpoi TEJIA, mo chiBnagae 3 pyTHHHOIO OIIIHKOIO €(EKTUBHOCTI JIKYBaHHS
AHTUKOATYJISITHTAaMH, ajeé MOXe BUHUKHYTH HEOOXIIHICTh OUIbII PAaHHBOI OLIHKH IPH
BHUpaXEH1M CUMIITOMATHII YU NOTipuIeHH1 ctany [54,103].

Pexomennaniiina tadauns 3. Pekomenaanii moa0 CKpUHIHIY i MOKpaIeHHS
BUSIBJICHHS JIEr€HEeBOI apTepiajbHOI rimepreHsii i XpoHiYHOI TPoMO0oeMOOTiYHOL

JIEreHeBOol rinepreHsii
Pexomenaamii Kaac PiBennb
pexoMeHaallii | 10Kka30BOCTi

CucremMHa ckjepoaepMist

VY marfieHTiB 13 CHCTEMHOIO CKJIEPOICPMIEI0 peKOMEHOBaHA IOPIYHA
OI[IHKa PHU3MKY HASIBHOCTI JIET€HEBOI apTepiajibHOI TrilnepTeH3il
[183,186]

VY nopocnux MamieHTiB 13 CHCTEMHOIO CKIIEPOJEPMIELO, IO XBOPIIOThH
>3 pokiB, 3 (HOPCOBAHOI >KUTTEBOIO €MHICTIO JiereHb >40% 1
mu(y31HHOI0 3aTHICTIO JiereHb <60% peKoMEHIOBAaHO BUSBIISATH
0€3CHMITTOMHHMX TAIIEHTIB 3 JISTEHEBOIO apTePIAIbHOIO TIMEPTEH31€10
3a anroputvom DETECT [173,186]

[TamienTaM 13 CUCTEMHOIO CKJIEPOJACPMI€I0, MPHU SKIH 30epiraeTbest
3a/IMIIKa, SKYy HEMOXKHa TOSCHUTH IICJII HEIHBa3WBHOI OIIIHKH,
PEKOMEHIYETHCS TIPOBOIUTH KATETEPHU3AIIiI0 TTPaBUX BIAUIIB CcepIls
JUTsL BUKJIFOUEHHS JIETeHEeBO1 apTepianbHoi rineprensii [185-187]
Ouinky pusuky HasBHOCTi JIAI, mo 0a3yeTbcs Ha HasIBHOCTI Ila B
3aaumky B oeaHanHi 3 ExoKI™ a6o ¢yHKIIIOHAIBHUMU JIETCHEBUMU
npobamu Ta piBas MHYII/HKMHYVYII, Bapto BpaxoByBatum Yy
HaIi€HTIB i3 CHCTEMHOIO CKiepoaepMiero [172,173,186,188,190]

B

VY nikapHSX, SKi BeAyTh MAalLI€HTIB 13 CUCTEMHOIO CKIIEPOIEPMIEIO, IIa C
CIIiI PO3TJISIHYTH JIFOPUTM OIIIHKU PU3HKY JIETC€HEBOI apTepiaibHOT

rineprensii

Y CUMITOMHHX TAIliEHTIB 13 CHUCTEMHOK CKJIEPOJCPMIEID MOXHA IIb C

PO3IIIIHYTH  MOXIHUBICTH mnpoBeaeHHS ExoKIT 3 di3uunum
HaBaHTKCHHSAM,  KapJiopecrmipaTOpHHM  TecT 3  (DIBUYHUM
HaBaHTaXeHHsM abo MPT cepus ans MOJANBIIOrO NPUHAHATTS
pIIIeHHS [I0JI0 MPOBEICHHS KaTeTepu3allii MpaBuX BIIJLIIB ceplis

VY naiieHTiB 13 3aXBOPIOBAHHSAMH CIIOJIyYHOI TKAaHWHHU 3 OBEpJIel- IIb C
CHHJIPOMOM, CXOXXHMM HAa CHUCTEMHY CKJEpOJEpMIil0, MOXHa
pO3IJIsiIaTH  IPOBEAEHHS MIOPIYHOI OLIHKM PHU3UKY JIEr€HEBOi
apTepialIbHO1 rinepTeHs3ii

XpoHiyHa TpoMO0eMO01iYHA JIereHeBa rineprensis/XpoHiune TpoM00emM00/1iYHe 3aXBOPIOBAHHS
JiereHb
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VY marieHTiB 13 MEPCUCTYIOUOI0 ab0 BIEpIIe BUHUKIOI 3aIHUIIKOO
abo oOMexeHHsAMHU Tpu ¢i3uuHoMy HaBaHTaxeHHI micist TEJIA
peKoMeHI0BaHa nojjaineira aiarnoctuka ais ominku X TEJIT/XTE3JI
[103]

CuMITOMHEX Tali€HTIB 3 HEBIAMOBiAHICTIO nepdy3iiiHNX aedeKTiB
pyu 00CTEXKEHHI JIETeHb TICIs 3 MICSIIIB AHTUKOATYJISTHTHOT Teparii 3
npuBoxay roctpoi TEJIA neo6xinno Hanpasutu B rientp JII'/XTE3JI
micnss  omiHkK  pesynbrariB ExoKI, MHYII/HKMHVIT i
KapJiopecmipaTropHoro Tecty 3 ¢i3nunuM HaBaHTaxeHHsMm [203,206]
Inmni

KoncynbpryBanus 3 npuBogy pusuky JIAD' 1 mOpIiYHUN CKpPUHIHT
PEKOMEHI0BAHO MAI[lEHTaM 3 MO3UTUBHUM pE3yJIbTaTOM TECTYy Ha
Myrauii, mo BukIMKaioTh JIAI, a Takox poaudaM mepoi JiHii
rmamiedTiB 31 craakoBoro JII' [33]

[TamienTam, sIKI HampaBJIeH]1 Ha TPaHCIUIAHTALIIO MEYIHKH, B SIKOCTI
CKPUHIHTY pekoMmeHaoBaHo mipoBeAeHHs ExoKI mis  oninku
HasiBHOCT1 JII'

[Momampmmi  mochimkenns (ExoKI, piens MHYII/HKMHVII,
(GyHKIIOHATBHI TUXATbHI TECTH 1/a00 KapaiopecripaTOpHUN TeCT)
BAPTO pO3MISHYTH Y CHUMITOMHHMX TMalll€EHTIB 13 CHCTEMHUM
3aXBOPIOBAHHSAM CIIOJIyYHOI TKaHMHM, MOPTAIbHOIO TINEPTEH3IEI0
abo BlJI-indexkiiero 1is ckpuHinTy Ha HasBHICTH JIAT [172]

BIJI - Bipyc imynonmedinuty mroguau, ExoKI™ — exokapmiorpadis, JIAI' — nereneBa aprepianpHa rimeprensis, JII'
— JereHeBa rineprensis, MHVYII — wmo3koBuii Hatpidyperuunuii mentuna, MPT — Mar"iTHo-pe3oHaHCHA
tomorpadis, HKMHVYII — N-kinmeBuii MO3KoBHH mnpo-HaTpiitypernunnii nentun, TEJIA — tpomOoeMOomist
nmereneBoi aptepii, XTE3JI — xponiuae TpomOoemOomiune 3axBopioBaHHS JereHb, XTEJIIT — Xporiuna
TpoMOOeMOOsTiuHAa JIEreHEeBa TiePTEeH3Is.

6. JETEHEBA APTEPIAJIbBHA I'ITIEPTEH3IS (rpyna 1)

6.1. Kininiuyna xapakrepucTuka

Cumnromu JIAI' € HecnienugiyHUMU 1, B OCHOBHOMY, OB’ A3aH1 13 MPOTPecyr0ovdor0
muchynkiiero I (muB. po3ain 5.1.1), 10, B CBOIO 4epry, € HACTIAKOM MPOTPECYBaHHS
aereneBoi Backysomnartii (pucyHok 7). IIposiu JIAI' MOKyTh 3MIHIOBAaTHCH 3aJIC)KHO BiJ
3aXBOPIOBaHHS, 3 AKUM TOB’si3aHa JIAL', a Takox 3aleXHO Bil CYMyTHIX CTaHiB. bimbi
JETATBHUIA OMTUC OKPEMUX MIATPYI HAJaHUHW B PO3ALIL 7.

6.2. OuiHka THAKKOCTI Ta pU3HKY

6.2.1. Kainiuni napamerpu

KiiHiuHe oLiHIOBaHHS — II€ K/II0YOBa YacTHHA OIIHKHK mnarmieHTa 3 JIAD, ocKUIbKHU
Hajae IiHHY iH(oOpMAaIito Il BHU3HAYCHHS TSDKKOCTI 3aXBOPIOBAHHS, ITOJIMIIICHHS,
MOTIpIIEHHS YW CTaOUIBHOCTI CTaHy B JAWHaMmimi. BaxmmBy iHpoOpMamiro mpu
cnioctepexeHHi nae 3mina B @K BOO3 (Tadmurs 15) Ta HassBHICTH €MTi30/11B 3arpyIuHHUX
Oonelt, apuTMii, KpOBOXapKaHHS, CHHKOMAIBHUX CTAHIB 1 O3HAK MPaBOILTYHOYKOBOI
HegoctatHOCcTl. [lpm  (di3mkambHOMY OTJsAI BapTO OIIHIOBATH YacTOTY CEPIEBUX
CKOpPOYEHb, PUTM, apTepiajJbHUM THUCK, 11aHO3, PO3IIUPEHHS SAPEMHHUX BEH, HAOpSKW,
acuut 1 mieBpanbHuil BumiT. @K BOO3 € ogHuMm 13 camMux HaIIMHUX TPEIUKTOPIB
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BIKMBAHOCTI, SIK 1J] YaC BCTAHOBJICHHS J1arHO3Y, TaK 1 TP NOAJIbIINX CIIOCTEPEKEHHAX
[210-212], a moripmienns 3a ominkoro @K BOO3 € ogHuM i3 HaWOUIBII TPUBOKHHX
MOKa3HUKIB IPOTPECYBaHHS 3aXBOPIOBAHHS 1 Ma€ CIIOHYKATH J10 IPOBEACHHS MOAATBIINX
JOCIKEHD JIJIs BUSABJCHHS MPUYMHUA/TIPUYHMH KIIIHIYHOTO moripirenHs [210,213,214].

( 2.
ponipepaui s, 4o JlereHeBa  CyauHHa

/_Pemommmaﬂncyn_ﬂ apTepiﬂ 06CTpYKLI.iﬂ
— Tineprpodia mesi

Mnekcupopmue
Ba30KOHCTPUKLiA Ypa*KeHHA

| S

e

g @ESC. ERS~

Pucynok 7. Ilarodisionoris i Toukm aii cydacHoi Tepamii JereHeBoi
aprepianbHoi rineprensii (rpymna 1)
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I'M® — ryanozuamonogocdat, ' TO — ryanozun-5-rpudocdar, Ena. — engorenin, [Ipoct. — npocraumkin, [T
— npaBuil nutyHouok, pI'Ll — pozunnHa ryaninatimknaza, ®E-5 — ¢ocdoniecrepaza 5, tAM®D — nukmivyHMiA
ageHo3uH MoHogocdat, ul M® — nuknidauii ryano3suaMoHo(pocdar.

Tadmmua 15. Knacudikanisa BceecBiTHBOI opradizanii 0XopoHM 310poB’s
(BOO3) pyHKIiOHAJBHOI0 CTATYCY NALIEHTA 3 JIETEHEBOIO TiNePTEeH3i€10
Kaac Onuc’

I ®KBOO3 | Ilamientn 3 JII, ane Oe3 oOMmexeHp y (pi3muHiii akTUBHOCTI. 3BHYaiiHa (izuyHa
aKTHBHICTh HE BHKIIMKAE HAIMIPHY 3aUIIKY a00 C1a0KiCTh, 00 32 TPYAMHOIO a0
MIPECUHKOMNAJIbHI CTaHU.

II ®K BOO3 | [Namientn 3 JII', mo 3ymoBiIO€ He3HauyHe OOMEXeHHs (I3UYHOT aKTHBHOCTI.
KomdoptHo B craHi criokoro. 3BuyaiiHa (pi3MuHa aKTUBHICTh BUKJIMKAE HAIMIPHY
3auIIKy abo ciaadKicTb, 0011 3a TPYyANHO0, IPECUHKOMNAIbHI CTaHH.

IIT ®K BOO3 | Iamientun 3 JII, mo 3ymMOBIO€ BHUpaxeHEe OOMExeHHs (I3UYHOI aKTUBHOCTI.
KomdoptHo B crani cmokoro. HaBaHTaxeHHs, MO € MEHIIMMH 32 3BHYHI,
BHUKJIMKAIOTh HAIMIPHY 33IUIIKY 1 cJIa0KICTh, 00JI1 32 TPYAMHOIO YU MPECUHKOTAIbHI
CTaHH.

IV ®K BOO3 | Iamieatn 3 JII', mo He3maTHI BUKOHYBaTH Oyab-ski (i3MYHI HaBaHTaXeHHS 0e3
BHHHUKHEHHS cuMITOMIB. [lalieHTH 3 BUpaXEHUMH O3HAKAMH IPABONLIYHOUYKOBOT
CH. 3aaumka 1/abo ciaGKicTh MOXYTh BUHHKHYTH HaBiTh B cHokoi. /luckomdopt
MTOCUJTIOETHCS TIPU OY/Ib-SK1 (P13MUHIA aKTHUBHOCTI.

* — dbyHKITIOHAIbHA KiTacuiKallis JIereHeBoi rinepTensii € Moaudikoranoro BOO3 y 1998 porii ¢yHKITIOHATBHOIO
kimacudikariero Hero-Mopkcepkoi acortiartii ceprs.

6.2.2. Bizyaaizanis

Bizyanizariiina oIifiHKa cepisl BIIrpa€ BaXJIUBY POJb B CIIOCTEPEKEHHI 3a
namientamu 3 JIAI. [esxi mapametrpu ExoKI' 1 MPT Oymm 3amporoHoBaHi s
MOHITOpYBaHHs (DYHKITIT MpaBOro MUTyHOUKY mpHu oIliHii nepediry JIAT. YV Tabmumi S2
HABEJICHO TEpeJIiK IapaMeTpiB Bi3dyami3amii 1 iX BIJHOCHHUX IIOPOTOBHUX 3HAYCHB,
acoIiOBaHMX 3 MiABUIIEHUM 1 3HIKCHUM PU3UKOM HECIIPUSTINBUX ITOTIH.

6.2.2.1. Exokapoiozcpaghin

ExoKI" — mupokoIoCTymHui MEeTO ] Bi3yalli3aiii 1 JIeTKO BUKOHYETHCS OIS JIKKa
narienta. Bkpaii BaxxnuBo, mo6 cremianictu 3 JII' mpoBoamnu BucokosikicHy ExoKI
OI[IHKY, TaKMM YWHOM 3MEHINYIOYHM BapiaOeNbHICTh IMOKAa3HUKIB 4Yepe3 IPOBEICHHS
JOCITIJDKEHHSI PI3HUMU oTriepatopaMu a0 B pi3Huid yac. HeoOXiqHO BIAMITHTH, IO OIlIHKA
CTJIA B cniokoi He BIUTMBA€E HA MPUHHATTSA TEPaleBTUYHOTO pimeHHs [212,215,216].
[TinBumenns piBas CTJIA He 000B’sI3K0BO BitoOpakae MpOrpecyBaHHS 3aXBOPIOBAHHS 1
sHmkeHHsT CTJIA He 000B’I13K0BO BioOpakae MOKPAIICHHS CTaHY.

He nuBnsianch Ha ckiamHy reomMeTpiro mpaBux BinainiB cepisi, ExoKI' mokasaukn
PO3MIpiB MpaBuX BiAAUTIB cepirst, Bkmtovaroun turonty [T i T, ingexc excrieHTpuaHOCTI
JIIII, wamaroTh BaXJIWBY KIiHIYHY iH(GopMarito B miarHoctuii JIAIT [217,218].
Huchynkuito I moxxkHa OLIHWUTH 3a JOMOMOTOI0 TaKMX MapaMeTpiB sK: (pakiliiiHa
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3MiHHA IUIONIi, CHUCTOJIIYHA EKCKYpCis KUIbIsl TpuKycrhigambHoro kiamaHa (TAPSE),
MiOKapAianbHuil cTpeiiH BuUibHOI cTiHkM [IIII mnmpum mpoBeneHHI TKAHWHHOI
nommieporpadii i 2D-cnexi-tpexinr ExoKI™ [219-224]. Bci Bka3aHi MOKa3HHKH €
130BOJIIOMETPUYHI Ta (pa3u BUTHAHHS 1HAEKCAMHU, K1 BiioOpaxkaroTh HejpocTtaTHicTh [T
IIpY 1HAYKOBAaHOMY HaBaHTa)keHH1. OOIpyHTYBaHHS JJIsl IPOBEACHHS JaHUX BUMIPIOBaHb
€ JIOCUTh NEPEKOHJIMBUMH, OCKUIbKM MOKa3HUKK cucToniyHoi ¢pyHkuii I omiHo0Th
aganTaiiro ckoporiuBoi 3aaTHocTi Il 1o 30UIbIIIEHHS MOCTHABAaHTAXEHHS, a
30UTBIIEHHS PO3MIpIB MPABUX BIAAUTIB CepLs 1 pO3LIMPEHHS] HUKHBbOI TOPOKHUCTOI BEHU
BiZIOOpaXkat0Th HECIIPOMOXKHICTh I[LOI'0 MEXaHi3My, BKa3yrouu Ha Je3aaanraiiiro [225].
[lepukapaiabHUil BUMIT 1 TPUKYCIHIJaldbHA pPErypritanis TaKOoX OIIHIOIOTHCS MpHU
BU3HAYCHHI MEPEBAHTAXCHHS MPABOTO IITYHOYKY I MAalOTh MPOTHOCTHYHE 3HAYCHHS Y
X maiieHTiB [218,226-228]. Yci 111 MOKa3HUKK € B3a€EMOIOB’I3aHUMH, a iX OI[IHKA B
KOMIUIEKC1 HaJa€ J0JATKOBY MPOTHOCTHUYHY 1H(OpMAII0 B MOPIBHSAHHI 3 OKPEMOIO
OLIIHKOIO MEeBHUX mapameTpis [223].

ExoKI' Takox Jjo3Bosisie BUMIpSATH KOMOIHOBaHI MapaMeTpH, Taki §K
cuiBBigHomeHHs: TAPSE/CTIJIA, sike TiCHO MOB’si3aHE 3 OIIHKOIO B3a€EMO3B’S3KY MIXK
[T i II1, i mae nporaoctuyne 3HaveHHs [96,97]. ExoKI" BumiproBanus po3mipis TTI1I
ta [1I1 y moeqnanHi 3 iHAeKkcoM ekciieHTpuaHOCTi JII MaroTh BupimanabsHe 3HAYCHHS IS
OLIIHKH 3BOPOTHROTO pemozemtoBanas [1111, ssk HOBoro Mapkepa e)eKTUBHOCTI JIIKyBaHHSI
[220,229]. TproxBumipna ExoKI' Moske HagaTH MOKIMBICTH MPOBOIUTH Kpallly OI[IHKY
B MOPIBHSAHHI 13 cTaHAapTHOIO 2D OIiHKOI0, TPOTe ICHYIOTH JaHl MOA0 HEAOOIIHKU
00’eMiB 1 pakirii BUKUAY, 1 ASSAKI TEXHIYHI TUTAHHS IMOKHU 3aJIUIIAIOTHCS HEBUPIIIICHUMHU
[230].

6.2.2.2. MPT cepus

Poixs MPT ceprist y mamienTiB 3 JIAIT Oyna po3risiHyTa B KIIBKOX JOCIIKEHHSX 1
06’em III, ®B IIII i ymapauii 00’€M BHU3HAYCHI BAXKJIWBUMH MPOTHOCTUIYHUMU
¢akropamu y mamientiB 3 JIAT [225,231-236]. Y narientis 3 JIAI" nposenenns MPT Ha
MOYATKOBUX €Tanax OOCTeXXEHHsI JO0Jajyd MPOTHOCTMYHE 3HAYCHHS 10 MOTOYHUX
MOKa3HUKIB pu3uKy [231,232]. Okpim TOr0, OIlIHKA PU3HUKY Yepe3 1 pik cocTepeKeHHs
3a maaumu MPT cniBnagana 3 omiakoro pusuky Ha ocHoBi KIIC [237]. Kputepii orinku
pu3uky Ha ocHOBI MPT, 1110 BUCBIT/IEH] B ITaHUX PEKOMEHIAIISX, BKIIFOYEHO 10 TaOJIHUIIi
16 [117,225,231-235,237]. PedepeHTHi 3HaUCHHS 1HIEKCY yAapHOTo 00’ €My BU3HAYCHO
Ha OCHOBI JiTepaTypHUX naHux [238]; 3miHa ymapHoro 06’emy Ha 10 mu (KiHIIEBO-
niactomiuanit 06’em JIII - xiHmeBo-cucromiuamii 06’em JIII) mix gac crocTrepeKeHHS
BBAXKAETHCA KIIHIYHO 3HauymuMm [239]. 3Hauenns BukopuctanHs MPT cepus npu
CIIOCTEPE)KCHHI 3a TMaIlieHTaMu OyJIo MoKa3aHe B KUIBKOX mgociimkeHHsAX, MPT ceprs
J03BOJISIE KOHTPOIIOBATH €(EKT JIIKYBaHHS 1 BUaCHO KOPETYBAaTH CTPATErilo JIIKYBaHHS,
100 MoTepeIuTH KITiHIUHY HeBnady [240-242].
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Tadoaunusa 16. KommiekcHa ouinka pusuxy JIAI' (TppboxpiBHeBa MoeJIb)

®K BOO3

*hk

6-XT

Kaniopecniparopuuii Tect
3 ¢b13UYHUM
HaBaHTAKEHHSIM

biomapkepu:
MHVII
HKMHVII

*kkk

Exoxapniorpadist

EE

MPT cepus

T'emoanHamika

. ok
BTpaTH CB1IAOMOCT1

III

165-440 m

ITixoBe 3nauenus VO2
11-15 mn/xB/kr
(35-65% mepen.)
VE/VCO; 36-44

MHVII 50-800 ur/n
HKMHVII 300-
1100 ur/n

ITromra TTIT 18-26 cm?
TAPSE/CTJIA 0,19-
0,32 Mmm/MM pT.CT.
MiHiManbHUH
NepUKapaiaTbHAN
BHIIIT

OBIIII 37-54%
IYO 26-40 mia/m?
IKCOITIL

42-54 vn/m?

TIIIT 8-14 MM pr.cT.
Cl 2,0-2,4 /xB/m?
IVO 31-38 mi/m?
CBO2 60-65%

IToxka3HuUKH nporuosy | Husbkuit pusuk | [Ipomiknuii  pusuk | Bucoxknii pHU3UK
(ouinka cmepTtHocTi | (<5%0) (5-20%) (>20%)
nporsarom 1 poky)

Kuiniuni noka3Huku i pedepeHTHI 3HAYEHHS

O3Haku Bincyrhiii

MIPaBOILIYHOYKOBOIL

HEIOCTATHOCTI

[IporpecyBanus [ToBinbHO

CUMITOMIB 1 KJIIHIYHUX

MIPOSIBIB

CHHKOITAJIBHI CTaHU IMoomnHOKI  emi3oau

IKCOIIIII — inmekc KiHIEBO-CUCTOIIYHOTO 00’ €My MpaBoro noryHodka, [YO — ingekc ymapraoro o6’emy, MHVYII
— MO3KOBHi HaTpitypernunmii nentug, MPT — maraitHo-pe3onancHa Tomorpadis, HKMHYVYII — N-repminanpanii
MO3KOBHIl HATpilypeTHYHHIA MIPOIENTHI, Tieper. — nependauyBanuii, [111 — npase nepencepmas, [ — npasuit
nuTyHo4YoK, CBO2 — HacHYeHHs KUCHEM 3MilaHoi BeHo3HOi kpoBi, CI — cepuesuii innekc, CTJIA — cucroniuanii
TuCK B nerenesiil aptepii, TIIII — tuck y nmpaBomy nepencepai, @BIII — ¢pakuis sukugy I, PK BOO3 —
(dhyHKIiOHANBHAN KJac 3a Kiacugikamieto BeecBiTHROI opraHizamii oxoponu 3a0poB’s, TAPSE — cucromiyna
eKCKypcis ¢iOpo3HOro Kumblsl TpuUKycmijanbHoro knamana, VE/VCO: — BeHTWIIUIHHUI eKBiBaJIeHT a0
BUJIJICHOT O BYTJIEKUCIIOro ra3zy, VO2 — morinuHaHHs KUCHIO, 6-XT — TecT meCTUXBUIMHHOI XOAbOH.
* — BunaakoBWI CHHKONAJBHUI CTaH Mil 4Yac BaXKMX BIpPaB a00 BUMAJIKOBUH OPTOCTATHUHHUI CHHKOIE Yy

CTa0LIBHOIO IAIli€HTA.

** — JIoBTOpHI €Mi304H1 CHHKOIIE HABITh IPU HEBEIUKHUX a00 PeryaspHuX (Qi3sMYHUX HAaBaHTAXKECHHSX.
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*** _ 3ayBakTe, MO pe3ynbTaTH 6-XT 3anexkaTs Bif BiKy, 3pOCTY Ta TSHKKOCT1 CYMyTHIX 3aXBOPIOBAHb.

**** _ [1o0 agantTyBaTH TaOMUIIO 3 4-X PIBHEBOIO MOJIEILIIO, IO MPOJEMOHCTPOBaHA B TaOuuIli 18, moporosi
pieai MHVYII i HKMHVII 6ynu onoBneni mopiBHsSHO 3 2015 poxoM Ha ocHOBiI maHux peectpy REVEAL,
BpPaxoBYIOUH, IO €BPOMEHCHKI BaJigalliiiHi JOCIIPKeHHS! BUKOPUCTOBYBAIIM TOYATKOBI ped)epeHTHI 3HAYEHHS
[274,292,293,295,296,302].

FxxFx — [lapamerpu MPT cepus aganToBaHi BiIOBIAHO 10 po3alTy 6.2.2.2.

6.2.3. I'emoauHamMika

CepiieBo-niereHeBa reMojJnHaMiKa, 110 OIIHIOEThCs 3a aonomMorotro KIIC wamae
BAYKJIMBY MPOTHOCTUYHY 1H(QOpMALIiI0 IK HA MOMEHT MOCTAaHOBKH J1arHo3y, Tak 1 IpH
noJiajbIoMy croctepeskenni [129,212,213,216,238,243-245,247,248]. Hapasi goctymnHi
Takl MOKa3HUKA TE€MOJWHAMIKH, 110 BUKOPUCTOBYIOTH JJIsI CTpaTH(IKalli pU3HKY 1
nporno3yBanHs: Tuck B I1I1 1 OJIC mpu ouinmi pusuky 3a REVEAL [213,249,250], ta
tuck B IIII, cepueBuil iHIEKC 1 piBEeHb caTypallii BEHO3HOT KpPOBI MpHU cTpaTudikamii
pusuky 3a €ETK/EPT [25,26]. CpTJIA Hanae mMajio MPOrHOCTUYHOI 1H(GOpPMAIIil, OKpIM
MAIiEHTIB 3 TIO3MTHBHOIO BIAMOBIIII0 Ha TOCTpUHl Ba3opeakTuBHHMU TecT [129].
HemonaBue nocnimkenus 13 ®panmii, ske 00’ €IHANO KIIHIYHI Ta TeMOJMHAMIYHI
napametpu 1 BusiBuiio, mo @K BOO3, pesynsrat 6-XT, Tuck B I1I1 Ta iHAEKC yaapHOTro
00’ emMy (ayie He yaapHHi 00’€M 1 piBEeHb caTypallii B BEHO3HI1H KPOBi) OyIu HE3AJIC)KHUMHU
NPeIUKTOpaMH KiHIIEBUX TOYOK [238].

JI1s1 KoHKpeTH3aIlli moKa3HuKa 1HAEKCY YIapHOTo 00’ eMy 10 Tabyumili crpatudikarii
pusuKy (Tabnuusg 16) OyaM JozaHi MOPOroBi 3HAYEHHS NOKasHMKa — >38 mu/M? Ta
<31 mu/M? 17151 BU3HAYEHHS HU3BKOTO i BUCOKOTO PH3HKY BianosinHo [238].

OnTtumanbHi TepMminu 11 HacTynHoro npoBeAeHHs: KIIC ne Busnaueni. B toit yac,
SK JIeSIK1 IIEHTPHU PETryJIIpPHO MPOBOJATH IHBA3MBHE BUMIPIOBAHHS, 1HIII MPOBOASATH HOTO
JUIIe 3a KIHIYHUMH TIOKa3aMu 1 BIACYTHI JOKa3u, IO Oyab-fKa 13 ITUX CTpaTerii
OB’ s13aHa 3 KpallluMH pe3yiabTaTamu (Tadmus 17).

Tadamusa 17. 3anponoHoBaHa OHIHKA Ta TePMIHM CIOCTEpPEe:KeHHS 3a
NALICHTAMH 3 JIETEHEBOK) apTepPiaibHOI0 TinepTeH3iclo

Ha Yepes 3-6 Koxni 3-6 B pasi
BUXITHOMY Mic. micjas Mic. micas KJIIHIYHOT 0
piBHi 3MIHH cradinizanii | moripmeHHs

Tepamii crany

OO6cTexeHHs (BKIIOYAIOUU OIIHKY
®K BOO3)

Tect 3 6-XBUIMHHOIO X0/1600I0
AHaii3 KpoBi (B TOMY YHCII1
MHYII/HKMHYII)™ ™

EKI

ExoKI" abo MPT cepus

I"a30Buit aHai3 apTepiaibHOT KPOBI
a00 MyNbCOKCUMETpis
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3MiHa SIKOCTI KUTTsI, 00YMOBJICHA
iarHo30M
KPT 3 ¢i3nuHrM HaBaHTa)XEHHSAM

KIIC ]

EKT — enextpoxapaiorpadis, ExoKI' — exokapniorpadis, KIIC — katerepusanis npaBux Bigairis cepis, KPT —
kapaiopectiparopauii Tect, MHYII — moskoBmii Harpiiiypernynnii nentua, MPT — MarniTHo-pe3oHaHCHa
tomorpadis, HKMHVYII — N-kiHueBuit MO3KOBHIA TPO-HATPIAYPETHYHHHA METITHI.

* — InrepBanm, AKi CliJ KOPUTYBAaTH BIIMOBIIHO 1O MOTpe0 Mali€HTa, €Tiojoril JiereHeBOi apTepialbHOI
rimeprensii, KaTeropii pu3mKy, neMorpadii Ta CylmyTHiX 3aXBOPIOBAHb.

** — (OcHOBHI Ja0OpaTOpHi OCHIJDKEHHS, BKJIIOYAIOUM 3arajbHUi aHami3 kpoBi, MHB (y mamienrtiB, ski
OTPUMYIOTh aHTaroHictu Bitaminy K), kpeatunin, wHarpiid, xaniii, ACT/AJIT, OimipyOiH, MO3KOBUH
HATPIAypeTHYHHIA NEeNTH I/ MO3KOBUN HATPIHYPETUIHUH TPOIIETITHI.

*** — Posmmpeni n1abopatopHi JOCHiKeHHs (HAapUKIaA, THPEOTPOITHUI TOPMOH, TPOMOHIH, CEY0Ba KUCIIOTA,
CTaH 3aJii3a TOIIO) BIAMOBIAHO J0 KIIIHIYHUX JaHUX.

**%% _ ["a30BUiA aHAJI3 apTepialibHOI KPOBI IPOBOAMTH JIHIIE TIPH MIEPBUHHOMY OOCTEKEHHI, alie y CTaOUIbHUX
MAI€HTIB BIH MOXe OyTH 3aMiHEHWH Ha MyJIbCOKCUMETPIFO MMijl Yac MOJaNbIINX CIIOCTEPEKEHb.

6.2.4. TosiepaHTHICTH 10 (PI3MYHUX HABAHTAKEHbD

TecT 3 6-XBUIMHHOIO X0AK00I0 — 1€ (I3UYHE HABAHTAXKEHHS, SIKe HAWOLIBII YacTo
BUKOpUCTOBYeTbCa B 1eHTpax JII. 6-XT mpoctuiél B BUKOHAHHI, HE JAOPOTUi 1 goOpe
CIPHIMAETHCS TAIlIEHTAMHU, MEIMYHUMHU CITIBPOOITHUKAMH Ta MEIMYHUMU 3aKIadaMHu, K
BaXJIMBUH 1 BaJI1IOBaHUM KpUTepid ouiHku ctany npu JII'. Sk 1 BCi 1HII1 KpUTepii OI[iHKH
crany mamieHTiB 3 JI[', pe3ynpraTu 6-XT BapTO IHTEPIPETYBATH B KIIIHIYHOMY KOHTEKCTI.
Ha pesynaprar 6-XT BrumBaroTh Taki ¢GakTopu, sSK CTaTh, BIK, 3pICT, Bara, CYIyTHI
3aXBOPIOBaHHS, MOTpeda B KMCHI, IHCTPYKTaXX 1 MOTHUBaIlisA. Pe3ynbpraT TecTy 3a3BUUaii
PEACTABISAIOTHCS Y BUTJISAII a0COTIOTHUX 3HAYEHB (B METpax), a HE Y BUTJIAJII BIACOTKIB
BiJl MPOTHO30BAHOTO 3HayeHHsA. 3MiHM B pe3yibTaTax 6-XT — 1me mapamerp, sKkuit
HAWOLIBII YaCTO BUKOPHUCTOBYIOTh B KJIIHIYHMX JociiKkeHHAX JI[' Sk OCHOBHY KiHIIEBY
TOYKY, KJIIFOYOBY BTOPHHHY KIHIIEBY TOUKY a00 KOMIIOHEHT JIJI1 BU3HAYCHHS KJIIHIYHOTO
noripmieHHs [251]. HemonaBHe qocmiKeHHsI TTOKa3aio, 1o Kpaiili abCOII0THI MOPOTOBI
3HAYCHHS JJI1 BU3HAYCHHS |-pi4HOI CMEpPTHOCTI Ta 1-piyHOTO BMIKMBAHHS BiJIIMOBITHO
Ooymu 165 m 1440 M [252]. Ha ocHOBI KITIHIYHUX PE3yJIbTATIB BUABICHO, IO HOJIIIIICHHS
pesynbpraty 6-XT Majno MeHIIy NPOTHOCTHUYHY IIIHHICTh, HDK HOTO TMOTIPIICHHS
(cmeptHicTh 1 BmkuBaHHA)  [250,252,253].  1li  pe3ymbTaté  BiAMOBIZAIOTH
CIIOCTEPEKEHHSIM 3 KIIHIYHUX BUIMPOOyBaHb Ta peecTpiB [254,255]; omHak, Hemae
€JIMHOTO ITOPOTY, IO 3aCTOCOBYETHCS JI0 BCiX MAIi€HTIB [256]. Jlesiki TOCTiKEHHS TaKOK
MoKasalv, Mo JoaaBaHHS A0 pe3ynapTaTiB CaO, aprepianbHOiI KpOBi (BHUMIPSTHOTO
MyJbCOKCHMETPOM ) T YACTOTH CEPIIEBUX CKOPOUEHB MOXKYTh MTOKPAIITUTH TPOTHOCTHYHY
IIHHICTB [246,257]. I'imokcemis i 9ac TecTy 3 6-XT 1moB’s3aHa 3 TipIIuM BH)KHBAHHSM,
aje 11l BHCHOBKM BCE III€ YEKAIOTh MIATBEP/KEHHS Yy BEJIHMKUX 0araToreHTPOBUX
JOCIIHKCHHSIX.

CryningacTtuii TecT 9oBHUKOBOI x071601 (CTUX) — 11e MakcuMaibHO HAOIMKEHUH
aJbTepHAaTUBHUHN TECT 715 OIiHKH mailieHTiB 3 JIAL'. Bin Mae moTeHIliiHy iepeBary nepe
6-XT B TOMY, 1110 BiH HE Ma€ e(heKTy MeXKi; KpiM TOT0, BiH 30€epirae mpocToTy y BUKOHAHH1
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TECTY «Ha micii», Ha BiaMiHy Bix KPT. Onnak nocsia Bukopuctanus CTUX npu JIATL Ha
JTaHui yac oomexxeHui [258].

KPT 3 ¢i3nuHmM HaBaHTaKEHHSM — HEIHBAa3UBHUN METO/]I OLIHKU (DYHKI[IOHATbHUX
MO>KJIMBOCTEN Ta 0OMEXKEHb NMpHU (PI3UYHUX HABaHTaKEHHSX. BiH 3a3BUuYail BUKOHY€ETHCS
3 MAaKCUMaJIbHUM (DI3UYHUM HABAHTAKEHHSM 1 0€3MeYHUIN HABITh Y MAIlIEHTIB 3 BAXKKUMU
oOMexeHHsIMU Y (I3UYHUX HaBaHTaxXeHHAX [259,260]. bugemiicte uentpi JII
BUKOPUCTOBYIOTh JTOJATKOBHM TPOTOKOJI CTYIIHYACTOTO HAPOCTAHHS HAaBaHTAKCHHS,
Xoua TeCT Ie He OyB CTaHAapTU30BaHUM g 1€l momysnsmii namieHTiB. Haniitai
nporHoctuuHi gaHi moao VO2 1 VE/VCO; Oyno BUSBIEHO B TPHOX JOCIIKEHHSX, BCl
BOHM Oynu po3paxoBaHi npu OaratodakropHoMy aHamizi [261-263]. Sxmo VO
noB’si3ati 3 IYO, TO TOKa3HWK HAIacTh KOPUCHY iHGOpMAIIO Ui TOJAJBIIOL
ctpatudikaiii mamieHTiB 3 JIAT 1 npomikauM pusukom [264]. Onnak 3HayeHHs KPT 3
GI3MYHUM  HaBaHTAXKEHHSAM B KOMOiHAIii 3 KIIHIYHUMH Ta TeMOJUHAMIYHUMU
MOKa3HUKAMU 3aJIUIIAETHCS B OLIBIIOCTI HEOCIIIKEHUM.

6.2.5. BioxiMiuHi Mapkepu

Bynu 3po0sieni 3HauHi 3ycwuis Il BUSIBJICHHS JIOJAaTKOBHX OlOoMapKepiB
3aXBOPIOBaHb JICTEHEBUX CYJIHMH, SIKI MOXXHA BHUKOPHUCTOBYBATH JUIS OI[IHKH IPOTHO3Y
[265-272], nns miarHOCTHKHM Ta po3moAily Ha miaTumnu naiientis 3 JII' [270,273-276], a
TaKOX JIJIs BU3HAUCHHS BinoBiai Ha iikyBaHHS JIAIL [266]. HoBi Ginku, oB’si3ani 3 JIAT
Ta PEMOJCITIOBAHHAM CYAWH, BKJIIOYAIOTh KICTKOBI MopdoreHerndHi Outku 9 1 10 i
TPAHCIAINHO KOHTPOJIbOBaHUH Oinok myxymaM [270,277,278]. IIpoTeoOMHUIT CKpUHIHT
npu IJIAT Ta CJIAT" BU3HaUuB MyJIbTUMApKEPHY TTAHENb 3 MPOTHOCTUYHOIO 1H()OpMAITIEIO
Ha go01atok 10 mkaiau pusuky REVEAL [271]. Tame gocmimkeHHs moka3ao, 1Mo paHHin
po3Butok JIAI', acomiiioBaHOi 3 CHUCTEMHOIO CKJepojaepMiero, OyB mepenadaueHui
BUCOKHM PIBHEM IIUPKYIIOI0YOT0 XeMOKIHY 4 [276]. OqHak *0JIeH 3 TuX OloMapKepiB He
OyB BIIPOBAKECHUI B KIIIHIYHY MPAKTHUKY.

MHVII i HKMHVII 3amumatorbess enuHuUMH OioMapkepamu, $KI pPYTHHHO
BUKOPHUCTOBYIOTH B KJIIHIUHIA MpakTHIll B rieHTpax JII', Kopenrorwoun i3 MioKapaialbHUM
cTpecoM Ta 3abe3neuyroun nporuoctuyny inpopmarnio[279]. MHYII i HKMHVII we €
cnerudivaumu i JII', ocKiIbKYA BOHU MOKYTh OyTH MiABUIIIEHUMU MU IHITUX Popmax
CEpPIIEBUX 3aXBOPIOBaHb, MPOSIBISIIOYN 3HAYHY BapiaOenbHICTh. 3ampoIlOHOBAaHI paHiIe
pedepentHi 3nauenns MHVYII (<50, 50-300 i1 >300 ur/m) i HKMHVYII (<300, 300-1400,
1>1400 Hr/0) 178 HU3BKOTO, CEPEIHHOTO 1 BACOKOTO PIBHIB PU3HUKY BIAIOBIIHO B MOJIE1
omiaku pusukiB €TK/€PT nHa BuxigHOMYy piBHI Ta IiJ Yac CIOCTEPEKECHHS €
MPOTHOCTUYHUMHU  JJIS ~ BUHHMKHEHHS  JOBTOCTPOKOBMX  TOMIA 1  MOXYTh
BUKOPUCTOBYBATHUCS JIJII TIPOTHO3YBaHHS €(QEKTUBHOCTI JIKyBaHHS [266]. YTouHeHI
noporosi 3HadeHHs s MHVYII (<50, 50-199, 200-800, 1 >800 ur/mn) i HKMHVII (<300,
300-649, 650-1100, i >1100 Hur/m) mIs HU3BKOTO, CEPEAHBO-HU3BKOTO, CEPEIHBO-
BHCOKOTO 1 BHICOKOTO pIBHIB PHU3HMKY BIJIMTOBITHO, HEMIOJABHO OyiIM BBEICHI I
YJOTUPHOXPIBHEBOI CTpATETil OIIHKH PU3UKY (IuB. po3nin 6.2.7) [280].
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6.2.6. Iloxka3HUKH pe3yJIbTATIB, PO SAKI NOBIAOMJIAE MALIEHT

[Toka3Huk pe3ynbTaty, npo sikuil noBigomisiethes namieaTom (IIPIIIT) — ue Tepmin,
10 O3HAYA€ PE3YJIbTATH CTAHY 3/I0POB’ S, SIK1 «CAMOCTIHHO MOBIIOMIISIIOTHCS» MAIIEHTOM.
Le nocsin sxutts naiienTa 3 JII' 1 H0oro BIUIMB Ha OTOYYIOUHX, K1 MIKIYIOTHCS NP0 HHOTO,
BKJIIOYAIOYM  CHUMITOMATHYHI, IHTEJEKTyallbHl, [CHUXOCOLIaJbHI, JyXOBHI Ta
LIJIECOPSIMOBAaH1 aClIEKTH 3aXBOPIOBAHHS 1 MOro JiKyBaHHs. He3Baxkarouum Ha yCIixXu B
JIKyBaHHI, 1110 MOKPAIYIOTh BUKUBAHICTh, y TalieHTIB 3 JIAD € HU3Ka Hecrienu(piuHuX,
aJie BUCHAXJIMBUX CHMIITOMIB, SIKi BIUTMBAIOTh Ha SIKICTh JKUTTA [281,282].

[TPIIIT 3anumuaroTbecsi HENOCTATHHO BHUKOPUCTAHUMM MMOKa3HHMKaMU. 3aco0u
BajiioBaHi y nauieHTiB 3 JI[' MaloTh BUKOPUCTOBYBATHUCS NJISi OLIHKH SIKOCTI XKHUTTS Y
okpemux naiieHTiB [282,283]. Panime cnupanuck Ha Tunosi [IPTII, ski BuBuanucs y
naiieHTiB 3 JIAL', ane, MOXIIMBO, Yepe3 HEIOCTATHIO UyTJIMBICTh HE OYJIO BUSBJICHO 3MiH
npu JIAD [284,285]. Hdns BupimeHHs i€l mpoOiemMu po3poOsIeHO 1 BalioBaHO psij
cnenudiuaux s JII' MeTo1iB OLIHKY 3M1HU SKOCT1 KUTTS (Hanpukiaa, KemOopimkebkuit
orys pe3yibTari jaereneBoi rinmeprensii (CAMPHOR) [286], emPHasis-10 [282,287],
Kuttsa 3 nereneBoro rineprensiero [288] 1 CuMITOMH JIET€HEBOT TINEPTEH31i Ta BILIWB
(PAH-SYMPACT) [289]. Ili ITIPIIII cneumdiuni ams XBOpoOM Ta JAO3BOJISIOTH
OPOCTIAKYBAaTH (PYHKI[IOHAIBHUM CTaTyc, KIIHIYHE MOTipiieHHs Ta nporuo3 npu JIATL, 1
BOHM € OUIbLI YYTIWBMMHM JO BIIMIHHOCTEHW Yy CTaTycl PU3UKY, HDK 3arajibHi THUIIOBI
ITPTIIT [290,291]. Kpim Toro, mKamM SKOCTI JKHTTS 3a0€3MeuyioTh HE3aJICKHY
IPOTHOCTUYHY 1HpopMartiro [287].

6.2.7. KomnjiekCHA MPOrHOCTUYHA OI[IHKA, OLIHKA PU3HMKIB Ta LTI JIIKYBaHHA

VY pexomennanisx €TK/E€PT-2015 3 miarnoctuku Ta jikyBaHHs JII' omiHka pusuky
0azyBanach Ha MyJbTU(PAKTOPHOMY IT1JIXO/I1 3 BAKOPUCTAHHSIM TPHOXPIBHEBOT MOJIEI JIJIsI
kacugikalii namieHTiB 3 HU3bKUM, CepeaHIM a00 BUCOKUM pU3UKOM cMmepTi. CriouaTky
Il piBHI BU3HAYaJId WMOBIPHOCTI cMepTi mpoTsiroM 1 poky — <5%, 5-10% 1 >10%,
BiZIMOBIIHO [25,26]. 3 TUX Mip AaHI PEECTPY MOKA3AIIH, IO PIBEHb CMEPTI NPOTATOM 1-T0
POKYy cepen oci0 MPOMDKHOTO Ta BHCOKOI'O PH3HMKY 1HOMI OyJW BHIIUMH, HIXK
nporHo3yBanocs (To6To 10 20% y rpynu npoMi>KHOTO pu3uKy Ta >20% y rpyIi BUCOKOTO
pusuky). Lli nmudpu Oynu OHOBIEGHI Yy MEPETJISHYTIH TPHOXPIBHEBI MOJENI PUBHKY
(Tabmmmns 16) [292-294].

Jlexiapka CKOpOYCHHX MiAX0iB moao ctpatudikamii pusukis ETK/EPT 2015 poky
Oynu TmpeAcTaBiICHI 1 HE3aJeKHO IMEepeBipeHi 3a jgonomoror Peectpy nereHeBoi
aprepianpHoi Timepren3ii [semii (SPAHR) [292], mopiBHSJIBHOTO, MEPCHEKTUBHOTO
peECTPY HEIMoAaBHO po3modaToi Teparrii seredeBoi rineprensii (COMPERA) [293] ta
®panmyspkoro peectpy JII' (FPHR) [295]. Tami iHCTpyMeHTH cTpaTtudikaiiii pu3HKiB
Oynmu po3pobieri Ha ocHOBI amepukaHcbkoro REVEAL, Bkirodaroum KadbKyJsTOp
omiaku pu3uky REVEAL 2.0 Ta ckopoueny Bepcito (REVEAL Lite 2) [249,296]. V Bcix
mux pociaimkeHHsx ®K BOO3, aucranmis 6-XT 1 piBear MHVYII a6o HKMHVII
BUSIBUJIUCH MMOKa3HUKAMU 3 HAOUTBIIOK MPOrHOCTUYHOKO LIHHICTIO.
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OcHOBHUM 00MEXEeHHSIM TphoXpiBHEBOI oLiHKM pu3uky €TK/EPT 2015 poky € Te,
o 60-70% mnarieHTiB KIacH(IKYIOThCS SK 3 MPOMDKHAM pu3ukoMm [292-295,297-303].
3pobsieHa moOyYaTKoBa cmpoda cyOCTpaTH(iKyBaTHU TIpyly HOPOMDKHOTO pPH3UKY 3
BUKOPUCTaHHAM MoJu(]ikoBaHO1 cepenHboi oniHku y piBHsSIHHI SPAHR (3 cepennbo-
Hm3pkuM 1,5-1,99 Tta cepennpo-Bucokum 2,0-2,49 B SKOCTI TOPOTOBUX 3HAUCHD)
noKasasna, 1o rpyrna cepeHbO-BUCOKOT'0 pU3HKY Oyiia OB’ s13aHa 3 TiPIIO0 BIKUBAHICTIO
[302]. Takox Oynu 3poOJeHI cipoOU MOJANBIIOrO MOKPAIIEHHs cTpaTU(IKalis pU3UKY
IUISIXOM BUBYEHHS JIOJATKOBOIO 3HAYE€HHSI HOBHX OlomapkepiB [304], abo mnuisxom
BU3HAUeHHs cTpykTypu 1 ¢pynkuii [T 3a gomomororo ExoKI' ta MPT [231,305,306].
[Hu ctparerii Bkiatoyanu ouiHky ¢GyHkuii Hupok [307] abo nmoenHanus guctaHiii 6-XT
31 cmiBBigHomeHHssM TAPSE/CTJIA [96,97]; mpote, Bci 1i ctpaTerii moBUHHI OyTH
JI0IATKOBO T1TBEPIKEHI.

JIBa HEIaBHIX pPEECTPOBHX JOCTIIKCHHS OI[IHWIM YOTUPHOXPIBHEBUH METOT
BU3HAUCHHS PHU3UKY 0a3ylO4YuCh Ha YTOYHEHHMX moporoBux piBHAX i1 ®K BOO3,
nucraniii 6-XT ta HKMHVII (tabnuus 18) [280,308]. IamienTiB kiacudikyBaiu sK: 13
HU3BKUM PHU3UKOM, CEpPEIHbO-HU3bKUM, CEPEIHBO-BUCOKMM ab0 BHCOKHM. Pa3om 11i
nocipkeHHst Brrodany >4000 marienTis 3 JIAL 1 BoHU MOKa3aiiu, 110 MOJIEIb 3 YOTUPMa
PIBHSIMHM TIPAIFOE JIJIs MPOTHO3YBAaHHS CMEPTI, MPUHAKWMHI, TaK caMo J00pe, sIK MOJICIb 3
TpbOMa pPiBHSAMU. YOTHPHOXpIBHEBA MOJIENb Mependavana BUKUBAHHSA y MAIIEHTIB 3
LTAT, CJIAT, JIAT', acorifioBaHOO 3 JiKapchbKUMH 3acobamu Ta TokcuHamu, JIAI-3CT
(BKJIIFOUAIOYW TMIATPYIMY 13 CHUCTEMHOIO CKiepojaepMiero), 1 marieHTiB 3 [lopt-JIAT.
[Toka3HUKHU CMEPTHOCTI MPOTATOM 1-TO POKY Y YOTHPHOX IpyIax pU3MKy cTaHoBuiu 0-
3%, 2-7%, 9-19% Tta >20% BiANOBIAHO. Y MOPIBHSIHHI 3 TPHOXPIBHEBOK MOJIEILIIO,
JOTUPHhOXpiBHEBA Oysia OUIBII YyTJIHMBA 10 3MIH PHU3UKY BiJl BUXIJIHOTO PIBHA M0
MOTJIBIIIOTO CIIOCTEPEXKEHHS 1 111 3MIHM OyJIM TOB’sA3aH1 31 3MIHAMHU JIOBFOCTPOKOBOTO
pu3uKy cMmepTHOCTI. (OCHOBHOIO TIEPEBArol0 YOTUPHOXPIBHEBOI MOJENI  HaJ
TPHOXPIBHEBOIO MOJIEIUTIO € Kpallle PO3MOAUICHHS BCEPEANHI TPYITH MPOMDKHOTO PU3HUKY,
110 JOTOMAarae KepyBaTH MPUUHATTIM T€PANeBTUYHUX pillleHb (IuB. po3Aia 6.3.4). 3 uux
NPUYUH, YOTUPHOXPIBHEBA MOJEIb BKJIIOYEHA B OHOBJICHUN aJITOPUTM JIIKYBaHHS
(pucyHok 9). OnHak TPHOXpIBHEBA MOENb 30€piraeTbCs sl MOYATKOBOI OI[IHKH, SKa
MMOBHHHA OyTH KOMIUICKCHOIO 1 BKJITtoUaTH B cebe ExoKI' Ta remomnHamMidHi MOKa3HUKH,
JUTSL SIKAX TPaHUYHI 3HAYSHHS U1 YOTUPHOXPIBHEBOT MOJIEJI1 111€ HE BCTAHOBJICHI.

Kimeka mocmimkens BuzHaummu @OK BOO3, aucranmiro 6-XT 1 piBeHb
MHVYII/HKMHYVYII sx HalicunpHIIII TPOTHOCTHYHI mpeaukTopu [293,295,296]. Ilpu
BUKOPUCTAaHHI CKOPOYEHUX METOJMIB OIlIHKK PU3HMKIB BIJICYTHICTh PE3YNIbTATIB JAaHUX
obOcrexens € BaxymBuM oomexxeHHs M. REVEAL Lite 2 3a06e3neuye TouHU MPOTHO3,
Komu oxuH 13 kmouoBux mnokasHUkiB (DK BOO3, mucranmis 6-XT abo piBeHb
MHVYII/HKMHYVII) BiacyTHiH, ane BTpayae TOYHICTh, KOJIM BiJICYTHI JBa BHIIECBKa3aHi
nokasHukn  [293,296].  ba3oBuii  TpHOXpiBHEBHI  METOJ  OI[IHKA  PU3HKY
SPAHR/COMPERA 0yB po3poOneHuii 3a yMOBH BUKOPUCTaHHS NPUHAWMHI JBOX
MOKA3HUKIB, & YOTUPHLOXPIBHEBA MOJI€NIb PO3pOOJIeHa 1 MEepeBIpEHa Ha MAalll€HTax, AJis
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SIKUX JIOCTYIHI BC1 TPU MOKA3HUKU. TOMY peKOMEHYEThCS BUKOPUCTOBYBATH IPUHANMHI
1l TpU napameTpu ais crpaTudikanii pusuky. IIpore, 1Ba KOMIOHEHTH BCE€ X TaKH
MOXXYTh OyTH BUKOPHCTaHI 3@ BIICYTHOCTI AaHUX OJHOTO 3 OOCTEXEHb, a OCOOIUBO Y
BUIMAJKaX, KoM oauH (¢yHkuioHanbHuil kputepit (OPK BOO3 abo gucranmis 6-XT)
noeauyeThes 3 3HadeHHssM MHYTI a6o HKMHYVYII [296].

B cykynHoCTi, HasiBHI JOCIIIKEHHS MIATPUMYIOTH OCHOBAaHUM Ha OLIIHII PU3UKY
HIJIECOPSIMOBAaHUN TIAXIA Uil JiKyBaHHS mauieHTiB 3 JIAD, komu gocsrHeHHst Ta/abo
MIATPUMKA CTaTyCy HU3BKOTO PU3UKY € CIPUSTIMBUM Ta PEKOMEHIOBAaHUM (KIIOUYOBUIA
HapatuB 4, moxatkoBi maHi, posain 6.1) [298,300,303,309,310]. JIns crpatudikarii
PU3HKY Ha eTalll JIarHOCTUKH BUKOPUCTAHHS TPHOXPIBHEBOT MOJEI PEKOMEHAYETHCS 3
ypaxyBaHHSIM SIKOMOTa OUIbIIOI KUTBKOCT1 (hakTopiB (Tabmuis 16), 3 akKIIEHTOM Ha THUII
3axpoproBanHs, @K BOO3, aucranmito 6-XT, piBenb MHVYII a6o HKMHVII Tta
MOKa3HWKU reMmoauHamiku. Hapami, 4dYoTupboxpiBHEBY Mojenb (Tabmunsg 18)
PEKOMEHIYEThCS PO3TIISIATH K OCHOBHHUU IHCTPYMEHT cTpaTudikaiii pusuky, ajae npu
HEOOX1THOCTI BUKOPUCTOBYBATH 1HIIII METOJIA, OCOOJIMBO Bi3yalli3allif0 MpaBUX BI1TIB
cepIls Ta TeMoJANHaMI4H1 nmoka3Huku. Ha Oyp-skomMy eTari MOBHHHI TaKOXK PO3TJIsIaTh
IHAUBIAYabHI PAKTOPH, TaKl K BIK, CTaTh, TUIl 3aXBOPIOBAHHS, CYIyTHI 3aXBOPIOBAHHS
1 QyHKIIIS HUPOK.

Taoaunsa 18. KommiekcHa oninka pu3uKy JiereHeBOl apTepiajibHOI rinepreHsii
(4oTHPHLOXPIBHEBA MO/IEJIb)

IToxka3HUKH NPOTrHO3Y Husbkuid Ipomixkuuii- | [Ipomizkuuii- | Bucokmii

pU3HK HU3bKUM BHUCOKHMH PU3HK
pU3MK PM3HK

HapaxoBawni 0anu 2 3

OK BOO3 - 111

Jlucranmis npu 6-XT, M 320-440 165-319

PiBerr MHYVII a6o 50-199 200-800

HKMHVIL, " ur/n 300-649 650-1100

MHVII — mo3koBuii Hatpiypernunnii nmentua, HKMHVYII — N-kxiHneBuii MO3KOBHIA TpO-HATPIAYypeTHIHUN
nentun, PK BOO3 — ¢pyHkmionansHu# Kitac 3a kiacudikamiero BececBiTHROI opraHizalii 0XopoHH 30pOB’s, 6-
XT — TecT MIeCTUXBUINHHOI XOIbO0N.

*— ®K BOO3 I i Il Hagae 1 6aum, 110 1mMOB’s13aHO 3 XOPOIIIMM JOBTOCTPOKOBHUM BH)KHBaHHSIM.

6.3. JlikyBanus

3rifHO 3 TMEeperIsIHYyTUM TeMOJAWHAMIYHMM BHU3HaueHHsSM, JIATT moxke Oytm
niarnoctoBana y mamieHTiB i3 CpTJIA >20 mm pr.ct. 1 OJIC >2 ox. Byma. IIpote
e(eKTHBHICTh JIKapChKUX 3aco0iB, cxBameHux nis JgikyBanHs JIAI, Oyna
mpoJieMoHCTpoBana e y namieHTis 3 CpTJIA >25 mwm pr.cT. Ta OJIC >3 on. Byna (quB.
nonatkoBi gaHi, Tabmmms S1). Hemae manux mpo eheKTHUBHICTH Tepamii y MaiieHTiB 3
CpTJIA <25 mm pr.ct. 1 OJIC <3 ox. Byna. Omxke, m1si TakKuX MAIi€HTIB €()EKTUBHICTH
crneuuiyHUX JiKapchbkuXx 3aco0iB, cxBanenux mist JIAI', He Bcranoieno. Te x came
crocyeThbes 1 JII' Ha GoH1 (Hi3UYHOTO HaBaHTAKEHHSI, 1110 MO0 BU3HAYEHHIO HE BIANOBIIAE
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JIarHOCTUYHUM KPUTEPISIM JIETEHEBOI apTepiaibHOl rineprensii. IlamieHTn 3 BUCOKHM
pu3uKoM po3BUTKY JIAT', HanpukIiaa, Nai€HTH 3 CHCTEMHOIO CKIIEpOIepMiero ado poandi
namieHtiB 3 CJIAT, noBuHH1 OyTu HampasieHi 10 ueHtpy JII' ans mepcoHigpikoBaHOTO
MPUIHATTS PillICHb.

6.3.1. 3arauabHi 3axoau

Benenns mnaumientiB 3 JIAI' BuMarae KOMIUIEKCHOI cCTpaTerii JIKyBaHHS Ta
MYJIBTUAMCHUIITIHApHOTO Niaxoay. Okpim 3actocyBanus JIAI -cneundiaamx J'IlKapCBKI/IX
3aco0iB, 3arajbHl 3ax0Aud 1 JAOMNISAA B OCOOJNMBUX CHUTyalliiX € HEB1I €EMHUMU
KOMIIOHEHTaMH1 ONTHUMI30BaHOT JOTIOMOTH. Y IIbOMY KOHTEKCT1 cucTeMH1 Hacmiaku JII™ 1
npaBoluTyHOUK0BO1 CH, siKi 4acTo cHpUstOTh NPOTrpeCcyBaHHIO 3aXBOPIOBAHHS, L0 CHIJ
KoHTpostoBatu [119].
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3HuKeHHs CpT/1A Ha 10 mm pT.CT. | binblue Big, BUXigHOrO piBHA 40 40 MM PT.CT. i
MEHLLE i3 HE3MIHHUM Y1 36iblIEHMM 3HAYEHHAM CEPL,EBOTO BUKMAY

——

|

dyHKuioHanbHU Knac 3a BOO3 I/1l, MHYI meHwe
50 Hr/n a6o HKMHYI meHwe 300 Hr/n, HOpManbHi . —
4YM HabAMKeHi A0 HOPMAJIBHUX NOKA3HUKU
remoauHamiKu B CNOKOi ¢

|
o+

et

@ESC @ ERS

Pucynok 8. AJropurM TecTyBaHHSI HAa Ba30pPeaKTHUBHICTh MALi€HTIB 3
nepeadayyBaHUM JTiarHO30M iTiOMATHYHOI, CHAAKOBOI a00 acouioBaHoi 3
JIKApCHKUMM 3aC00aMH1 JiereHeBol apTepiajibHOI rinepTeHsii
BOO3 — BcecBitHs opranizanisi oxopoHu 310poB’si, JIAI' — nereneBa aprepiasibHa rimeprensis, MHYII —

Mo3koBUH Hatpiitypernunmii nentug, HKMHVYII — N-kiHueBuil npo-MoO3KOBHI HAaTpidypeTMYHUH NENTHI,
CpTJIA — cepenHiil TUCK B JiereHeBid apTepii.
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? — IdranamiiHAi OKCHA a30Ty Ta IHTaMALIAHWNA UIONPOCT € PEKOMEHJOBAaHUMH; BHYTPIIIHbOBEHHHH
EMONPOCTEHOI MOXKE BUKOPUCTOBYBATHCS, SIKIIO iHTASIIHHI OKCH]T a30TYy 200 i10MPOCT HEAOCTYIIHI.
? — JIuBUCH A€TAITI B TEKCTI.
¢ — CpTJIA <30 mm pr.ct. Ta OJIC <4 on. Byna.

Pexomennaniiitna Tta0uuus 4. PexkomeHgamii 1040 OWIHKM TSIKKOCTI
3aXBOPIOBAHHSI Ta PHU3MKY CMEPTi Yy NAL€HTIB 3 JIEr€HEBOI AapTepiaibHOI0
rinepreHsicro

Pexomenpamii PiBenn
TOKA30BOCTI

PexomMeHIIyeThCSI  OLIIHIOBAaTH  TSDKKICTh  3aXBOPIOBAHHS Y
naiieaTiB 3 JIAI' 3a 70MOMOror0 TaHeN JaHuX, OTPUMAHHUX IPU
KIIHIYHIA OIHII, 3 TecTiB 3 (I3UYHUM HaBAaHTAKEHHSIM,
Oioximiyanx MapkepiB, ExoKI' i remomuHaMidyHMX TapameTpiB
[212,213,216,249,292,293,295,296,302,307]

PekoMeHyeThCS JOCATHEHHS Ta MITPUMKA PODLTI0 HU3BKOTO
pU3HUKYy Ha (OHI ONTUMI30BAHOT METMKAMEHTO3HOT Teparli, 1o €
OCHOBHOKO  METOK  JiKyBaHHs y mamieHtiB 3 JIATD
[210,212,213,216,298,300,303,309,310]

Hnst cTparudikamii pu3MKy Ha  MOMEHT  JIarHOCTHKH
PEKOMEHIYETCSI  BHKOPHCTOBYBAaTH TPHOXPIBHEBY  MOJEIb
(HU3BKUH, MPOMDKHUI 1 BUCOKHMU PU3HMK) 3 ypaxyBaHHSIM BCIX
HAsBHUX JIaHUX, BKIIOYAI0UM reMoauHaMiky [292,293,295]

Jlnst crpaTudikallii pu3uKy MpHU CIOCTEPEKEHHI BAKOPHUCTOBYIOTh
YOTHUPHOXPIBHEBY MOJAEIb (HHU3bKHH, NPOMDKHUNW-HU3bKHM,
MPOMDKHUI-BUCOKUM Ta BUCOKWMU pH3UK) Oa3yrounch Ha DK
BOO3, mucranmii 6-XT Ta pisai MHYII/HKMHVII, npu
HEOOXIJHOCTI BpaXOBYIOThCS goAaTKoBi naHi [280,308]

[Ipu pesxux nmatosorisix, acouiiioBanux 3 JIAI', Ta y naiieHTiB i3
CYNyTHIMM 3aXBOPIOBAaHHSMU ONTHUMI3allisl Tepamii MOBHHHA
po3risgaTHCs Ha I1HOUBIAyaldbHIA OCHOBI, BpPaxOBYIOYH, IO
npodiib  HHU3BKOTO  PU3MKY  HE  3aBXKIU  JOCSKHUI
[293,294,299,311]

@K BOO3 — ¢dynkuionanbHU#E Kiac 3a Kiacudikaiiero BeecBiTHpoi opranizanii oxoponu 310poB’st, ExoKI™ —
exokapmiorpadis, JIAI' — nerenea aprepianbpHa Tirmepren3is, MHYII- mMo3koBuii HaTpiiypeTHUHUN TENTHI,
HKMHYVTII - N-kinueBuii Mo3koBuil po-HaTpitypernynuii nentus, 6-XT — TecT MIeCTUXBUIMHHOI X0IB0U.
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Pu3uK (3 piBHi) (Tabn. 16)
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Pu3uk (4 pisHi) (tabn. 18)
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@ESC @ ERS

PucyHok 9. Aaropur™m JIiKyBaHHSI NALI€HTIB 3 iliONaTHYHOK, CHAIKOBOI,
acouifioBaHOI0 3 3aXBOPIOBAHHSAM CIOJYYHOI TKAHMHHU a00 JIKAPCBKUM 3ac000M
JIEreHEeBOI apTepiajibHOIO TinepTeH3ie

AEP — anrtaronictu enporeniHoBux penenrtopis, i®JIE-5 — inridiropu ¢ocdhoniecrepasu 5, JIAI' — nerenesa
aprepianpHa rineprensis, JIT — TpaHcmaHTamis JiereHb, B/B — BHYTPIMIHBOBEHHO, II/II — MiAMIKIPHO, peK. —
pexomen nanii, pI'L] — po3unHHa ryaHinaTiukIiasa.
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* — CynyTHi cepiieBO-CyqUHHI MaTOJOril — CTaHU, OB’ sI3aHi 3 MiJBUIIICHUM PU3UKOM MIaCTONIYHOI AUChYHKIIIT

JIBOTO IIUTYHOYKA, BKJIIOYAIOTH OKUPIHHS, TIIIEPTEH31I0, YKPOBUH Ala0eT Ta ieMIYHY XBOpOOY Ceplis; CYyIyTHI
2

3aXBOPIOBAHHS JIET€Hb MOXKYTh BKJIFOYATH O3HAKU MAPEHXiMaTO3HOI'O 3aXBOPIOBAHHS JIETE€HIB JIETKOTO CTYMEHS i

gacTo 1moB’s13aHi 3 HU3bKkow DLCO (<45% Big mporHO30BaHOTO 3HAYCHHS).

* — AHaJIOT'M IPOCTALIMKITIHY: BHYTPIITHHOBEHHUH €MOIPOCTEHO 200 B/B UM /I TPETPOCTUHII.

6.3.1.1. Dizuuna akmueHicms ma KOHMPOJIbOBAHA PeadiNimanyis

Pexomennanii €TK/E€PT 2015 3 niarHoctuku Ta JikyBaHHS JII' mponoHyrOTh
320X0YyBaTH MAlIE€HTIB 10 aKTUBHOCTI B MEXaxX iXHIX (YHKUIOHATbHUX MOKIMBOCTEH
[25,26]. Ockinbku 101aTKOBI JAOCTIKEHHS IMOKAa3ajdd MO3UTUBHUN BIUIMB (I3HUHUX
BIIPaB Ha TOJEPAHTHICTH A0 (PI3UYHUX HaBaHTaXeHb (auctaniis 6-XT) Ta SAKICTb XKUTTS
[312-316]. Benuke pangoMizoBane KOHTpoJboBaHe gociimkeHHs (PKJI) B 11 uenTpax y
10 eBpomeiicekux kpaiHax, Bkirodatoud 116 marmientiB 3 JIAI/XTEJII' na JIAT-
crenudiyHiN Teparii, moKa3aJii 3HayHe MOJIMIIeHHs: pe3yiabTaTy 6-XT Ha 34,1 £ 8,3 M,
akocti xuTTs1, K BOO3, 1 miky VO, B NOpIBHSIHHI 31 CTaHJAPTHOIO MEIUYHOIO
noromororo [315]. Ockiibku 0 OUIBIIOCTI AOCHIKEHb OYJIM BKJIIOUCHI MAIli€EHTH, SIKi
Oynu  craOutbHuMHU, mnamieHTd 3 JIAT moBuMHHI  JIKyBaTHUCA  CTaHAApTHOIO
(hapMaKoJIOTTYHOIO Tepari€lo 1 OyTH B CTaOUIBHOMY KIIIHIYHOMY CTaHi Mepe]] ToYaTKoOM
KOHTPOJIbOBaHOT Mporpamu peadimitarnii. CTBOpEeHHS Creliagi3oBaHuX peadimiTamiiHux
nporpam jyis namieHTiB 3 JII' e 6u1bIine po3mupUTh TOCTY MAIIEHTIB A0 OO METOY
[317].

6.3.1.2. Aumuxoazynanmu

[cHye nekinbka MPUYUH 11010 3aCTOCYBAHHS aHTUKOATYJSHTIB y mamieHTiB 3 JIATL.
INicTomaTosoriudi 3pa3ku, OTpuMaHi 3 jiereHb naiieHTiB 3 JIAI', moka3aaum HasBHICTH
TpoM603y Ha Micii (in situ) B jereHeBux cyauHax. Ilamientn 3 BBC a6o aneBpusmamu
JIA  MOoXyTh MaTtu TpoMOO3 B IIEHTPAIbHUX JIETeHEeBUX aprepisx. [lopymenHs
KoaryJsiiiHoi Ta (GiOpUHOMITUYHOI CHUCTEM BKa3ye€ Ha IPO-KOATryJAIMIMHUNA CTaH y
narientis 3 JIAT [318].

HaiiGinpmnii Ha MaHW MOMEHT aHalli3 JaHMX PEECTPy IOKa3aB IOTEHIIIMHE
30UTBIICHHS BM)KMBAHOCTI TOB’SI3aHE 3 aHTHUKOATYJISHTHOKO Tepamiero Ha (oni IJIAT
[319], ame meii BucHOBOK He Oymo miaTBepmkeno [320]. JIBa ocTaHHIX MeTa-aHAI3U
TaKOX MIATBEPAWIN BHCHOBOK, II0 BUKOPHCTAHHS aHTHUKOATYJSHTIB MOKE TOTIMIIUTH
BIDKMBaHICTh y marfieHTiB 3 [JIAT [321,322]. OnHak, k0 HE 3 BKIIFOUCHUX JOCITIKCHDb HE
Oys0 MeToHoJIOTiYHO HamiiHuM. HesBakaroum Ha BIICYTHICTH JIOKa3iB, JaHI PEECTPY
orpumani B mepiog 3 2007 mo 2016 poku mokazanaw, IO AHTUKOATYJISHTUA OyiH
Bukopuctani y 43% mnamientis 3 IJIAT [293]. I[Ipu JIAT, noB’s3aHiii 3 CHCTEMHOIO
CKJIICpOJICPMIEI0, JaH1 peECTPy Ta MeTa-aHalli3 pIBHOMIPHO BKa3ajH, 110 aHTUKOATYJISTHTH
MOXyTh OyTu mkiyuBuMu [320-322]. IIpu BBC Takox He npoBoaunuck PKJI momo
MPUIOMY aHTUKOATyJSHTIB. TakoX HEMa€e €IWHOI JYMKH IIOAO 3aCTOCYBaHHS
AHTUKOATYJISIHTIB y TAIIE€HTIB, SKUM MPOBOASAThH MOCTIHHY BHYTPITHROBEHHY TEPAITiio
aHaJIOTaMu TMPOCTAIMKIIIHY; BUPINICHHS IHOTO THTAHHA 3aJUIIAETHCS HA PO3CY.
MICIIEBUM ILICHTPaM.
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OCKUIbKM aHTUKOATYJSIHTU TIOB’S3aHiI 3 TMIJBUIIEHUM PU3UKOM KpOBOTEYl 1 3a
BIJICYTHOCT1 HaJIMHUX JAHUX HE OYyJO0 BBEJEHO HIIKMX 3arajJbHUX PEKOMEHJALIN 1100
3a ab0 MPOTH 3aCTOCYBAHHS AHTUKOATYJSHTIB y mauieHTiB 3 JIAL, Tomy ne nuTaHHs
noTpedye 1HIMB1YalbHOTO MPUUHATTS PIIICHHS.

6.3.1.3. /liypemuxu

[IpaBouuyHOUKOBa ceplieBa HEIOCTAaTHICTh, MOB’S3aHA 13 3aTPUMKOIO PIJUHU Y
BEJIMKOMY KOJIi KpOBOOOIr'Y, 3HMKEHHSIM HUPKOBOTO KPOBOTOKY Ta aKTHUBAILIEID PEHIH-
aHT10TEH3UH-AJIBJJOCTEPOHOBOT cucTeMH. [liBUIIEHUH THUCK HANOBHEHHS NPaBUX
BIJIJIUTIB MEPEIA€ThCs B HUPKOB1 BEHU, MIJBUILICHHS 1HTEPCTUIIAIBHOTO Ta KaHAIBIIEBOTO
TIPOCTaTUYHOTO TUCKY BCEPEANHI HUPKOBOI KAICyJIM 3MEHIITY€E MIBUAKICT KITyOOUKOBOT
¢uibTpalii Ta 1ocTaBKy KucHio [119].

YHUKHEHHS 3aTPUMKHU PIIMHU € OJHIEIO 3 KIIIOUOBUX IIJIEH Yy BEICHHI MAallI€HTIB 3
JIT'. Sk TUIbKM y NALIEHTIB BUHUKAIOTh O3HAKU CEPILIEBOI HEIOCTATHOCTI IPABUX BIAJILIIB
cepus i HAOpPSKH, PEKOMEHIYEThCS OOMEKEHHS CIOXUBAHHS PITUHU 1 BUKOPUCTAHHS
CEYOT1HHUX 3aC001B.

Tpu OocHOBHI KJlacu AlypeTHKIB - METJIHOBI JIYPETUKH, Tia3UIU Ta AHTArOHICTHU
MIHEPATOKOPTHKOITHUX PEIENTOPiB - BUKOPUCTOBYIOTHCS SIK MOHOTeparis abo B
KOMOIHAII1i, 1[0 BU3HAYAETHCA KIIHIYHOIO MOTPeOOI0 MaIliEHTa 1 HUPKOBOK (YHKIIIELO.
[NamienTam, ki TOTPeOYIOTH MPUHOMY J1ypETUKIB, HEOOXITHO PEryJISPHO CIIIKYBAaTH 32
Macor0 TiIa 1 3BEpPHYTHUCS 10 JIKaps y pasl 30UIbIIEHHS Bard. TiCHa CHIBHOpaIsl MiX
naiieHTamMH, IEeHTPaMH JIETEHEBOi TimepTeH3ii, MeacecTpaMu Ta JIKapsSMU MEePBUHHOI
JIAHKH BIJIrPaloTh BAXXJIUBY POJIb.

OYHKIII0O HUPOK 1 CHPOBATKOBI €JEKTPOJITH CIIJl PETYIIpHO KOHTPOJIIOBATH, a
TaKOX CJI1J] YHUKATU BHYTPIIIHBOCYJAMHHOTO 00’ €MHOTO BUCHAKEHHS, OCKUITBKHU 1€ MOXKE
NPU3BECTU 70 MOAAIBIIOTO 3HWKEHHS CEPIIEBOTO BUKHUY 1 CHCTEMHOIO apTepiaibHOTO
TucKy. Jlikapi MOBWMHHI MaTW Ha yBa3l, IO 3aTpUMKa PIIUHU 1 HAOpPSK MOXKE HE
000B’SI3KOBO CHTHAJII3yBaTH IPO CEPIIEBY HEJAOCTATHICTh MPABUX BIIALIIB, aje TaKOK
MOke OyTH 1oOIYHUM epeKTOM Teparlii JIereHeBoi apTepiaabHOi rineprensii [323].

6.3.1.4. Kucenw

Xoua 3acrocyBaHHs kucHIO 3MmeHmye OJIC 1 mokpairye TOJIEpaHTHICTH [0
¢i13uuHOTO HAaBaHTaKEHHs y maiieHTiB 3 JIAL', Hemae maHmx, sKi CBIAYATh MPO TE, IO
JIOBTOCTPOKOBAa KHCHEBA Tepallis Mae€ CTIMKWNA BIIMB Ha Mepedir 3aXBOPIOBAHHS.
binpmricTs mamienTis 3 JIAI, okpiM nartienTiB 3 BBC Ta 1ereHeBo-CHCTEMHUMH IITYHTaMH,
MaloTh HE3HAUHY apTepiabHYy TIMOKCEMIIO B CTaH1 CIIOKOIO, SKIIO TUTBKU BOHH HE MAIOTh
BIIKpUTOTO OBAJIBHOTO BiKHA. J{aHi MOKa3yrOTh, IO HiYHA KHCHEBA TEparis HE 3MIHIOE
nepelir mporpecyBaHHs cuHApoMy Eizenmenrepa [324]. Ilpu BiACyTHOCTI HaTiHHHX
JaHUX IOJI0 3aCTOCYBaHHS KHCHIO y mamieHTiB 3 JIAI, pexkomenpaalii 6a3yroTbcsl Ha
Jl0Ka3axX, OTPUMAHUX Y MAIIEHTIB 3 XPOHIYHUM OOCTPYKTUBHHUM 3aXBOPIOBAHHSM JIET€Hb
[325].

ITpu PaO; <8 kIla (60 MM pr.cT.; B sikOCTI1 anbTepHaTUBU, CaO2 <92%) BU3HAUCHOMY
NpUHAaMHI 1Ba pa3u, Mali€eHTaM PEeKOMEHIYEThCSI OTPUMYBATH KUCEHB I TOCSTHEHHS
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PaO; >8 klla. MoxHa po3risigaTd aMOyJIaTOpHE 3aCTOCYBAaHHSI KMCHIO, KOJIU € JIOKa3H
KOPHCTI 1010 OKPAILIEHHS] CHMIITOMIB Ta KOPEKI1i lecaTypallii Ha poHi (13MYHUX BOPAB
[326,327]. Hiuny kucHeBy Teparito Ciiii po3TisiIaTH Y BUIIAAKY JecaTypallil mij] 4ac CHy
[328].

6.3.1.5. Cepueso-cyounni aikapcoki 3acoou

He icHye naHux nmepeKOHJMBHUX KIIHIYHUX BUIPOOYBaHb IIOJ0 KOPUCTI 1 O€3MeKu
JKapChKUX 3ac001B, 5Kl € e(h)eKTUBHUMU MPU CUCTEMHIN TinepTeH3ii abo HeI0CTaTHOCTI
JIBUX BIAAUIIB Ceplisd, HAPUKIAJ 1HI10ITOPIB aHTIOTEH3UHIEPETBOPIOIOYOr0 (PEPMEHTY
(1AII®), 6mokaropiB peuenrtopiB anrioteHsuny II (BPAII), xom6inamii iHriditopa
peuenTopiB anriorensuny Il ta nenpunizuny (APHI), iHridiropiB Hatpiii-3aJI€KHOTO
koTpancnoptepy rimoko3u-2 (IH3KTI2), Oera-agpenobinokaropiB abo iBabpaauHy y
namieHTiB 3 JIAT. V miif rpymni namieHTiB JaH1 JIKapCchki 3aC00M MOXYTh MPU3BECTH 10
NOTEHLINMHO HEeOe3MeYyHOro 3HWKEHHS apTeplalbHOr0 TUCKY, YacTOTH CeplLEeBHUX
CKOpOYeHb a0o0 1 TOro, 1 iHIOro. OKpiM TOro, €PEeKTUBHICTh TUTOKCUHY/TUTITOKCUHY HE
Oyna 3agokymeHToBana npu JIAT, ane 111 Aikapchki 3aco0U MOXYTh BUKOPUCTOBYBATHCS
JUIsl CIIOBUIBHEHHSI YacTOTH ILUTYHOYKOBUX CKOpoYeHb y mamieHTiB 3 JIAL, y gxux
PO3BUBAETHCS TaX1aPUTMIS TIEPEICEPIb.

Komenmap po6ouoi epynu: na momenm po3pooKu KiiHi4HOI HACMAHOBU JIIKAPCbKUTL
3acib oueimoxcun 6 Ykpaiuni He 3apeecmposaHull.

6.3.1.6. Anemia i 3anizodehiyumnuii cman

JedimuT 3amiza yacto 3ycTpidaeThes y mnamieHTiB 3 JIAIT 1 BU3HaYaeThCs
cupoBaTkoBUM GeputuHoM <100 MKr/I1; 260 cupoBatkoBUM GeputuHoM 100-299 Mkr/i i
HacuueHHsAM TpaHchepuny <20% [329]. OcHOBHI MaTOJOTIYHI MEeXaHI3MH BUHUKHEHHS
nporo crany € komiuiekcHuMmu [330-333]. V mamientis 3 JIAIT gedinur 3amiza
aCOITIIOEThCS 13 TOPYIICHHSIM (YHKINI MioKapja, 3arOCTPEHHSIM CHMIITOMIB, a TaKOX
HiABUIICHHUM pu3uKoM cMmepTHocTi [333,334]. Ha ocHOBI 1mux paHuX HEOOXiIHO
IIPOBOJIUTH PETYJSIPHUN MOHITOPUHT CTaHy 3ajli3a (CHpPOBAaTKOBE 3aili30, (EpPUTHH,
HacWYeHHS TpaHchepuHy, po3druHHI TpaHC)EpUHOBI perenTopu) Bcim narfieHTam 3 JIATL.

V marieHTiB 3 TSHKKOTO 3amizonedinutHoro anemiero (Hb <7-8 r/min) pekomeHnyeThCs
BHYTpIIIHbOBEHHE BBeAeHHs 3amiza [335-337]. IlepopanbHi mpemapaTu 3aiiza, IO
MicTsATh cynbdat 3amiza (Fe2 +), rimokoHar 3amiza ta ¢ymapar 3amiza, 4acTO MOTaHO
MEePEHOCATHCS, 1 €PEKTUBHICTD JIIKAPCHKOTO 3ac00y MOXe OyTH HEIOCTaTHS Y Malli€EHTIB
3 JIAT [330,331]. ManbTon TphOXBaJEHTHOTO 3ajli3a — HOBa MEPOPAIBHO JOCTYITHA
dopma 3amiza 1 MmaneTony. OJIHE HEBENWKE BIIKPUTE JOCIIHKEHHS TOKAa3aj0 XOPOILY
MEePEHOCUMICTH Ta €()EKTHBHICTH Y MAIIEHTIB 3 TSKKAM MEepedirom JIereHeBO1 rinepTeH3ii
3 nedimuToM 3amiza JIETKOTO Ta CepeHbOr0 CTYISHS TSHKKOCTI Ta aHemiero [338]. Ha
BiIMiHY BiJl IIbOTO, JIBa HEBEIMKHUX, |2-THKHEBHX, PaHJIOMI30BAaHHX IEPEXPECHUX
BHIPOOYBaHb, II10 BUBYAJIM JOAaBaHHS Mpenaparis 3ami3a y namieHTiB 3 JIAIT 6e3 anewmil,
HE BHUSABWIO 3HayHOi KiIiHIYHOT Kopucti [339]. PanpomizoBaHi KOHTpPOJILOBaHI1
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JOCIIPKEHHS], 1110 MOPIBHIOIOTh NEPOPATIbHUM 1 BHYTPILTHBOBEHHUI IPUHOM IpenapaTiB
3amiza npu JIAT, BiacyTHI.

6.3.1.7. Bakuyunauisa

Sk 3aranpHUI 3axXiJg CHCTEMH OXOPOHHU 3JI0POB’Sl, pEKOMEHIYEThCS BaKIIMHYBATH
nanienTiB 3 JIAI' npunHaiimMui npotu rpuity, Streptococcus pneumoniae i SARS-CoV-2.

6.3.1.8. Ilcuxocouianvna niompumka

Cam (axkt BcTanoBieHHs giarHody JII', sike yacTo BinOyBa€eThCs 13 3aMi3HEHHSIM 1
CYNPOBOJIKYETHCS BXKE€ 3HAUHUMU 0OMEKEHHSIMH (P13UUHOT aKTUBHOCTI, ICTOTHO BIUIMBAE
Ha IICUXOJIOTIYHI, €MOIIIMHI Ta COIllaJIbHI ACIIEKTH >KUTTS NAI[IEHTIB Ta WICHIB iX CIMEH.
CumMnToMu Jienpecii i TPUBOTH, a TaKOX PO3JIaJH aJIanTallii MatoTh BUCOKY MOIIHPEHICTh
y nanieHTiB 3 JIAT. JIAT Takox Mae cepilo3H1 HACHIIIKHU JIJIsl MPAIe3JaTHOCTI Ta JJOXOTy
[281,340-344].

EmnaTuyne Ta clOBHEHE Hajli CMIUJIIKYBaHHS € BaXJIMBUM JJI JIIKAPIB, SIKI BEYTh
naieHTiB 3 JIAI'. YcBimomiieHHs 1 3HaHHS NpPO XBOpPOOy Ta BapiaHTH ii JIIKyBaHHS
JI03BOJIAIOTH MallieHTaM OpaTdh y4acTh y CHUIBHOMY MPUHUHSTTI pillleHb. AJIEKBaTHI
METOJM JIIarHOCTUYHOT'O CKPUHIHTY € KJIFOYEM JI0 BUSIBJICHHSI MAIIEHTIB, SIK1 TOTPEOYIOTh
HANpaBJICHHS  JUIA  TICHXOJIOTIYHOI/TICUXIaTPUYHOI ~ MIATPUMKH,  BKIFOYAOYH
ncuxo(dapMakoJoriyHi Jkapchki 3acodu [345], abo comiansHy gomnomory. ['pynu
HiATPUMKH TAI[IEHTIB MOXYTh BIAITPABaTH BaKJIMBY POJIb, 1 MAIIEHTaM CJiJ] TOPATUTH
NpUETHATUCS J0 TakuxX rpyi. BpaxoByroun oOMeXeHHs TpUBanoOCTi XUTTS mpu JIAT,
po3IIMpeHe TUTaHYBaHHS BEJICHHS TMAIllEHTIB 13 HANpaBJICHHSAM 10 (axiBIsd 3 MOCIYT
NaJiaTUBHOI IOMTOMOTH CJIiJT IPOBOJAUTH CBO€YAcHO [346].

6.3.1.9. IIpuxunvnicms 00 1iKy8aHHs

[TpuxunbHICTh A0 JIIKYBaHHS € KJIO4YeM A0 ycmimHoro BenenHs JIAI. 3aramom
dakTopu, SKi BIUIMBAIOTh Ha NPUXUIBHICTH, TOB’S3aHI 3 TAIllEHTOM (HANPHUKIIAJ,
neMorpadis, KOrHITUBHI TOPYIIEHHs, moiidapMariis, moOidHi peakiii/modiuni edexru,
IICUXOJIOT1YHE 3JI0POB’ S, MEIMYHA TPAMOTHICTh, PO3YMIHHS MAI[IEHTOM OCHOB JIIKYBaHHS
Ta CYIYTHI 3aXBOPIOBaHHs), IMOB’s3aHi 3 JiKapeM (JOCBIAYEHICTh, 0013HAHICTH MO0
CydyacHMX PEKOMEHAIlil Ta MyJbTHANCIUILIIHAPHUNA KOMaHIHUN TIAX11) Ta CHCTEMOIO
OXOpOHU 370pOB’sA (HaJamTyBaHHS pOOOTH, AOCTYMHICTH 1O JIIKyBaHHS Ta MOrO
NpUHATHA BapTicTh) [347].

OcTanH1 AOCTIIHKEHHS TIOKa3aJIH, 110 MPUXWIBHICTh 10 MEUKAMEHTO3HOI Teparnii y
namieHtiB 3 JIAIT moxke Oytu nmocuth HuU3bKOIO [348,349]. BpaxoByrodw CKJIaIHICTh
nikyBanHs JIAI', moTeHmiiiHi mOOIYHI €(eKTH Ta PU3HMKH, MOB’sA3aHI 3 MEPEPUBAHHIM
JKyBaHHS, WICHAM MYJbTUIUCIUTIIIHAPHOT KOMAaHIN CIIJI TMEPIOJUIHO MOHITOPYBATH
TMAaIE€HTIB, 00 BUSBUTH HEBIAMOBIAHICTD 1 OY/Ib-sIKi 3MiHH B CXEM1 JIIKYBaHHS JOMYIICHI
narieHToM abo HempodeciitHuMm ikapem. [l MiABUIECHHS MPUXUIBHOCTI BaXKJITHBO
3a0e3MeunT 3alydyeHHs TMAIli€EHTIB B PIMICHHS MIOJI0 BEACHHS 1 HAJICKHAM YHHOM
iHbOPMYBaTH TPO BapiaHTH JIIKyBaHHS 1 OOTPYHTYBaHHS iX MpPU3HAYCHHS, HACTIIKH Ta
MOTCHITIMHI HecnpuaTauBi mosii. IlamienTn MOBWHHI 3HATH, IO Oyab-fAKi 3MiHH B
JIKyBaHHI1 MOBUHHI TPUHUMATUCh CyMICHO 3 ieHTpamu JIT'.
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6.3.2. Oco011BI 00CTABMHU

6.3.2.1. Bacimnicmo i HAPOOIHCEHHA OUMUHU

6.3.2.1.1. Bacimnicmyo

[cropudHO cKilanmocsi Tak, 1O BariTHICTh y kiHOK 3 JIAI' Ta iHmMMH popmamu
Tsokkoi JII' acomiroBasiacsi 3 MaT€pUHCHKOIO JIETAIBHICTIO 10 56% 1 HEOHATalIbHOIO
cMmepTHicTIO 10 13% [350]. 3aBasku BopockoHaneHHo JiikyBaHHs JIAD 1 HOBUM migxoaam
70 BEACHHS IHOK MiJ Yac BariTHOCTI Ta B NEPEIIOJIOrOBOMY IEpiojii MaTEpUHCHKa
CMEPTHICTh 3HU3WIIACS, aJle 3AJIUIIAETHCS BUCOKOIO 1 cTaHOBUTH 11-25% [351-355]. 3 miel
npuunHu nonepeani pexomenaauii €TK/EPT mono niarHoctuku Tta mikyBanHsa JII
pekoMmeH1yBaiu namienTkam i3 JIAIT yaukaTu BaritHOCTI [25,26]. [TpoTe € moBigoMieHHs
Opo CHPUSTIMBI pe3yiabTaTH BariTHocTi y kiHOKk 3 JII', Bkitowarouu, ane He
oOMexyrouuch, xiHok 3 IJIAI, siki mo3utuBHO BiAmoBinu Ha Tepamiro BKK [353-357].
He3Baxkarounm Ha 1€, BariTHICTh 3QJIMIIAETHCS CTAaHOM, IO MOB’SI3aHUM 31 CKJIAIHO
IPOrHO30BaHUMU PU3UKAMU Ta MOXe MpUCKopuTH nporpecyBanns JII' [358]. V xkiHok 3
JIAT ctan MOXe MOTIpIIUTUCS B OyIb-sIKW MOMEHT Tij] 4ac abo miciig BaritHocTi. Tomy
Jikapi 3000B’s13aH1 1HGOPMYBATH MAIIEHTOK TIPO PU3UKH BAriTHOCTI, 100 JKIHKU Ta iXHi
CiM’1 MOTJIM YXBaJIOBaTH OOIPYHTOBAH1 PillICHHS.

JKiHKM 3 TTIOraHO KOHTPOJIbOBAHHMM 3aXBOPIOBAHHSM, MPO IO CBITYUTH HASIBHICTH
npodLIr0 cepeTHBLOTr0 200 BUCOKOTO pU3UKY Ta o3Haku nucdynkiii [T, matoTh Bucokuii
PU3HK HECHPHUSATIMBUX PE3yIbTaTiB; Y pa3l HACTaHHSA BariTHOCTI iX CIIJ peTeIbHO
IPOKOHCYJIBTYBATH Ta MOPAAUTH ii mepepBaTu. [lamieHTKkaM 13 100pe KOHTPOJIbOBAHUM
3aXBOPIOBAHHSAM, 1[0 BU3HAYAETHCSA MPO(]iIeM HU3BKOTO PU3UKY Ta HOPMAaJIbHOK a0o
MaiKe HOPMAJIbHOIO TE€MOJMHAMIKOI B CTaHl CIOKOIO, SIKI TUIAaHYIOTh 3aBariTHITH,
PEKOMEH/Y€ThbCS 1HJIMBIIYyalbHE KOHCYJIbTYBAaHHS Ta CIUIbHE YXBaJeHHS pillleHb. Y
TaKUX BUMAJKAX TAKOXK MOXYTh OyTH pO3IJISIHYTI TaKi aJbTePHATUBH, SIK YCUHOBIICHHS Ta
CyporatHe MaTepuHCTBO. ['eHETMYHE KOHCYJIbTYBaHHS JO 3a4aTTs TaKOX CIia
posrsHyTH y paszi CJIAT.

Kinkn 3 JIAI, ski 3aBariTHUIM a00 MarOTh I 4Yac BariTHOCTI BIIEpIIE
niarHoctoBany JIAI, mOBHHHI TPOXOAUTH JIIKYBaHHS, KOJIH 11€ MOXKIIUBO, y IIEHTpax, Je
€ OaratompodinbHa KOMaHJa, sika Mae fgocBin BemenHsa JIIT min wac BaritHocTi. SIKIoO
BariTHICTh 30€pira€ThCsi, MOXKINBO, JOBEACThCS CKoperyBatu Tepamito JIAT.
Pexomennyerscsi mpununutud npuiiom AEP, piomuryary Tta cenekcumary d4epes
MOTEHITIHHY a00 HeBimomy TepatoreHHicTh [359]. He3pakaroum Ha oOMeEXeHI JOKa3w,
BKK, 1®JIE-5 1 iHranasamiiHai/B/B/MAMKIPHI aHAJOTH MPOCTAIMKIIHY BBaXKAIOTHCS
Oe3meynuMu i vac BaritHocTi [356,360].

Baritnicte mpu JII' € myxe [enmikaTHOIO TEMOIO 1 BHMAara€ eMIIaTHYHOTO
cninkyBaHHs. [IcuXomoriyHy miATPUMKY 1HOI CJIiJT TPOTIOHYBATH, KOJIM 1€ HEOOXiTHO.

6.3.2.1.2. Konmpayenyis

XKinkam 13 JII' giTopomHOTO BIKY CIiJ HAAaTH 4YiTKI PEKOMEHAAIli MI0J0
KOHTpAIETIIii, BpaXOBYIOYH 1HIWBIMYya bHI TOTPEOU KIHKH, ajle BU3HAIOUH, 1110 HACIIKH
Hee(EeKTUBHOCTI KOHTpAIENIIi € 3HAYHUMH JJIsl JIEr€HEBO1 TnepTeH3ii. 3a MpaBUIbLHOIO
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BUKOPHUCTaHHS OaraTo BUJAIB KOHTpAIIEMIIii, BKIIOYAI0YU MEepOpaIbHI KOHTPAIEIITUBH, €
BUCOKOE()EKTUBHUMHU. Y TALIEHTIB, Kl OTPUMYIOTh OO3€HTaH, CJIiJ] BpaXyBaTh MOXKIINBE
3HWKEHHA €(EKTUBHOCTI TOPMOHAJIbHUX KOHTpauentusBiB [361]. Bukopucranus
FOPMOHAJIBHUX IMIUIAHTATIB 400 BHYTPIIIHBOMATKOBUX CHUCTEM € aJlbTEPHATUBHUMU
BapiaHTaMU 3 HU3bKUM piBHEM HeBAa4. MoOKHA PO3TJSIHYTH XIPYpriuyHy CTEpHIII3alliio,
ajle BOHA TMOB’sf3aHa 3 TMEpUONEpalIMHUMHU pHU3UKaMH. EKCTpeHa MOCTKoOiTanbHa
rOpMOHaJIbHAa KOHTpaUenisa Oe3nedna npu JIereHeB1d rinepTeHsii.

6.3.2.2. Xipypeiuni empyuanus

Xipypriudi npouenypu y mnaumieHtiB 3 JII' moB’si3aHi 3 NIABUIIEHUM PU3HUKOM
NPaBOILTYHOYKOBOI ~ CEpPIEBOI HEIOCTaTHOCTI 1 cMmepTi. Y  TPOCHEKTUBHOMY
OaraToHaIllOHAILHOMY peecTpi, 1o BkIo4aB 114 mamientiB 3 JIAT, ski nmepeHecnu
HEeCepIIeBl Ta HEeaKyIIePChKi omeparlii, mepuornepaiiiiiia CMEpTHICTh cTaHOBWIA 2% Tipu
IUTAHOBUX BTpy4yaHHsX 1 15% npu HeBinkiaaHux BTpy4yaHHsX [362]. Pusuk cmeprti OyB
noB’si3aHui 13 TsoKKicTio JII'. PimeHHst mpo mpoBeeHHs XIpypriyHOrO BTPYUYaHHS Mae
npuiMaThCs MDKIUCHUIUTIHAPHOIO KOMAaHJOI0 3a ydacTio Jikaps creuiaiicta 3 JII' 1
IPYHTYBAaTUCS Ha IHIWBIIYyaJbHINA OIIHII PHU3UKY: KOPUCTI 3 YpaxyBaHHSIM PI3HUX
(dakTopiB, BKIIOYAIOUYM TOKa3aHHS, TEPMIHOBICTh, TsDKKICTh JII' Ta mepeBaru marieHTa.
OmiHkyd pHU3WKY I TPOTHO3YBAaHHS IEPUOIEPAIIfHOIO PHU3UKY CcMepTi Oyiu
po3po0iieHi, ane moTpeOyTh Mmojaaibinoi Bamiaamii [363]. 3aranpHi pekoMeHallii 1aTu
HeMOXJMBO. Te k came crocyeTbes OaxkaHOro pexxumy aHecrtesli. [lepemomneparriiina
ontumizaris Tepanii JIAI' moBuHHa OyTH 3poOJieHa, KOJM 1€ MOXKJIUBO (IUB. TaKOXK
pekomenmarii €TK 2022 momo OIIHKK CepIeBO-CYIMHHOI CHCTEMH Ta BEICHHS
NaIli€HTIB, IKMM ITPOBOJIATH HEKAp IialibHi orepariii) [364].

6.3.2.3. Ilooopoxci ma eucokozip’s

INimoGapuyHa TiMOKCiA MOXKE BHUKJIMKATH apTepiajibHy TIMOKCEMIiI0, TO0AATKOBY
TIOKCHYHY JIETEHEeBY Ba30KOHCTPHUKIIiIO Ta 30UTbIIeHHs HaBaHTakeHHS Ha [111I mpu JIAT
[365,366]. Tuck y kaOini jiTaka ekBiBaJeHTHHI BHCOTI 0 2438 M, Ha skiii PaO;
3MeHIyeTbes 10 15,1% yvactku Oy, 110 BAUXaeThes, Ha piBHI Mops. [IpoTe maHi cBiUaTh
mpo Te, MO KOopoTkKoyacHa (MeHmie 1 mHS) HOpMoOapuyHa TIMOKCis 3a3BUYail jg00pe
MEPEHOCUTHCS KIIHIYHO cTabutbHUMH marienTamu 3 JIAD [365-372]. Okcurenorepanis
i 9ac MOJbOTY PEKOMEHAYEThCS TMAIliEHTaM, SIKi BUKOPHCTOBYIOTh KHCEHb Ha PIBHI
Mopsi, a Takox mamientam 13 PaO,; <8 xIla (60 mm pr.ct.) a6o CaO, <92%
[25,26,325,369,372]. 1lIBuaKiCTh MOTOKY KHUCHIO 2 JI/XB IJBHINMTH THCK KHCHIO, IIIO
BIIMXAETHCS, 10 3HAUEHBb HA PIBHI MOPS, 1 TAIIEHTH, SIKi B)K€ BUKOPHUCTOBYIOTh KHCEHb Ha
piBHI MOPSI, TOBHHHI 30 UTBITUTH MIBUAKICTH IOTOKY KUCHIO HA ITF0 BenunHy [25,26,373].

OCKITbKM HACHITKA TOMIPHOI Ta TpuBayioi (roawHH-AHI) Ail rimokcii mpu JIAT
3aJIMIIAI0ThCS B OCHOBHOMY HeBUBUYeHUMH [374,375], maiieHTam CIliJi YHUKaTH BUCOTH
moHan 1500 m 6e3 momatkoBoro kucHIO [25,26,369]. Onnak narmientu 3 JIAL, y skux
HEMae TIMOKceMii Ha PIBHI MOpsI, JOCHUTH JOOpe MEPEHOCWIN OJHOACHHI MOI3JIKH Ha
Bucoti 2500 M [376]. TTamienTH MOBUHHI TOAOPOXKYBATH 3 IIHCBMOBOIO 1HPOPMAITIEIO PO
CBO€ 3aXBOPIOBAHHSI, BKJIIFOYAIOYHM CITHCOK JIIKapChKUX 3ac001B, OpaTH 3 CO00I0 TOJATKOBI
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703U CBOiX JIIKapChbKUX 3aco0iB 1 OyTh moiHpOpMOBaHMMH Mpo MicueBl uneHtpu JII
o013y MicIis ToI0poxi [25,26].

Pexomenpanmiina tadaunga 5. Pexomenmamii miogo 3arajbHUX 3aX0diB Ta
0C00JIMBUX 00CTABUH

Pexomenaamii Kaac PiBennb
pexoMeHaanii | 10Ka30BOCTI

3aranabHi 3axo0au

[Mamientam 3 JIAIT Ha (¢QoHI MemMKaMeHTO3HOI Tepamii

PEKOMEHYIOThCs (hi3uuHi BripaBu mij Harsiaom [314,315,316]

[Tamientam 13 JIAI' pekomeHj0BaHa TICUXOCOIIAJIbHA MIATPUMKA C
Pexomennyetnes imyHnizamist manieHtis 3 JIAI' mporu SARS-CoV-2,
rpumy Ta Streptococcus pneumoniae

JlikyBaHHs niypeTHKaMH peKOMeHJoBaHO maiieHTam 13 JIAD 1
03HaKaMU HEJOCTAaTHOCTI MPABOT0 IIJTYHOUKA Ta 3aTPUMKOIO PIAMHU
JloBroTpuBana KMCHEBa Teparis peKoMeHoBaHa naiieaTam 3 JIAT,
y AKX THCK KHCHIO B apTepiaibHii KpoBi craHoBuUTh <8 Kklla C
(60 MM pr.cT.)”

IIpu nHasBHOCTI 3amizogediuuTHOi aHemii mamieHtam 13 JIAT
PEKOMEHI0BaHa KOPEKIIisS CTaTyCy 3ai3a

3a BigcyTHOCTI aHemii y mamieHTiB 3 JIAT 13 medimurom 3amiza
MOYHa PO3TIISTHYTH MO>KJIMBICTH BiTHOBJICHHS 3ai1i3a
AHTHKOAryJISIHTH 3a3BHYail HE peKOMEHIYIOThcs marieHTam 3 JIAT,
ajie MOXKYTh PO3IJIAJIaTUCS B IHAUBITYaJIbHOMY HOPSIKY
3actocyBanns 1AII®, BPAII, APHI, iH3KTI 2, 6era-610kaTopis abo
iBaOpaanHy HE peKOMEHAyeThCs marfienTam 3 JIAD', gKmo 1mporo He
BUMAararoTh CYIMYyTHI 3aXBOPIOBaHHsS (HANMpHUKIad, apTepiajbHa
rinepTeH3is, eMidHa XBopoOa ceplis, ceplieBa HeJ0CTaTHICTh a0
apuTMii)

Oco0.1uBi 00cTABHHH

BuxopucTtaHHs KHCHIO MiJ] Yac MOJBOTY PEKOMEH Iy€ThCS Malli€eHTaM,
SIK1 BUKOPUCTOBYIOTh KUCEHb 200 MAalli€eHTaM, y SIKUX TUCK KHUCHIO B
aprepianbpHii kpoBi <8 klla (60 MM PT.CT.) Ha piBHI MOpS

[lepen onepaTUBHUMU BTPYYaHHIMHU, 10 BUMararoTh aHeCTe3ii, CIij
MIPOBECTU MYJIbTUAUCHUIITIHAPHY KOHCYJIBTAIII0 B
6araTonpopiibHOMY MEIWYHOMY UEHTpP1 AJS OI[IHKM PHU3HKY Ta
KOPHCTI

IIb C

IIa C

APHI — anraronictu penentopiB anrioreHsuny ll+uenpmmizun, BPAII — 6okaTopu penentopis anrioren3uny I,
iAII® — ixribiTop anrioTeH3wHNEepeTBopiotouoro depmenty, iH3KTI2 — inribiTopm HaTpili-3aJIeKHOTO KO-
TpaHCTopTepy TIoKo3u 2-ro tumy, JIAI — nereneBa aprepianbHa rineprensis, SARS-CoV-2 — Tsoxkkuii roctpuit
pecmipaTopHH CHHAPOM, KOPOHaBipyc-2.

* — BumipsHO MIOHaMEHTIIe JBiYi.
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Pexomenganiiina Tadaunns 6. Pekomenaauii 1J1s1 »KiHOK T TOPOAHOI0 BiKY
Pexomenpamii Kaac PiBenn
peKOMeHAaNil | J0KA30BOCTI

Pexomennyetbces, mo6 xiHku airopoanoro Biky 3 JIAIT orpumanu
KOHCYJIbTAIlil IIOJI0 PHU3HMKIB Ta HEBH3HAUEHOCTI mepediry mnpu
BariTHOCTi; BOHM MAlOTh BKJIIOYATH TOPaaM IIOJO 3amoOiraHHs
BariTHOCTI Ta MCUXOJIOTTYHOT MIATPUMKH 33 MOTPEOOIO
PexomeHyeThCsl HaslaBaTH JKiHKaM JiTopoaHoro BiKy 3 JIAIT wirki
MOPaIU MO0 KOHTPAICMIIii, BpaXOBYIOUH IHIMBIAYaIbHI IMOTPeOH
KIHKY, aJleé BU3HAIOYH, 110 HACIIAKK HECPEKTUBHOT KOHTpAIEHIIIi €
NOCUTh 3Hauymumu uist JIAT

Pexomenayetnces, mo6 xinku 3 JIAD, siki miiaHyOTh 3aBariTHITH a0o
BXK€ 3aBariTHUIM, OTPUMYBaJM HErailHy KOHCYJbTAIlll0 B
excrieptHoMy 1ieHTpi  JII, ska Mae BKIIOYATH MPOBEICHHS
TeHETHYHOTO KOHCYJIbTYBAHHS Ta MPUHHATTS CIUTBHOTO PIIICHHS, a
TAaKOX HaJaTH TCHXOJIOTTYHY HIATPUMKY HAaIlllEeHTaM Ta WieHaM iX
pOAMHH, 3a TOTPEOOTO

XKinkam 13 JIAI' pexkoMeHAyeTbCsl TPOBOAUTH IEPEPUBAHHS
BaritHOCTI B T1eHTpax JII' 13 3a0e3medeHHs M TCHXOJOTIYHOT
MIITPUMKH TAIIEHTKY Ta YICHIB iXHIX CiMen

st xiHok 3 JIAT, saxi GakatoTh MaTH AIT€H, MOXKHA PO3TISHYTH
MOXJIUBICTh ~YCHHOBJICHHS Ta CypOraTHOTO MAaTepUHCTBA 3
TeHEeTUYHUM KOHCYJIbTYBAaHHSIM J0 3a4aTTs

OckilbkM B JOKIIHIYHMX  MOJENSAX  TMOBIJOMIIUIOCS — TIPO
TepaTtoreHHnil notenmian AEP Ta pionuryary, i mikapchKi 3acoou
HE PEKOMEHIYIOThCS TiJT 9ac BarirHocTi [359,377]

C

AEP — anTtaronicté eHpoTeniHOBHX perentopiB, JIAIT — mereneBa aprepianbHa rineptensis, JIIT — mereHeBa
TinepTeH3is.

Komenmap pobéouoi epynu. na momenm po3pooOKu 0auoi KiiHIiYHOI HACMAHOBU 8
Ykpaini ne nposooumuca nepepusarnus ea2imnocmi y yeHmpax iezenesoi cinepmen3ii. 1]
onepayis, 0coobauso y BUNAOKAX NPOoGeOeHHsl 6 NiZHboMy mepmini (13-22 muoichi)
sazimnocmi, y nayieumox 3 JIAI" acoyitoemuvcs i3 pu3ukom cepro3Hux yCKIAOHEHb, U0
MOdHCYMb BUMa2amu HeBiOKIA0HOI akyuepcokoi donomoau. Tomy 6 Ykpaini nepepusanisi
sazimuocmi npu 0auitl Namono2ii cio nposooumu 8 mepmin 00 12 mudicHie —y 001aCHUX
3aK1a0ax NepuHamanibHoi oonomoau, nicaa 12 mudxcHsa — 6 cneyianizo8aHux Kapoio-
AKYuepCcoKux YyeHmpax.

6.3.3. Tepamisi JiereHeBoi apTepiajbHOI rimepreHsii

6.3.3.1. brokamopu Kanvyiceux KaHaie

[Mamientn 3 JIAD, sKi MO3UTHUBHO pearyrTh HA TOCTPUU Ba30PEAKTHBHUN TECT
(pucyHoK 8), MOXYTh cnpusTIHBO BimmoBimatu Ha jgikyBanHia BKK. Menm wix 10%
narieHTiB 3 JIAL, CJIAT' a6o JIAI', acomilioBaHOIO i3 TOKCHHAMH Ta JIKapCHKUMHU
3aco0aMu BIANOBINAIOTh MO3UTUBHO Ha Tepamito, TolAl AK mpu iHmuUX (opmax JII'
MO3UTUBHUM  TOCTPUM  Ba30pEAKTUBHUU TECT He IMependayae  CHOPUSTIMBOL
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nosroctpokoBoi Bignosini Ha BKK [129,146]. BKK, siki nepeBa)kxHO BUKOPUCTOBYHOTHCS
npu JIAT', € Hipeaunin, quntiazem 1 amnoauniu [129,146,378]. AMnoaunis 1 genoaumin
BCE YaCTIIE BUKOPHUCTOBYIOTHCS B KJIIHIYHIA MPaKTULl Yepe3 iX TPUBAIMN Mepioj
HaIlIBBUBEJECHHS 1 XOpOIY MEePEeHOCUMICTh. J{0OOB1 103H, SIKI MPOAEMOHCTPYBAIH
edextuBHICTh TIpu JIAI', € BITHOCHO BUCOKHMMH, 1 iX HEOOXIIHO JOCSTaTH MOCTYIOBO
(tabmung  19). HalgacTimyMu TOOIYHUMHU SBHUIAMH € CHCTEMHA TIMOTEH31sI Ta
nepudepudHi HaOPSIKH.

[amieHTH, SIKi BIIMOBIIAI0OTH KPUTEPISAM IMO3UTUBHOI FOCTPOT Ba30PEAaKTUBHOCTI Ta
nikytotbess BKK, moBuHHI mepeOyBaTu MiA peTEIbHUM HAIVISIIOM HIOA0 O€3MeKu Ta
e(hEeKTUBHOCTI 3 MOBHOIO TMEPEOIIHKOI Tichs 3-6 micsuiB Tepamii, Bkirodaroun KIIC.
JlonaTkoBUM Ba3OpPEaKTUBHUM TECT MPOBOAMTHCS TMPU TOBTOPHIA OIIHIN, 11100
MIATBEPAUTH CTIMKY Ba30AWJIATATOPHY PEAKII0 Ta OL[IHUTH MOKJIUBICTh 30UIbIIECHHS
no3u bKK. IlamienTn i3 3a40BIIbHOI0 XPOHIYHOK BiAMoBiAA0 3HaxoasaThes B I/II OK
BOO3 1 matoTe nomiTHe nokpaimieHHs remoauHamiku (B igeani CpTJIA <30 Mm pT.cT. 1
OJIC <4 on. Byna) na doni tepanii BKK. 3a BigcyTHOCTI 3a10BUIBHOT BIAMOBIAI CIIiJT
npU3HAUNUTH JoAaTKOBY Teparnito JIAL. ¥V neskux Bunankax morpione nmoegHanHs bKK i3
CXBaJICHUMH JIIKapChKUMU 3acobamu 1iiist JIAT uepes KiliHIYHE MOTIPIIEHHS MPpHU cripodax
BinMiau BKK. IlaimieHTH, sIkuM HE MPOBOJWIN Ba30pEaKTUBHHUI TeCT abo Ti, XTO Mae
HEraTUBHUI pe3yNbTaT TeCTy, He MOoBUHHI nmounHaTu npuiiom BKK yepe3 moTeHiiitHo
cepito3Hi mobiuHi edexTu (HampukiIad, TsXKKa aprepiaibHa TIMOTEH31s, CHHKOIE Ta
HegpocTaTHICTh [111), sKiIo He MpuU3HAYeH] CTaHAAPTHI 03U 3a IHIIUMU TToka3amu [379].

Pexomenpaniitna tadauus 7. Pexkomenaamii oo JikyBaHHsI BAa30peaKTUBHUX
NMAIEHTIB 3 iTIONATHYHOIO, CIIAIKOBOIO 200 acONilI0BAHOIO 3 JIIKAPCHKUMH 32C00aMu

JIETEHEeBOI0 apTepiajibHOIO rinepTeH3icio
Pexomennamii Kuaac PiBennb
peKoMeHalii | I0Ka30BOCTI

Bucoki no3u BKK pekoMeHmyrOThCs TalieHTaM 3 1TI0TaTHYHOIO
JICTEHEBOI0 apTEPIAIbHOIO TIMEePTEH3I€I0, CIAJAKOBOI JIETEHEBOIO
apTepiaJbHOI0  TINEPTEeH3i€l0 a00  JIETEHEBOI  apTepiabHOIO
TiMEepTEeH31€10, AacOIOBAHOK 13 JIKApChKUMH 3aco0amu, sKi
BIJIIIOBUTH MMO3UTHUBHO MPU MPOBEACHHI rOCTPOrO Ba30PEaKTUBHOTO
TECTY

PerenbHe ciocTepekeHHs 3 MOBHOIO MEPEOIIHKOO MICs 3-4 MicsIiB
tepamii (Bkimouatoun KIIC) pexomeHayeTbes sl TAIEHTIB 3
1II0MMaTUYHOO JIETEHEBOIO apTEPIAIbHOIO TIIEPTEH3IER, CIIAKOBOIO
JIETEHEBOI0  apTepialbHOI0  TilepTeH3iel0  abo  JIereHEeBOIo
apTepiaibHOI0  TIEpTEH31€10, acOoLIHOBaHOK 13  JIIKapChKUMHU
3acobamu, ki oTpuMyBanu Bucoki 1031 BKK

PexomeHnyeTbcsl MpOJOBXKYBaTH mpuifom BHcokux 103 BKK
MaIiEHTaM 3 11I0TIaTUYHOIO JIETEHEBOIO apTePIalIbHOIO TIEPTEH3IET0,
CIaJIKOBOIO JIETEHEBOIO apTepiaIbHOIO TilepTeH31€0 a00 JIEreHEBOIO
apTepiaIbHOI0  TIMEePTEH31€10, acOLIHOBAHOIO 13  JIIKAPChKUMHU
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3acobamu mpu [-II ®K BOO3 i3 NOMITHHUM MOKpAIIEHHSIM
remouHamiku (CpTJIA <30 mwm pr.ct. Ta OJIC <4 on. Byna)
[Towarox  nmikyBaHHS  JHKapchkumu  3acobamum s JIAT
PEKOMEHI0OBAHO MalieHTaMm, sKi 3anumaroTtees y -1V @K BOO3,
ab0 THM, y KOTO HEMa€ BUPAKEHOTO I'eMOIUHAMIYHOTO TIOKPAIICHHS
Ha ¢oHi Bucoknx 103 BKK

VY nmamieHTiB 13 TMO3UTUBHUM BAa30PEAKTHBHHM TECTOM, ajie
HEJOCTAaTHROKO JIOBrOCTpoKOoBOto BimmoBimmo ©Ha BKK, ski
MOTpeOyIOTh 101aTKOBO1 Teparii JIATL, ¢iig po3rIstHyTH MOKITUBICTD
npoaoBxkenHs Tepanii BKK

BKK He pekoMeHayr0ThCs maiieHTaMm 0e3 MpOBEISHHS 10 CIIIIKEHHS
Ha Ba30pPEaKTUBHICTH a00 Malli€HTaM 3 HETaTUBHUM Ba30PEaKTUBHUM
TECTOM, SKIIO BOHM HE TMPHU3HAYECHI 3a IHIIUMH TIOKa3aMH
(manpuknan, peHomen PeiiHo)

BKK - 0Onokarop kanbiieBux kanamiB, KIIC — katerepuzariisi mpaBux Bimaini cepis, JIAIT — nereHera
aprepianbHa rineprensis, On. Byna — onuauns Byna, OJIC — omip nerenesux cyauH, CpTJIA — cepenHiit TUCK B
nereneBii aprepii, ®K BOO3 — dynkiioHansHui Kiaac 3a kiacudikaniero BcecBITHBOI opraHizaliii 0XOpoHH
3JI0pOB’ 1.

Taoauusa 19. do3yBaHHsi JiKapcbKUX 3ac00iB JJIs JIIKYBaHHS JIereHeBOI
apTepiajbHOI rinepreHsii y 10pocaux

Jlikapcbki 3acoou | MouaTkoBa K03a | LWiaboBa 103a \

BaokaTopu kajblieBUX KaHAJIB \

Amioaumia 5 mr 1 pa3 Ha 100y 15-30 mr 1 pa3 Ha 1o6y*

Junriazem 60 mr 2 pasu Ha 100Yy” 120-360 mr 2 pa3u Ha 100y"

denoumin 5 mr 1 pa3 Ha 100y 15-30 mr 1 pa3 Ha 1o6y*

Hipemunin 10 mr 3 pasu Ha 100y 20-60 mr 2 a60 3 pasu Ha 100y

AHTaroHiCTH penenTopiB eHA0TEiHY (IepopaJIbHUI NPHIHOM) \

AMOpi3eHTaH 5 mr 1 pa3 Ha 100y 10 mr 1 pa3 Ha 100y

bo3enran 62,5 mr 2 pa3u Ha 100y 125 mr 2 pa3u Ha 100y

Manutentan 10 mr 1 pa3 Ha 700y 10 mr 1 pa3 Ha 100y

InridiTopu docdoniecrepasu S (nepopajbHUii NPpUiom) \

Cunnenadin 20 mr 3 pa3u Ha 100y 20 mr 3 pa3u Ha 100Yy*

Tanganadin 20 a6o 40 mr 1 pa3 Ha 100y 40 mr 1 pa3 Ha 100y

AHAJIOTH NPOCTALMKJIIHY (IepopaJibHII IPUHOM) \

Bbepanpoct Hatpito 20 mkr 3 pa3u Ha 100y MaxkcumanbHO — TIIepeHOCHMa
no3a abo 10 40 mkr 3 pa3u Ha
100y

Bepanpoct nposiionrosanoi aii 60 Mxkr 2 pa3u Ha 100y MaxkcumanbHO  TIEepeHOCHMa
no3a abo 1o 180 Mkr 2 pa3u Ha
100y

Tpenpoctunin 0,25 mr 2 pasu Ha m00y abo | MakcumanbHO TIEpeHOCHMa

0,125 mr 3 pasu Ha 700y no3a

ATOHICTH NPOCTALMKJIIHOBHX pelenTopiB (mepopajabHUil NpHiiom) |

Cenexcunar 200 mxr 2 pa3u Ha 100y MaxkcumanbHO — IIepeHocHMa
no3a abo o 1600 mkr 2 paszu
Ha 100y
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CTuMyJaSTOpP PO3YMHHOI I'yaHIIATHUKIAa31 (IepopabHUIl NPUioM) \
Pionmryar® | 1 mr 3 pasu Ha 106y | 2,5 mr 3 pasu Ha 100y ‘
AHAJIOTH NPOCTANUKIIIRY (IHraasuiiinnii npuiiom) \
Lmorpoct® 2,5 MKT 6-9 pa3iB Ha 100y 5 MKT 6-9 paziB Ha 100y
Tpenpocrtunin® 18 mMKkr 4 pa3u Ha 100y 54-72 Mxr 4 pazu Ha 100y
AHAJIOTH NPOCTANUKIIIHY (B/B 200 1/ NPU3HAYEHHS) ‘
Enompocrenon B/B 2 HI/KT/XB 3aleXHO BiJ TOJEPAHTHOCTI
Ta  edeKkry  JIKapCchKOro
3aco0y.  3a3Buuail  J1103a
IIPOTATOM 1 POKY
BUKOPHUCTAHHS CTAHOBUTH 16-
30 HI/KI/XB 3 JIOCHUThH
IIMPOKOIO  IHAMBIAYaIbHOIO
BapiabeIbHICTIO
Tpenpoctunin n/mr abo B/B 1,25 ur/kr/xB 3aJie’)KHO BiJl TOJIEPAHTHOCTI
Ta  edekry  JIKapCchKOro
3aco0y. 3a3Buyuaii mo3a
MIPOTATrOM 1 POKY
BUKOPHUCTAHHS CTAaHOBUTH 25-
60 HI/KI/XB 3  JOCUTH
IIUPOKOIO  IHAWBITyaIbHOIO
BapiabeIbHICTIO

B/B — BHYTPIIIHBLOBEHHO, I1/II1 — HiAIKIPHO.

* — JloboBa m03a amiIomuIIiHy Ta (DETOAUIIHY MOXKE MPU3HAYATHCS 3a OAMH MpHiioM a00 po3MojiicHa Ha JBa
NPUAOMHU.

® — IcHyrOTb pi3Hi GOpPMH IUIITIA3EMY, SKi MOXKYTh MPU3HAYATHUCS OJUH pa3 Ha 100y abo Tpu pa3u Ha J00Y.

¢ — Cunuenadin cxpaneHui B 1o3ax 20 Mr Tpu pas3u Ha 700y, ajie B IPaKTHIII 103YBaHHS IIHPOKO BAPIIOE 1, IHKOJIH,
€ OUTBITT BUCOKUM.

¢ _V namieHTiB 3 pU3MKOM CHCTEMHO] TiMOTEH3ii MOKHA TIOYATH MPUHOM PIiOHTYaTy 3 103H 0,5 MI TpH pasH Ha
no0y.

¢ — JlosyBaHHs 3a0e3medyeThest HEOYIali3epoM Ta MOYKE BiJPI3HATHCS MIPU BUKOPUCTaHHI iHIIKX GOpM Ta iHIIHX
TIPUJIAIIB JUIS 1HTAJIAIII.

6.3.3.2. Aumazonicmu peuenmopie eHoomeniny

3B’s13yBaHHsA e€HAOTENiHY-1 3 penentopamu eHaoTenmiHy tumy A 1 By
TJIAJKOM sI30BUX KiIiTHHAX JIA crpusie Ba30KOHCTPHKINi Ta mpoiidepariii (pUCyHOK 7)
[380]. Pemenropu enmoreniny tumy B mepeBakHO 3HAXOIATHCS B CHAOTEIIATBbHHX
KIITHHAX JIeTeHb, CIPUSIOYM Ba3oAMJIATAllli dYepe3 MPUCKOPEHE BHUPOOJICHHS
MPOCTAIMKIIIHY Ta OKCHIYy a30Ty Ta oudieHHs eHporeniny-1 [380]. Tum He MeHmn,
JKapChKi 3aco0H, K1 CEEKTUBHO OJIOKYIOTh TUTBKU PEIIENITOPU CHAOTENIHY THITY A, 200
JKapChKi 3ac00H, AKI HECEJIEKTUBHO OJOKYIOTh 1 PEeIeNTOPH TUIY A, 1 pEIENTOPH THITY
B, moxkazanu omgnakoBy edektuBHICTh mpu JIAIT [380]. AHTaroHicTu €HAOTETIHOBUX
penienitopiB ennoTeniny (AEP) matoTe TepatoreHsy Jito, TOMY iX HE CIIiJl 3aCTOCOBYBATH
i1 yac BaritHocti [381].

6.3.3.2.1. Ambpizenman
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AMOpizenTan — mnepopanbhuii AEP, sxuii nepeBaxHO OJIOKye peLentopu
eHgoTeniny tuny A. Jlo3BoisieHi no3u st nopociux 5 mr 1 10 mr ogun pa3 Ha g00y. Y
nanieHTiB 13 JIAI' BiH IpoJeMOHCTPYBaB €EKTUBHICTh L1010 MOKPALIEHHS CUMIITOMIB,
(b13U4HOT 34aTHOCTI, TEMOJIMHAMIKHM Ta MOJIOBXKEHHS Yacy J0 KJIIHIYHOTO MOTIPIICHHS
[382]. IloBimomuisyiocss MOpoO MIABUIIEHHS YacTOTH MNepuEepUYHUX HAOPSKIB MpHU
3aCTOCYBaHHI aMOpi3eHTaHy, TOM1 K 30UIbIICHHS YaCTOTH MOPYLIEHb (PYHKIIT MEUIHKU
HE CIIOCTEpIranocs.

6.3.3.2.2. bozenman

bozenran — ue nepopanbuuii noasiiHuii AEP, sikuii mokpaiye Gpi3uuHy 37aTHICTb,
®K BOO3, remoarHaMiKy Ta MOJIOBXKY€E Yac JO KIIHIYHOTO MOTIPIIEHHS y MaIIEHTIB 13
JIAT [383]. 3arBepkeHa 1UTLOBA 1032 JIs TOPOCINX CTAaHOBUTH 125 Mr ABIYl Ha 100Yy.
Jlo303anexHe MiABUIIEHHS PIBHS TEYIHKOBUX TpaHCAMiHa3 MOXE CIOCTEpIraTucs y
6su3bko 10 % mamieHTiB, K1 OTPUMYBAIIM JIIKYBaHHS (3BOPOTHE MICI]Isl 3HUKEHHS 103U
a0o npunuHeHHs JikyBaHHs) [384]. Takum YrHOM, AIIEHTAM, SIKI OTPUMYIOTH 003CHTaH,
CHiJI  IIOMICSALS TMPOBOAMTH  JOCHiKeHHS QyHKiii neuinku [384]. Uepes
(dapmMakoKiHETUYHI B3a€MOJ1l 003€HTaH MOXE 3pPOOUTH TOPMOHAIbHI KOHTpAalENTUBU
HEHAJIMHUMU Ta 3HU3UTU PiBHI BapdapuHy, cunaeHaduly Ta Taganadity B CUpOBaTIi
kpoBi [361,385-387].

6.3.3.2.3. Mayumenmamu

Manutentan — 1e nepopaibHuii nonpidHuii AEP, sikuif, sik Oyn0 BCTaHOBIICHO,
migBuiye (izuuHy Mpane3gaTHICTh 1 3MEHIIYE YacTOTy BHHUKHEHHsS KOMOIHOBaHO1
KIHIIEBO1 TOYKH KJIIHIYHOTO TToTipiieHHs y narieHTiB 3 JIAT [167]. Xoua TOKCUYHOCTI 17151
NEYIHKM HE BUSBIICHO, 3HWKEHHS TeMorioOiHy 1o <8 r/mn cnoctepiraimocs y 4,3%
NaIie€HTIB, K1 oTpuMyBasii 10 Mr manurentany [167].

6.3.3.3. Inzioimopu ocgoodiecmepazu-5 i cmumyaamopu  po3uuHHOT
2yaninamuyukiasu

Crumynamis po3unHHOI ryaHinatimkinasd (pI'll) okcumom a3oTy NMpU3BOAUTH 10
BUPOOHUIITBA  BHYTPIIIHBOKIITHHHOTO  BTOPMHHOTO  MECEH/DKEpa  ITUKIIYHOTO
ryanozuaMoHodocdary (I M®D) (pucynok 7). lleli muIgX KOHTPOIIOETHCS TETICIO
HETaTUBHOT'O 3BOPOTHOTO 3B’S3Ky depe3 aerpagamiro nl M® 3a 10momMorow pi3HHX
docdomaiectepas, ceped SKAX MIATAN 5 3HAYHOK MIpOI0 3HAXOJMWTHCSA B JIETCHEBId
cynuaHii cuctemi [388]. i®JIE-5 ta ctumynaropu pI'l] He MokHA TOETHYBATH MiX
c000¥0 Ta 3 HITpaTaMH, OCKUIBKH 1€ MOXKE IMPU3BECTH JI0 CUCTEMHOI rirmorensii [389].

6.3.3.3.1. Cunoenacpin

Cunpaenadin € mepopaibHO aKTUBHUM, TIOTYXHUM 1 cenektuBHUM 1D/IE-5. Jlexinpka
KIHIYHUX TOCHTIKeHb y mamieHTiB 13 JIAT, axi orpumyBanu cunaeradin (3 OCHOBHOIO
Tepamiero a6o 0e3 Hei), MIATBEPAWIN CHPUSTIMBI PE3YNbTATH IMOAO MOKPAIICHHS
MEPEHOCUMOCTI ()i3MYHUX HABaHTa)XKCHb, CUMITOMIB Ta/a00 remoxwHamiku [390-392].
3arBepmxeHa go3a cwineHadiry cranoButh 20 mMr 3 pa3u Ha 100y. binbmricTs moOiYHUX



105

edexTiB cunaeHaduly € JIeTKUMH ab0 TOMIpHHMMH 1 B OCHOBHOMY TIOB’Si3aHl 3
PO3LIUPEHHSAM CYJUH (TOJIOBHUI O11b, MPUILIMBU KPOB1 Ta HOCOBA KPOBOTEUA).

6.3.3.3.2. Taoanagin

Tapnanadpin — ne 1OJAE-5, sxuili npusHayaeTbcst oAMH pa3 Ha a00y. KiiHiuHe
nociimpkenass 406 mamientiB 3 JIADT (53% Ha 0asoBiil Tepamii 003€HTaHOM), SK1
oTpuMmyBanu Tananadin y nozax g0 40 Mr oauH pa3 Ha 100y, IOKa3alu CIPUSTIUBI
pe3yabTaTu moA0 Gi3uYHOT 31aTHOCTI, CUMIITOMIB, TEMOJAMHAMIKH Ta MOJJOBXKEHHS 4acy
no kminiyHoro mnoripumeHHs [393]. Ilpodine nmobiunux edextiB OyB momiOHuUN [0
npoduto cunaeHadiny.

Komenmap pobouoi epynu: na momenm po3pooOKu O0auoi KiiHIYHOI HACMAaHO8U 8
IHcmpyKkyii. 01 MeOuYyHo20  3ACMOCY8AHHS  JNIKAPCbKo2o  3acoby  maoanaghin,
3ameepddicenoi MO3, 8iocymui noxasanus 00 3acmocyeants nikyeanus JIAL'.

6.3.3.3.3. Pioyueyam

VY toit yac ax 1OJE-5 mocwirooTe mmsix okcun azoTy-ul’MO®, ymoBiibHIOIOUU
posnan ul M®, crumynstopu pl'll mocumrorotre BupobseHHs nl M® nuisixoM mpsmoi
CTUMYJIAIIT PepMeHTy, K y MPUCYTHOCTI, TaK 1 32 BIACYTHOCTI €HJOTE€HHOTO OKCHUIY
azory [394]. Kniniune nocmimkenns 443 namienTis 3 JIAT (44% 1 6% Ha hoHOBI# Teparmii
AEP a6o anajmoramu mpoCTaIMKIIiHY BIIOBIIHO), KI OTPUMYBAJIM PIOMUTYaAT y 1031 10
2,5 Mr Tpuyl Ha 100y, MOKa3alyd CIPUSATINBI PE3YyIbTAaTH MIOAO0 MOKpamieHHs (Pi3udaHol
3natHocTi, remoauHamiku, @K BOO3 1 mogoBkeHHs Yacy /10 KIIHIYHOTO MOTIpIICHHS
[395]. [Tpod i mobiunux edekTiB OyB moaioHuM 10 npodimto iD/E-5.

6.3.3.4. Anano2u npocmayukiiny ma aHmMazoHicmu peyenmopie npoCmayuKIiny

MetabomiuHui NUISX MPOCTAIMKIIIHY (pPUCYHOK 7) y maitieHTiB 3 JIAI mopyuryeThes,
3MEHIIYEThCS KUTBKICTh TMPOCTAIMKIIHCHHTA3U B JITCHEBUX apTEPisiX 1 3HMIKYETHCSA
piBeHb METa0OJIITIB MpocTanuKIiHy B cedi [396]. AHanorn npoCcTalMKIiHY Ta aroHICTH
pElEnTOpIB MPOCTAIMKIIIHY BHUKJIMKAIOTh TOTYKHY Ba30AMIATAIlI0, MPUTHIYYIOTh
arperaiito TpOMOOIIMTIB, a TaKOX MaloTh fAK IUTOMPOTEKTOPHY, TaK 1
anTunporipepatuBny aito [397]. Haitmomupenimi mo6iuni eheKTH, SKi CIOCTePIraloThCsl
MIPH 3aCTOCYBAHHI IIMX JIKAPCHKHUX 3aC001B, MOB’A3aH1 13 CHCTEMHOIO Ba30IMJIATAIIIEIO Ta
BKJIFOYAIOTh TOJIOBHHH O1b, TPHUILIABH, OLTH Y IIEJNET Ta Jiapero.

6.3.3.4.1. Enonpocmenon

Enomnpoctenon mae KoOpoTKuii Tmiepion HamiBBuUBeneHHs (3-5 xB) 1 moTpebye
MOCTIMHOTO BHYTPINTHROBEHHOTO BBEJICHHA Yepe3 1H(DY3iiHYy momMmy 1 MOCTIHHHMA
TyHENbHUN KaTeTep. TepMocTabiibHa KOMITO3MIlSA 30epirae cTabuIbHICTh A0 48 roauH
[398]. Mloro edekTHBHICTH 6yia IIPOIEMOHCTPOBAHA B TPHOX BiIKPHTHX PaH/IOMi30BaHIX
KINHIYHUX AgociikeHHsX y namieHTtiB 3 JIADT (K BOO3 IIT i 1V) [399,400] i JIAT,
noB’si3anot0 3 CC [401]. EnmompocTeHON MOKpammB CUMITOMH, (i3MUHY 37aTHICTH,
reMOJIMHAMIKy Ta 3MeHIIHB cMepTHICTH [399]. loBrorpuBaina criiika Horo e(eKTHBHICTb
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TaKoXX Oyja mpojeMoHcTpoBaHa y maiieHTiB 3 IJIAIT [212,245], a Takox mpu iHIIAX
aconiioBanux (opmax JIAT [402-404]. Cepiio3Hi HECHPHUATIUBI SBHINA, ITOB’S3aHI 3
CUCTEMOIO IOCTaBKH, BKJIFOUAIOTh HECTIPABHICTh HACOCA, MICLIEBY 1H(EKII110, OOCTPYKIIi1O
Karerepa Ta CENCUC. 3ampollOHOBAHO PEKOMEHAAIIl H[00 MNPOQPLIAKTUKH 1H(EKLIH
KPOBOTOKY LIEHTPaJIbHOTO BeHO3HOTO KateTepa [405,406].

6.3.3.4.2. Inonpocm

[monpocT — aHanor NpoCTauuKIIHY, J03BOJIEHUN ISl HIAJSALIMHOTO 3aCTOCYBAaHHS.
[HransuiiHuK UTOIPOCT OLIHIOBABCA B OAHOMY KIIIHIYHOMY AOCIIIKEHH], Y SIKOMY IIICTh-
JI€B’ AT MOBTOPHUX THTAJALIN L10MpoCcTy Ha 700y MOPIBHIOBAIM 3 IJ1ale00 y MaII€HTIB
13 JIAT' abo XTEJII', sxi panime He oTpuMyBaiu JikyBaHHs [407]. JlocmimxeHHs
noka3ajno 30UTbIIeHHS (PI3UYHOT 31aTHOCTI Ta MOKPALIEHHS! CUMITOMIB, 3MeHIIeHHs: OJIC
Ta YaCTOTH KITHIYHUX MOAIN y rpyIl UIONPOCTY MOPIBHSIHO 3 TPYMOI0 Mmiianedo.

Komenmap pobouoi cpynu:. y 36°a3xy i3 eiocymuicmio 6 YKpaini na momenm
PO3POOKU 0aHOi KIIHIYHOI HACMAHOBU 3APeECMPOBAHUX PEKOMEHOOBAHUX AHANO2I8
npocmayuxainie (maodauys 19) onsa napenmepanibHo2o 68e0eHHs, poboua epyna 88axicac
MONCIUBUM BUKOPUCMAHHS LIONPOCMY OJis1 6HYMPIUUHbOBEHHO20 86€0CHHS NAYIEHMAM 3
JIAI abo XTEJII' 6 cmani 0Oexomnencayii 6 pegpepeHmHux yeHmpax, sSKi Maoms 00cs8io
1020 3ACMOCYBAHHS

6.3.3.4.3. Tpenpocmunin

TpenpocTuHI JOCTYMHUHN IS TMIAMIKIPHOTO, BHYTPIITHHOBEHHOTO, THTAJSIIHHOTO
Ta MEepOPAIBHOTO BBEJACHHS. TPEnpOCTHHII MIAIIKIPHO MOKpaIyBaB (i3UYHY 3/1aTHOCTI,
remoauHaMiky Ta cumntomu JIAID [408]. bine y micui iHpY31i OyB HaHTOIIUPEHIIITUM
noOiyHUM e(hEeKTOM, KUl MPU3BIB IO MPUMUHEHHS JiKyBaHHA y 8% Bumnaaki [408].
Buxoasuu 3 #ioro xiMidHOI cTaOUTBHOCTI, B/B TPEMPOCTHUHII TaKOX MO>XHA BBOJIUTH 32
JIOTIOMOTOI0 IMIIJIAHTOBAHUX HACOCIB, IO TOKpPAIIYy€ 3PYYHICTh 1, HMOBIPHO, 3MEHIIYE
BUHUKHEHHS iH(ekiidn cucremu BBeaenHs [409,410]. InransmifiHuii TPEPOCTHHINT
nokpamnuB auctaiio 6-XT, smenmryBaB piBesb HKMHVYII 1 nmokpamiyBaB moka3Huku
AKOCT1 XKUTTS y namieHTiB 3 JIAL, ski oTpumyBanu 6a30By Tepamito 003eHTaHOM abo
cwineHadiiom [411]. [aranamidHui TPEPOCTUHLT HE CXBalleHUH y €Bporri.

[TepopanbHuii TPENPOCTHUHLT OIIHIOBABCA B JBOX KIIHIYHHX JOCHIIDKCHHAX Y
naitieHTiB 13 JIAL', siki orpumyBanu 6a30By Tepamito 003eHTaHOM Ta/abo cuineHadiTom.
B o00ox pocmimkeHHSX TEpBHHHA KiHIIEBa Touka — jaucrtaHmis 6-XT — He mocsria
cTaTUCTUYHOI 3HauymocTi [412,413]. JlogaTkoBe KIIHIYHE JOCTIIKEHHS Y TAIlI€HTIB 13
JIAT', sixi paHimie HE OTPUMYBAJM JIIKYBaHHS, MMOKA3aJI0 MOKpamieHHs: auctanimii 6-XT
[414]. OpierToBaHe Ha TOAIT KIIHIYHE JOCITIKCHHS, sike oxommio 690 namieHTis 3 JIAT,
MPOJIEMOHCTPYBANIO, MIO TEPOPATBHUNA TPEMPOCTHHUT 3HUXKYE PU3HK KITHIYHOTO
noripmends JIAI' y marfieHTiB, siki oTpuMyBad nepopaibHy MoHoTepamito AEP a6o
1IOJIE-5 [415]. IlepopanbHuil TPEMPOCTUHII HE CXBAICHUH y €BpOIIi.
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6.3.3.4.4. bepanpocm

bepampoct € XIMIYHO CTaOUIBHUM 1 MEPOPATBLHO AKTHUBHUM  aHAJOrOM
NpoCTaUMKIiHY. JIBa KIIHIYHI JOCHIIKEHHS IMOKa3aJld TMOMIpPHE, KOPOTKOYACHE
nokpainieHHs ¢i3udHoi 31aTHOCTI marieHTiB 3 JIAI' [416,417]; onqnak He OyJiO »KOAHUX
MOKpaIlleHb FeMOIMHAMIKY UM JJOBITOCTPOKOBHUX PE3YNbTaTIB. bepanpocT He cxBajleHUM B
€Bpori.

6.3.3.4.5. Cenexcunaz

Cenekcunar — IOCTYIHUN JJIs1 IEPOPAIBHOTO 3aCTOCYBaHHS CEJIEKTUBHUN aroHICT
pelenTopiB NPOCTAUKIIIHY, SAKUH XIMIYHO BIAPI3HAETHCA BiJ NMPOCTALMKIIHY Ta Ma€
iy Qgapmakosorito. Y MUIOTHOMY KJIIHIYHOMY JOCJIJIPKEHH1 3a y4acTIO MAIllEHTIB 3
JIAT (six1 orpuMyBasiu ctabiibHy Tepamnito AEP ta/a6o i®DJIE-5) cenexkcunar 3HUXKyBaB
OJIC uepe3 17 TwxniB [418]. Kniniune gocnimkenHs $asu 3, kepoBaHEe MOAISIMU, SIKe
oxonuio 1156 narientiB [419], mokaszaso, 0 celeKCUmar caMmocTiiiHO abo Ha J10AaTOK
0 MOHO- abo mojpiitHo1 Tepamii 3 AEP Ta/abo 1®JIE-5 3HMXKye BITHOCHUM PHU3UK
KOMOIHOBaHUX MOJiH 3axBoproBaHOCTI/cMepTHOCTI Ha 40%. Haityactimumu no6iuHuMU
edexTaMu OyyH TOJIOBHUM OLIb, Alapes, Hy10Ta Ta OLIb y IIeJIelTi.

Komenmap po6ouoi zpynu: na momenm po3pooKu KiHiYHOI HACMAHOBU IKAPCLKUTL
3acib bepanpocm 6 Ykpaini ne 3apeecmposati.

6.3.4. Crparerii JikyBaHHA mNaNIEHTIB 3 iZiONATHYHOI0, CHAJAKOBOIO,
NMOB’AA3aHOK 3 NPHUITOMOM JIIKAPCHLKHUX 3ac00iB a00 3aXBOPIOBAHHSAM CIOJIYYHOI
TKAHUHM JIETEHEBOI0 apTePiajibHOIO TinepTeH3icro

JIAT € pinkicCHUM 3aXBOPIOBAHHSIM, SIKE 3arPOXKYE KHUTTIO, 1, € 1€ MOXKIIUBO, i1 CITij
JikyBaTH B 1ieHTpax JII' y TiCHIH cmiBIpalli 3 MiCIIEBUMU JIIKapsSIMU Talli€HTA.

VY 1pomMy po3auTi ONMKMCaHO MEIUKAMEHTO3HE JIIKYBaHHS Ta 30CEpe/’KeHa yBara Ha
He-BazopeakTuBHuX marieHTax 13 IJIAI/CJIAT/JIAI, iHIyKOBaHOIO JIKapCHKUMU
3acob0amu/TokcMHamMu, Ta mnamieHtax 3 JIAI, acorifioBaHOl 13 3aXBOPIOBAHHSIM
cnonyunoi TkaauHu (JIAI'-3CT). [ndopmartis momo 1o3yBaHHs JTIKApPChKUX 3aC001B JUIs
nikyBanHs JIAD naBenena B Tabmumi 19. [ns inmux ¢opm JIAD cTparerii nikyBaHHS
MOXYTh BiAPBBHATUCH (muB. posnin 7). Ilinxig A0 Ba3opeakTHUBHUX TAIIEHTIB 3
UIAT/CJIAT/JIAT, iHIyKOBaHOIO JIIKAPCHKUMH 3aCO00aMHU/TOKCUHAMU, OMTUCAHO B PO3/ILTI
6.3.3.1. Ha nomarok g0 cnenudigaoi MeauKaMeHTO3HOI Teparrii, KOMIUICKCHE BEJCHHS
namieHTiB i3 JIAD Bkirogae 3aranbHi 3aX0/1H, SIKi MOKYTh BKIIFOYATH JI0JATKOBE BBEJCHHS
KHUCHIO, JTIYPETUKHU JIJIST ONTUMI3AIli1 BOJIOMIYHOTO CTaTyCy, ICUXOCOIIaIbHy MIATPUMKY
Ta A030BaHi Gi3ndHi HaBaHTaXeHHs (po3nain 6.3.1) [315]. o npuiHATTS pillleHHS PO
JIKyBaHHS, MAIIEHTA Ta iXHI HAWOMMKYl pOIWYl TOBUHHI OTPUMYBATH HAJCKHY Ta
CBO€UYACHY 1H(pOPMAIIIO PO PU3UKH Ta MEPEeBaru BCiX BapiaHTIB JIIKyBaHHSA, 00 BOHH
MOTJIM TIPUAHSATA OCTATOYHE, OOTPYHTOBAHE Ta CHUTHHE PINICHHS N[00 JIKYBaHHS 3
JIKYyIOUUMHU JliKapsMmu. Pimenns mono jikyBaHHs mnarieHTiB 13 IJIAT/CIIAT/JIAT,
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IHAYKOBAHOIO JIKapChbKUMM 3acobamu/TokcuHamu, abo JIAI'-3CT wmae npuitmaTtucs
BIIMOBIIHO [0 HAsBHOCTI YW BIICYTHOCTI CEPIIEBO-JIETEHEBUX CYIYTHIX 3aXBOPIOBAHb
(po3ain 6.3.4.3) 1, BIAMOBIAHO, 0 TSYKKOCTI 3aXBOPIOBaHHS, OLIIHEHOI TP cTpaTU(diKawii
pu3uKy (po3ain 6.2.7).

6.3.4.1. Bubip nouamkoeoi mepanii y nayicHmie 0e3 CynymHix cepueso-ie2eHesux
3aX60PI0GAHD.

[louatkoBa Tepamiss mnamieHtiB 13 JIAIT Mae rpyHTyBaTucs Ha BCeOIUHIN
OararomapaMeTpUYHIN OINIHIII PU3HUKY, BPAXOBYHOYHM THI 1 TSKKICTh 3aXBOPIOBaHHSI,
CYITyTHI 3aXBOPIOBaHHS, TOCTYII IO Teparlii, (KOHOMIYHi aCIIEeKTH Ta yIo00aHb MaIlieHTa.

HactymnHi MipkyBaHHS TiepeBakHO CcToCyroThes mamieHTiB 3 IJIAT/CJIIAT/ JIAT,
1HYKOBaHOO JIIKapChKUMU 3acobamu/Tokcunamu, abo JIAT-3CT 6e3 cynyTHiX ceplieBo-
JISTCHEBUX 3aXBOPIOBaHb, OCKUIBKM TMAII€EHTH 3 CYIMYTHIMHA 3aXBOPIOBAHHAMHU OYJIH
HEJOCTAaTHBO TMPEACTABICHI B KIIHIYHUX JOCIIJKEHHSAX W00 BHUOOpPY CTpaTeriii
JiKyBaHHS Ta KOMOiHOBaHO1 Tepamnii nmamieHTiB 13 JIAT. Pexomennarii nioao aikyBaHHS
namieHTiB 13 JIAI' Ta cynyTHIMEU ceplieBO-JIeTeHeBUMH 3aXBOPIOBAHHSIMMU I11ICYMOBaH1 B
po3aini 6.3.4.3.

[TamienTaM i3 HU3BKUM a00 CepeIHIM PHU3UKOM PEKOMEHAOBAaHA ITOYaTKOBa
koMOiHoBaHa Ttepamis 3 AEP Ta 1®JIE-5. Ile#t minxim oOLIHEHO B JOCIIIKEHHI
AMBITION, sike MOpiBHIOBAJIO MOYATKOBY KOMOIHOBaHy Tepamil0 3 BUKOPUCTAHHAM
aMOpi3eHTaHy B UIbOBIH 71031 10 Mr oauH pa3 Ha 100y Ta Taganadiay y HUIboBIiH 1031 40
MT OJIMH pa3 Ha 100y y MOpPIBHSIHHI 3 MOHOTEpAIli€l0 Oyab-SIKUM 13 TaHUX JIIKAPChKUX
3aco0iB  [166]. Hocmimkenas AMBITION mnepeBaxHO BKIHOYAJIO TAIlIEHTIB 3
LTAT/CIIAT/JIAT, iaaykoBaHOMO JiKapchKUMHU 3acobamu/TokcuHamu, abo JIAT-3CT.
[lepBHHOIO KIHIIEBOIO TOYKOIO OyB dYac 10 Teprioi KIiHIYHOT moaili (CMepTh,
rocmiTamizamiss 4epe3 mnoripmieHHs JIAI, mporpecyBaHHs 3axBOproBaHHS a0o
HE3a/I0BUIhbHA JIOBFOCTPOKOBA KiiHIuHA Binmosiab). Koedimient pumsuky (HR) s
NEPBUHHOI KIHIIEBOI TOYKH B Ipymni KOMOIHOBaHOi Tepamii MOpIiBHAHO 3 00’ €IHAHOIO
rpymoro MoHotepanii cranoBuB 0,50 (95% mosipumii intepsai (/1I), 0,35-0,72; P<0,001),
1 criocrepiranucs 3HayHi mokpamends auctanmii 6-XT ta HKMHYVYII 3 mouatkoBoro
KOMOiHOBaHOIO Tepamiero. B kinmi gocmimpkenHs 10% mnamieHTiB, SKi OTpUMYBaU
MOYAaTKOBY KOMOIHOBaHYy Tepariio, MOMepian mopiBHAHO 3 14% maiieHTiB, SKi
oTpuMyBaiu odaTkoBy MoHotepariro (HR 0,67; 95% I, 0,42-1,08) [420].

VY nocmimkenni TRITON namnientu 3 JIAL, siki panimie He OTpUMYBau JIIKyBaHHS,
OTPUMYBAJIM TTOYATKOBY MOJBIiTHY KOMOIHOBaHY TepaIilo MAIIUTEHTAHOM 1 Tajanadiiom
a00 TTOYaTKOBY MOTPiitHY KOMOIHOBaHY Teparnito MaruTeHTaHoM 10 Mr oauH pa3 Ha 100y,
TajganadiiioM y 1nuiboBid 1031 40 Mr oauH pa3 Ha 100y 1 cenekcunaroM g0 1600 Mkr Ha
100y [421]. TRITON nepeBakno BkitouaB naitieHTiB 3 JIAI'/CJIAI'/JIAT, inmykoBaHO1O
nikapcekumu 3acobamu/Tokcuaamu, abo JIAI'-3CT. Ha 26-my tmwxai OJIC 3HU3HMBCS Ha
52% 1 54% BiamoBimHO HA MOBIMHIN a00 MOTPiMHIA KOMOIHOBAHIM Teparii, a TUCTAHITiS
6-XT 36inpmumiaace Ha 55 1 56 M BigmoBimHO. CepeHE TEOMETPUYHE CIIBBIIHOIICHHS
HKMHYVII Bix BuxigHoro piBHA a0 26 TwxHs ctaHoBwiIo 0,25 1 0,26 BignoBigHo. OTxe,
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TRITON He mpoJIeMOHCTpYBaB MepeBar nepopaibHOi MOTPIHOT KOMOIHOBAHOI Teparii
MOPIBHSIHO 3 MEPOPaTbHOIO MOJBIHHOK KOMOIHOBAaHOIO TE€pami€lo, aje MiATBEPAMB, 1110
CYTT€B1 TOKpAIEHHS TI'€MOJMHAMIKM Ta (I3UYHOI 3JaTHOCTI MOXKHA OTPUMATH 3a
JIOTIOMOT0I0 TOo4YaTKOBO1 KoMOiHoBaHO1 Tepamii AEP/I®OJIE-5. HeobxinHi monmanbiii
JTOCHIPKeHHsI, 11100 BU3HAYMTH, YU BIUIMBA€ MOTpiliHa koMmOiHoBaHa Tepanis JIAIT Ha
BiJIJAJIEH] PE3yIbTaTH.

Ha migcraBi moka3iB, OTpUMaHKMX Yy IMX Ta IHIIMX JOCHikeHHAxX [303,422-424],
MoyaTkoBa MojBiiiHa komOiHoBaHa Tepamis 3 AEP ta i®JIE-5 pexomennmoBana s
namieHTiB 3 Broepiie giarHoctoBaHoro JIAIT 13 HuU3bKMM a00 TPOMDKHHM PHU3UKOM.
[loyatkoBa mepopajibHa TMOTpiiHA KOMOIHOBaHAa Tepamisi HE PEKOMEHJOBaHa,
BPaxOBYIOUM MOTOYHY BIICYTHICTh JIOKa3iB, IO MIATBEPIKYIOTh €()EKTUBHICTH III€T
cTparerii. Y Nami€eHTIB 3 BUCOKMM PHU3UKOM CJiJl PO3IMVIAHYTH IMOYATKOBY MOTPIAHY
KOMOIHOBaHY Teparito, BKIIFOYaK4X B/B a00 T1/111 aHaJIoT pocTanukiiny [426,427]. Xouya
JI0Ka31 1bOr0 MIAX0AY OOMEXeH1 cepisiMU BUNA/IKIB, ICHYEe KOHCEHCYC, L0 15l CTpaTeris
Ma€ HaMBUIILY UMOBIPHICTh YCIIXY, OCOOJIMBO 3 OTJIsiAy Ha JAaHi peectpy 3 Dpanii, ski
MOKa3ylTh, 10 TOYAaTKOBA TOTpiiiHAa KOMOIHOBaHA  Teparis, BKJIHYAIOUU
BHYTPIIIHBOBEHHUI a00 M/l aHalor MPOCTALMKIIHY, acoIlifoBajiacd 13 Kpalium
TPUBAJIUM BHKMBaHHSIM, HDK MOHOTeparist abo mojBiiiHa koMOiHOBaHa Teparis [428].
[loyaTtkoBy mnoOTpiiiHy KOMOIHOBaHYy Teparilo, sKa BKJIOYala B/B a00 T/mI aHaior
IIPOCTAMKIIIHY, TAKOXK CJIIJT PO3IJISHYTH Y TAIlIEHTIB 3 TPOMIKHUM PU3UKOM, SIK1 MAIOTh
CEepHO3HI TeMOJAMHAMIYHI MOpPYIICHHS (HANPUKIAA, IEHTPAJbHUNA BEHO3HUNU THUCK
>20 MM pr.cT., Al <2,0 n/xB/M?, IYO <31 mn/m? ta/a6o OJIC >12 on. Byna) [238,426].

Pexomenpariii 1mo0 mo4aTkoBOi MEpopaibHOI MOABIMHOT KOMOIHOBAaHOI Teparii
6azyrotbes Ha niutadHi | TIJIKIT (momaTkoBi mani, po3ain 6.2). Xouya KUTBKICTh J0Ka3iB
HU3bKa, TMOYaTKOBa mepopaidbHa komOiHoBaHa Tepamis 3 AEP Tta i®JIE-5 nocsrae
BOKJIMBHUX IUICH IOJI0 TMOKpAIICHHS CHUMNTOMIB ((YHKIIOHATBHUM Kiac), (Gi3udHOi
3JIaTHOCTI, CEpLIEeBUX Ol10OMapKepiB Ta 3MEHIIEHHS KUTBKOCTI TOCTiTaIi3aIlii.

Pexomenpaniiina Ttaboaunss 8A. PexoMmenaaumii moao JIiKyBaHHSI He-
BazopeakTuBHuUX namieHTiB 3 IJIATI/CJIAT/JIAT, acouniiioBaHOW JiKapCbKUMH

32¢00aMH/TOKCMHAMM, Y HANICHTIB 0€3 CyNMyTHIiX cepleBo-JereHeBHX 3aXBOPIOBAHD
Pexomengamii Kaac PiBennb
peKoMeHamii | 10Ka30BOCTi

Pexomenaanii o010 noYaTKoBoOI Tepamii

Y mnamientie 3 [JIAT/CIIAT/JIAI, iHIyKOBaHOIO JIIKAPCHKUMU
3ac00aMu/TOKCMHAMHU, SIKI MAIOTh BUCOKUN PU3UK CMEPTi, TOYAaTKOBA

koMmOiHoBaHa Tepamis iDJE-5, AEP Tta B/B / n/m1 ananoramm lla <
IPOCTAIMKIIIHY MOBUHHI 6YTH PO3IIISHYTI

Pexomengamii o0 JiKyBaJabHHUX pPillIeHb B IIPOLECi CIIOCTEPEeKEeHHA

[Mamienram 13  IJIAT/CJIAT/JIAI, iHAyKOBaHOK JTIKapCHKUMH

3ac00aMHU/TOKCHHAMH, K1 MAlOTh MPOMDKHMHA a00 HU3BKHUH PHU3HMK Ia B

cmepti mig uac JikyBaHHs AEP/i®JIE-5, cmin  posriasHyTH
MO>KJIMBICTB JI0JlaBaHHs cenekcumnary [419]
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VYV mnamientisB 3 UIAI/CJIAI/JIAI, iHOyKOBaHOIO JIKAPCHKUMH
3ac00aMU/TOKCHHAMH, SIKI MAIOTh TPOMDKHUN-BUCOKHIA 00 BUCOKUI
pusuk cMmepti Ha ¢oui mikyBanus AEP/i®JIE-5, cmin posrisnyTa ITa C
J0JJaBaHHA B/B a00 I/1 aHAJIOTIB MPOCTAIMKIIIHY Ta HAIIPAaBICHHS Ha
4epry 3 MPUBOJy TPAHCIUIAHTAIlii JIETEHb

VYV mnamientiB 3 UIAI/CJIATI/JIAI, iHOyKOBaHOIO JIKAPCHKUMH
3ac00aMHU/TOKCHHAMHM, SIKI MarOTh CepeHii a00 HU3BKUN pPU3HK
cmepti Ha ¢oni mikyBanHs AEP/i®JIE-5, wmoxHa po3risHyTH
MomBicTh iepexony 3 i®JIE-5 Ha pionuryat [429]

I1b B

Pexomennaniiina Ta0aunsa 8b. Pexomenmaumii momo JIiKyBaHHSL He-
BazopeakTuBHUX mnamieHTiB 3 IJIATI/CJIAT/JIAT, iHAYKOBaHOK JiKapCbKUMH
32c00aMM/TOKCMHAMH, Y NAICHTIB 6€3 CYNyTHIiX cepUeBo-ereHeBUX 3aXBOPIOBAHD

Pexomengamii Oninka
SxicTh Cuaia Kaac PiBenn
JIOKa3iB pexomMenaanii | pekoMeHaalii | 10Ka30BOCTi
Pexomenaauii o010 noyaTkoBoi Tepamii
[Tamientam 13 IJIAI/CJIAT/JIAT, HU3bKa YMOBHa
1HYKOBaHOIO JTIKapCbKUMU

3ac00aMU/TOKCHHAMH, SKI MaroTh
HU3bKUN a00 NPOMDKHUN PHU3KK
CMEpTi, PeKOMEHIOBaHa MOYaTKOBA
kombOinoBana tepamis 1DJ[E-5 Ta
AEP [166]

AEP — aHTaroHiCTM €HIOTENTIHOBHMX PpENENnTOpiB, B/B — BHyTpimmHbOBEHHO, IJTAT' — imiomaTwuHa JereHeBa
aptepianpHa rineprensis, iJIE-5 — inribitopu dpocdhomiecrepasu 5, JIAI' — nereHeBa aprepiaibHa TiIepTEH3Is,
m/mr — migmkipao, CJIAT — cagkoBa JieTeHeBa apTepiaibHa TilepTeHsis.

* — Kapmio-iereHeBi CynmyTHI CTaHH YacTillle 3yCTPIYalOThCS Y JIIOJEH MOXUIIOTO BIKY Ta BKIFOYAIOTH (haKTOPH
PHU3HKY CepIeBOi HEJOCTaTHOCTI i3 30epexeHor0 (pakimie€lo BHKHAY, a caMe OXHPIHHS, IIYKpOBHU miaber,
ImeMigHy XBOpOOY cepiis, apTepiaibHy TilepTEeH3i0 B aHaMHe31 Ta/ab0o HU3bKY OuQY3iiHY 31aTHICTH JIET€Hb.

** _ TlouaTKoBa MOTpiiiHa KOMOiIHOBaHA Tepartisi, sika BKiItodae B/B / n/ur. TIpocTanuKiIiHOBI aHATIOTH MOXYTh
TaKo)k OOTOBOPIOBATHUCS Y MAITIEHTIB 3 MPOMDKXHIM PHU3UKOM, ajie i3 TSHKKIME TeMOJANHAMIYHIMI [TOPYIISHHSIMHI
(HaIpHIKIIAJL, THCK B TIPABOMY Hepencepai >20 MM PT.CT., CepleBHil iHaeke <2 JI/XB/M?, iHIEKC yIapHOro 06’eMy
<31 mur/M?, omip nereneBux cyauH >12 ox. Byma).

Pexomennaniiina tabauus 9. PexkoMeHnaanii moao mo4arkoBoi mepopajibHON
koMOiHOBaHOI Tepamii aas mnaumieHTtiB 3 IJIAT/CJIAT/JIAI, iHAyKOBaHOIO

JIiKAPCHKUMH  32C00aMM/TOKCHHAMH, 0e3  CymyTHIX cepueBoO-JereHeBHX
3aXBOPHOBaHb
Pexomengamii Kaac PiBennb
pexoMeHaalii | 10Ka30BOCTi
PexomeHtyeThcsl IOYaTKOBAa KOMOIHOBaHa Teparis aMOpi3eHTaHOM 1 B
taganadintom [166,420,423]
PexoMeHyeThCsl mOyaTKOBa KOMOIHOBaHa Teparrisi MAIIUTEHTAHOM 1
X B
taganadinom [421,430]
ITouaTkoBa KOMOiIHOBaHa Teparlisl JiKapchbKuM 3acobom rpynu AEP
. Ila B
ta i®JIE-5 moxe Oyru posrnsayra [430]
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[TouaTkoBa Tepartis MALIMTEHTAHOM, TaAada(iIoM i CEIIEKCUTIaroM He B
€ peKoMeHJ0BaHo0 [421]

AEP — anTaronictu eHaoTeniHoBux penenrtopis, i®JIE-5 — inridiropu dochomiecrepasu 5.

Komenmap pobouoi epynu: y 36’a3ky 3 eiocymuicmio 8 YKkpaiuni 3apeccmposanux
ananoecie npocmayuxininie o nlw abo 6leé esedenmns, y nayienmieé 6UCOKO20 PUBUKY
cmepmi modice bymu pozenaHyma kKomoinosana mepanis iQ/E-5, anmaconicmom AEP,
[HeANAYTUHUM 1IONPOCIOM.

6.3.4.2. Jlikysanwvni pekomenoauii nio uac cnocmepexrceHnsn 3a nauicnmamu 6e3
CYnymmuvoi cepueso-iezenesoi namonozii

[Mamientn 3 JIAIT moTpeOyroTh pEryJspHOTO CIIOCTEPEKEHHS, BKIIOYAIOYN
cTpatu(ikamilo pu3MKy Ta OUIHKY edexty Tepamii. [lamieHTn, ikl nepednuind B rpymny
HU3BKOTO PU3HMKY, MalOTh HabaraTo Kpally JOBMOCTPOKOBY BII)KMBAHICTh MOPIBHSHO 3
naiieHTaMu 31 TMallieHTaMu CepeHhOro abo BUCOKOTO PHU3MKY [292,295,296]. Takum
YUHOM, JOCSATHEHHS Ta IATPUMKA MPO]iII0 HU3BKOIO0 PU3UKY € KIFOYOBOK METOIO
BeeHHs narieHTis 13 JIAT .

Kinbka K11HIYHMX BUIPOOYBaHb OIIIHIOBAIM Oe3MeKy Ta e(heKTUBHICTh MOCIIJOBHOT
koMOiHoBaHoOi1 Tepanii y namieHTis 3 JIAI'. Jlo nocnimxennss SERAPHIN Gyno BkitoueHo
742 mnamientn 3 JIAD, nmepeBaxkno 3 IJIAI'/CJIIAT/JIAT, iHIyKOBaHOIO JIKApPCHKUMH
3acobamu/Tokcunamu, abo JIAI'-3CT, 3 skux 63,7% oTpumMyBaiIH 1HIII JIKapChKi 3aco0U
Bix JIAI' Ha MOMEHT BKJIFOUEHHS, IepeBaXkKHO cuiieHadn [167]. Y miarpyri namieHTiB 13
6a3oBoto Teparniero JIAI manuterTan y 1000Bii 1031 10 MT 3MeHIITyBaB PU3HUK KIIHIYHUX
yCKJIaiHeHb mopiBHsHO 3 miamebo (HR 0,62; 95% M1 0,43-0,89) [167].

GRIPHON orintoBaB 0Oe3neky Ta e(exTuBHICTh cenekcunary [419]. ¥V upomy
JTOCHIJDKeHH1 B3siim  y4dacth 1156 mamientiB 3 JIAI, Takoxk mepeBaxHO 3
LJTAT/CJIIAT/JIAT, iHaykoBaHOW JiKapchKHUMHU 3acobamu/TokcuHamu, abo JIAI-3CT,
K1 paHillie He OTPUMYBAJIM JIKyBaHHS a00 orpuMyBanu ¢oHoBy Tepanito AEP, i®JIE-5
a00 koMOiHarliero 000X Jikapchkux 3aco0iB. Cenekcunar y 1031 70 1600 MKr 2 pa3u Ha
no0y OyB mTOB’s3aHUN 31 3HWKEHHM PH3UKOM TOJMIM, TOB’S3aHUX 13 KIIHIYHUM
MOTIPIICHHSM, HE3QJIeKHO BiJl CYNyTHHOTO JIKyBaHHA. B iHIIOMY JOCTUIKEHHI Yy
MAIliEHTIB, SKI OTpUMyBaJiM KoMOiHOBaHy Ttepamito AEP/i®JIE-5 (n=376), pusuk
KIIHIYHOTO TIOTIpIIeHHS OyB HIKYMM TPU 3aCTOCYBaHHI CEJIEKCHIMary, HiK TIpH
3acrocyBanHi iamne6o (HR 0,63; 95% /11 0,44-0,90) [431].

BrmnuB komOiHOBaHOi Tepamii Ha TpuBalie BIKMBAaHHS maIlieHTiB 3 JIAT
3anmumaeThesi HesicHuM. Meta-anami3z 2016 poky mpoaeMOHCTpyBaB, 1m0 KOMOIHOBaHA
Tepamis (moYaTKoOBa Ta TMOCIITOBHA) Oyia TOB’s3aHa 31 3HAYHUM 3HIDKCHHSIM PH3UKY
KJIIIHIYHOTO ToTripiieHHs (BimHocHUH pusuk 0,65; 95% I 0,58-0,72; P<0,0001) [432];
OJIHaK CMEPTHICTh BiJl ycix npuunH He 3uu3miack (HR 0,86; 95% JII, 0,72-1,03; P=0,09),
1 3HaYHA YaCcTKa MAI[IEHTIB MaJia KIIHIYHI TOTIpIIeHHS a00 momMepiia, He3Ba)Karo4yu Ha Te,
oo OTpuMyBaja KOMOIHOBaHy Teparmito. KpiM TOro, naHi peectpy IMoOKazald, IO
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BUKOpPUCTaHHS KOMOIHOBaHOi Tepamii 3pocio 3 2015 poky, ane He OyJo YITKOTO
MOKpAIeHHs 3arajbHOro BrkuBaHHS [428,433,434]. Lli nmani Oynu MiATBEpPUKCHI
JOOCIIDKEHHSIM, $IKE IOKa3ajlo, II0 MEHUIE IOJIOBUHU MAIlEHTIB, SKI OTPUMYBAIH
mo4yaTkoBy KoMOiHOBaHy Teparnito 3 AEP ta i®JIE-5, nocsariu ta miarpuMyBaiiu npodijib
HU3BKOTO pU3uKy [422].

ITepexin 3 1®JIE-5 Ha pilonuryar TaKoXX pO3IJISIAABCA SK CTpaTeris eckajailii
mikyBanHs [429,435]. REPLACE — 1ue paHaoMi3oBaHe, KOHTPOJIbOBaHE, BIIKPUTE
JOCJIJDKEHHSI, Y AKOMY Opalii y4acTh NALI€HTH, SIKI OTPUMYBAJIM TEparil0 Ha OCHOBI
1OJIE-5 ta mepebyBanu B III ®K BOO3 1 manu guctanuito 6-XT 165-440 m [429].
HocmipkeHnst niepeBakHO BiJIouano mnarieHTiB 3 [JIAI/CJIAT/JIAT, iHmykoBaHOIO
nmikapchbkuMmu  3acobamu/ToxkcuHamu, abo JIAI-3CE, ski Oynum panaomizoBaHi s
npoaosxenHs npuitomy 1OJIE-5 ab6o nepexony 3 i®JE-5 Ha piouuryat y 1031 ax 110 2,5
MT Tpuui Ha a00y. JlochimKeHHs JOCSATJIO OCHOBHOI KIHIIEBOi TOUYKH, SIKa Ha3WBaJlacs
KJIHIYHE TIOKpAIEHHS», K€ SBIISNIO COOOK CYKYMHICTH MOMEPEIHbO BU3HAUYCHUX
nokparnienb auctanilii 6-XT, ®K BOO3 ta HKMHVII na 24-my Ttwxhi. Kniniune
MOKpAIlleHHs Ha 24-My THXXKH1 OyJI0 TPOJEMOHCTPOBaHO y 41% maIieHTiB, K1 nepenum
Ha pionuryar 1a y 20% nartieHris, siki npoaosxuiau npuiiom i1®JIE-5 (HR 2,78; 95% I,
1,53-5,06; P=0,0007). Kpim Toro, y MeHIIOi KUIbKOCTI MAI[IEHTIB y TPyIi PIOLMUTyaTy
crioctepiranocs kiainiune moripmenns (HR 0,10; 95% /1, 0,01-0,73; P=0,0047).

Ha ocHOBiI maHuXx, y3arajibHEHUX BHINE, HACTYIHI peKOMEHAAIli IS MPUAHATTS
pIllIeHb 1IOA0 JIKYBAaHHS I/l YacC MOAJBIIOr0 CIIOCTEPEIKEHHS :

(i) MaIie€HTam, siki JOCSTIIN CTaTyCy HU3bKOTO PU3HKY IICIS OYaTKOBOI Teparii
JIAT, peKOMEHIY€EThCS IPOTOBKEHHS JTIKYBaHHS.
(i) y TAIli€HTIB 13 CepeaHbO-HU3bKHUM PH3UKOM, HE3BaXKAIOYM Ha TepaIiio

AEP/ADME-5, ciig po3riistHyTH MOXKJIUBICTh JIOJAaBaHHS CEJICKCHUTIAry JJIsl 3MCHIICHHS
PU3HMKY KIIHIYHOTO TIOTIpIIEHHS. Y TIMX TAaIli€EHTIB TakKOX MOXKHA PO3TJISIHYTH
MOXJIMBICTD niepexonay 3 i®JIE-5 Ha pionuryar.

(il)  y mamieHTiB i3 CepeaHBO-BUCOKAM a00 BHCOKMM PH3UKOM I dYac
HepopajabHOl Teparii 1oJaaBaHHS B/B €HOMPOCTEHOAY abo B/B/ / I/II TPEMPOCTUHIIY Ta
HaIIpaBJICHHS Ha TPAaHCILIAHTAIlifo JiereHb ciaia po3rstHyta [309,436]. SIkmio momatu B/B
a00 T/II aHAJOTH MPOCTALUKIIHY € HEMOXXJIUBUMHU, MOXKHA PO3IVISTHYTH MOKJIUBICTH
nonaBaHHs cenekcunary abo nepexin 3 id/IE-5 na pionuryar.

Pexomennaniitna taéauns 10. Pexomenaauii moao mociaioBHol KOMOiHOBaHOI
MeanKaMeHTO3HoI Tepamili Aiasa mnaumieHTiB 3 IJIATI/CJIAT/JIAT, iHaykoBaHOIO
JIKApCHKUMHU 32C00aMI/TOKCUHAMH
Pexomengamii Kaac PiBennb
PEKOMEHIAIIl | TOKA30BOCT1

3araJjbHi pekoMeHaanii o0 noc/aiI0BHOI KOMOIHOBaHOI Tepamii

PexomeHtyeTbCcsl TPOBOAUTH BUOIp 0a3MCHOTO JIIKYBaHHA Ta HOTO
ecKaJallio 3riJHO OLIHKM PU3MKY 1 3araJIbHUX CTpaTeriil JIKyBaHHs C
(1uB. pUCYHOK 9)
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Jloka3u J0CTiIKeHb i3 CYKYITHOIO KiHIIeBOI0 TOYKOI0 3aXBOPI0OBAHICTH/CMEPTHICTH SIK OCHOBHOI'O
NMOKa3HUKA e eKTy JiKyBaHHA

Pexomennyerbcst nomaBaHHs ~ManuteHtany po 1OJE-5 abo

NepOPATbHUX/ IHTAAIHUX aHATIOTB MPOCTAUKIIHY JUIs 3HIKEHHS B
PHU3UKY 3axXBOproBaHOCTI/cMepTHOCTI [167,168,437]

Jlonapanus cenexcunary 10 AEP” ta/a6o i®JIE-5 pekomenmyeThes B
ISl 3HIDKCHHS PU3HMKY 3aXBOpIoOBaHoCTi/cMepTHOCTI [418,419]

PexomeHyeTbCS  OJABaHHS MEPOPAITBHOTO TPEHPOCTHHUTY 110

moHoteparnii AEP a6o i®/IE-5/pionuryatom [uis 3HMKEHHST PU3UKY B
3axBOproBaHOCTI/cMepTHOCTI [412,413,415]

JonaBanusi 003eHTaHy A0 cuiaeHadiTy HE PEKOMEHAYEThCS ISt B

3HW)KECHHSI PU3UKY 3aXBOPIOBaHOCTI/cMepTHOCTI [419a]

Joxa3u gocjigzkenb 3 1MHaMiKo10 TecTy 6-XT sik 0CHOBHHM NMOKA3HNUKOM edeKTy JiKyBaAHHSA

HonmaBanHs cwiieHadUTy J0 eMOTPOCTCHOY PEKOMEHIYETHCS IS B
MIBUINCHHS TOJIEPAHTHOCTI 0 (hisnyHuX HaBaHTakeHb [392,438]

Cnig  pO3MISIHYTH  MOMJIUBICT  JIOJABaHHSA  IHTAJAILIMHOTO
TPENPOCTUHLTY 10 MOHOTeparii cuiaeHadiiom abo 603eHTaHOM IS ITa B
MIABHUINCHHS TOJEPAHTHOCTI 10 Pi3nyHKUX HaBaHTaKeHb [411,439]
Cria po3rIsIHYTH MOJKJIUBICTD J0JJaBaHHS pIOLUTyaTy A0 003€HTaHy
JUIA  TIABUIIEHHS TOJIEPAHTHOCTI 10 (I3UYHMX HABaHTaXCHb ITa B
[395,440]

JHonaBanus Taganadiny 10 003eHTaHy MOXe OyTH PO3IJISIHYTO JJIst
MTOKpaIIEHHs TOJIEPAHTHOCTI 10 (QI3MYHUX HaBaHTaKEHb [393]

IIb C

JlomaBaHHSI IHTQSIIHHOTO 1UIONPOCTy J0 OO3CHTaHy MOXHA
pPO3MJISTHYTH  JUJIsL  TIOKPAIEHHS TOJEPAHTHOCTI 10  (DIBUYHHUX IIb B
HaBaHTaXEHb [441,442]

JomaBanHsi aMOpi3eHTaHy 10 cuiijeHadiTy MOXKHA PO3TIISTHYTH JIst

. ; ITb C
MTOKpaIIeHHs TOJIEPAHTHOCTI 10 (QI3MYHUX HaBaHTaXEHb [443]
JonaBanHs1 003€HTaHY 10 CHJICHA(UTY MOKE OYTH PO3IIISIHYTO IS 1Ib C
MOKPAIICHHS TOJEPAHTHOCTI 10 Qi3MUHUX HaBaHTaxeHb [419,444]
JonaBanus cuiigeHadiny 10 003eHTaHy MOXKE OYTH PO3IIISIHYTO IS 1Ib C

MIABHMINCHHS TOJEPAHTHOCTI 10 Gi3MYHKMX HaBaHTaKeHb [444-446]

[Hmi mocmimoBHI TOABIMHI a00 MOTPIMHI KOMOIHOBaHI Teparii
MOXYTb OYTH PpO3TJSHYT1 JJIs TOKpAIIEHHS TOJIEPAHTHOCTI M0 IIb C
(hIBUYHMX HAaBaHTKEHB Ta/a00 mosermeHHs cuMnromis JII

Joka3zm [ociailkeHb i3 0Oe3me4HicTIO KOMOIHOBaHOI Tepamii SIK OCHOBHHUM IOKA3HMKOM
pe3yabTary

Kom6inauis i®JIE-5 Ta pionuryary He pekoMeHayeTbes  [389] ; B

AEP — anTaronictu engoreninoBux perentopis, 3CT — 3axBoproBanHs crioydHoi TkaHUHH, 1D /IE-5 — inTibiTopn
tdochomiecrepasu 5, JIAI' — mereneBa aprepianbHa rineptensis, JII' — nerenesa rimeprensis, CJIAI' — cnagkoBa
JIiereHeBa aprepiaibHa rineprensis, 6-XT — TecT mecTUXBUIMHHOI XOIB0H.

* — AEP, saki BukopucroByBaiu B gociipkeHHi GRIPHON, Oynu 603eHTan Ta aMOpizeHTaH.

**—V nocnimxenni PATENT plus BukoprcToByBaau koMOiHalito cruiiieHadily Ta piouuryarty, xodya KOMOiHais
pionuryary 3 Oynab-sikumu i®/IE-5 nporumnokazaHa.
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6.3.4.3. JIAI y nauienmis 3 cynymHimu cepyeso-ie2eHesumMu 3ax60p06aHHAMU

3a ocTaHHE AecATWIITT Jemorpadis Ta XapakTepucTHKu mnaiieHTiB 3 [JIAT
3MIHWJIACS, OCOOJIMBO B MIPOMHUCIIOBO PO3BHHEHUX KpaiHax [447]. ¥ KUIbKOX Cy4acHUX
peecTpax cepefHid Bik maiieHTiB 3 giarHo3oMm IJIAI' cranoBuB npubmauzHo 60 pokiB i
ounpiie [161,295,299,447,448]. bBaraTo JiTHIX MaIli€EHTIB MarOTh CEPICBO-JIETCHEBI
CYMyTH1 3aXBOPIOBaHHS, 1110 YCKJIaaHIOE po3mexyBanHs JII' rpynu 2 1 rpynu 3. Cepen
MalI€HTIB JITHHOrO BiKy 3 aiarHo3oMm IJIAI' BusBIEHO [1Ba OCHOBHHMX (PEHOTHUIH
3axBoproBaHHs. OauH (eHOTUN (TyT HA3UBAETHCS (PEHOTUIIOM JIIBUX BIAAUIIB Ceplis)
CKJIAJA€ThCsl 3 JITHIX MAaLI€HTIB, MEPEBAXKHO XKIHOK, 3 ¢akropamu puzuky CH36DB
(Hanpukian, TinepTeH3is, OXupiHHA, Alader abo imemiuHa XBopoOa cepls), aje
npekaniispua JII', a He moctkanuisipHa JII' [449,450]; 6nu3bko 30% 1ux mMaifi€HTIB
MaroTh GiOpuisIito nepeacepab B anamue3i [161]. [Hmmit peroTun (Tak 3BaHU# ceprieBo-
JIereHeBUIl (PeHOTHI) CKIIAJIA€ThCS 3 MAIIEHTIB JIITHBOTO BIKY, IEPEBAKHO YOJIOBIKIB, SIK1
maroTh HU3bKYy DLCO (<45% Big HpOrHO30BaHOTO 3HAYCHHS), YacTO TiMOKCEMIlO,
3HAYHUN JTOCBIJl MAJIIHHA Ta HAABHICTH (DAKTOPIB PU3UKY 3aXBOPIOBAHb JIIBUX BIIJUIIB
cepus [77,78,161,451]. V knactepHomy aHaiizi 841 maiieHTta 3 Brepiie 1iarHOCTOBAHOO
LIAT 3 peectpy COMPERA 12,6% manu knacuyHuid (EHOTHIT MOJIOAUX TAIlI€HTIB,
NePEBaYKHO KIHOK, 0€3 CYIyTHIX CepIeBO-JIEreHEBUX 3aXBOPIOBaHb, TO1 K 35,8% Manu
denotun niBUX BIAALTIB cepus, a 51,6% — cepueBo-nereneBuit penotun [161].

Hemae >xogHuX JOKa30BMX TMpaBWiI ISl BU3HAYEHHS (EHOTUNY TMAaIll€HTA.
Hocmimkenass AMBITION BUKOPHCTOBYBaJIO HAIBHICTh OUTBINE TPhOX (PAKTOPIB PUBHKY
3aXBOPIOBAHHS JIIBUX BIJIILIIB CEPIlT pa3oM 3 IIEBHUMH FeMOJUHAMIYHUMH KPHUTEPISIMU,
mo0 BUKIIOYUTH TAIIEHTIB 3 TEpPBUHHOrO aHamizy [166]. OmHak 3rajgaHuii BUIIE
knacrepuui ananiza COMPERA BusBUB, 110 HAasSBHICTb OJHOTO (paKTOpa PUBHKY MOXKE
smiauTd (peHotun [161]. Odikyroun OTpUMaHHS JOJATKOBUX JAHUX, JIJII BH3HAYEHHS
(heHOTHUITY TaIli€EHTA CJIiJT BAKOPUCTOBYBATH 3arajibHUN PO ib.

[TopiBHSHO 3 MaIliEHTaMH 0€3 CYNyTHIX CePIIeBO-JIETeHEBUX 3aXBOPIOBAHb, MAIIEHTH
3 CEpIICBO-JICTEHEBUMH CYITYTHIMH 3aXBOPIOBAaHHSMM TipIie pearyroTh Ha Teparnito JIATL,
IMOBIpHIIIIE TPUIHUHATH €W JIKAapChbKUN 3acid uepe3 HEedEeKTUBHICTH ab0 IOTaHy
MEePEHOCUMICTh, MEHIIT IMOBIPHO, 110 BOHU JIOCITAIOTh CTATYCy HU3BKOTO PU3HKY T4 BOHU
MalTh BHUIYy CMEPTHICTh. XoOYa CKOPUTOBaHA 3a BIKOM CMEPTHICTh MAIli€HTIB 13
(dbeHoTUOM JTIBUX BIAIUIIB Cepisi, 3[a€ThCsl, MOAIOHA JO CMEPTHOCTI TAIIEHTIB 13
kinacuyHoro JIAT, mamieHTu 3 ceprieBo-iereneBuM ¢penoturnoM i Hus3pkoro DLCO maroTh
0CO0JIMBO BUCOKHIA pU3uK cMepTHi [77,78,161,450,451].

OCKITbKM TAIIEHTH 3 CYNYTHIMH CEpIIeBO-JIETEHEBUMH 3aXBOPIOBAHHAMH OYJU
HEJI0OCTaTHHO TIpeIcTaBiieH] B nociipkeHHsax JIATT abo BUKITtOUeHI 3 HUX, JUIS Ii€T TpyIH
MAaIli€eHTIiB HE MOXKHA 3POOWUTH KOJHMX PEKOMEHAAIlid MO0 JIIKyBaHHS Ha OCHOBI
nokasis. JlaHi peecTpy CBiIYaTh MO TE, M0 OUTBIIICTH JIKApiB BUKOPUCTOBYIOTH 1D JIE-
5 K OCHOBHY TepalIrito JyIs IUX narieHTiB. [Hkomm 3actocoByroThest AEP abo xomOiHarmii
AEP/i®]JIE-5, ane wacToTa mpuUnMHEHHS JIIKYBaHHSI BUINA, HIK Y MAI[IEHTIB 13 KITACHYHOIO
JIAT [447,450]. Anani3 miarpyn Bix AMBITION, sikuii o11iHIOBaB BiAMIOBIIb HA TEPAIIito
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JIAT" y 105 narieHTiB, siki OyJu BUKIIIOUEHI 3 TPYIIU NEPBUHHOTO aHaNI3y yepe3 (eHOTUI
JIBUX BIAJUIIB Ceplis, BUSABHB, IO LI MALEHTH — MOPIBHAHO 3 NAalllEHTaMU B TPYIIl
NEPBUHHOIO aHAI3y — Majd MEHILIE KJIHIYHE IMOKpalleHHS Ta OUlblly MMOBIPHICTB
MPUIMHEHHS 3aCTOCYBAaHHS JIIKAPCHKOTO 3ac00y yepe3 0e3NeKy Ta MepeHOCUMICTb K Mpu
MOHOTepaIIii, TaK 1 IpY MOYaTKOBI KoMOiHOBaHii Teparmii [449]. ani 3 peectpy ASPIRE
npoaeMoHcTpyBayii, 1o namieHtu 3 IJIADT 1 cepreBo-nereHeBUM (PEHOTUIIOM MaH
MeH1Ie nokpaileHHs piznynoi 3aaTHocTi Ta ripui [TPIII y nopiBHAHHI 13 Nalll€EHTaMU 3
knacuunoto IJTAT [451].

VY namieHtiB 13 ¢geHoTUNOM JBUX BIiAAUIB cepus Tepamisi AEP moB’s3ana 13
HiABUIIEHUM PHU3UKOM 3aTpuUMKu piguHu [449]. Kpim Toro, y maifi€eHTiB 13 CEplEeBO-
JereHeBUM (QeHoTUnoM JiKyBaHHS JIAIT MOXXe CIpUYMHUTH 3HWKCHHS TTepUPEPUIHOTO
Hacu4eHHs kucHeM [452]. OnyOikoBaHO Hebarato JaHuX MO0 JOCBINY 3aCTOCYBaHHS
aHAJIOT1B MPOCTAIMKIIIHY a00 aroHICTIB MPOCTALMKIIHOBUX PELENTOPIB Y 1i€i KaTeropii
naiieHTiB [453].

BincyTHICTh NEpPEeKOHIMBHUX JOKa3iB IIOAO JIKYBAaHHS MAalI€HTIB JITHBOTO BIKY 3
JIAT' Ta cymyTHIMH CepIIEBO-JISTCHEBIMH 3aXBOPIOBAHHSIMHU YCKIIATHIOE CTBOPCHHS
pEeKOMEeHIaIli 1010 JIIKYBaHHsI, TOMY TAIlIEHTIB HEOOX1THO KOHCYJIbTYBAaTH BIATIOBITHO.
Uepe3 BiICYTHICTh JOKa31B OO0 CTpaTEerid JiKyBaHHS LMX MAIIEHTIB cTpaTtudikaris
pPU3UKY Mae OOMEXKEHY KOPUCTh JIA MPUHHATTA TepaneBTHUYHUX pimeHb. [loyaTkoBa
MOHOTeparris (IUB. AOJATKOB1 JaHi, TaOauisg S3) peKOMEHJI0BaHA JJIsi OUTBIIOCTI IHMX
naiieHTiB, npuaomy i®JIE-5 € HalO1IbII IMPOKO BUKOPUCTOBYBAHOIO CIIOIYKOIO 3T1THO
3 nmanumu peectpy [161]. IMoganeini pimeHHS 00 JIKYBaHHS MOBUHHI MPUMMAaTHCS
IHAUBINYaIbHO y criBIpali 3 eHTpom JII' Ta MiclieBUMH JIiKapsIMHU.

Anroput™ JikyBaHHs namieHTiB 13 JIAI' mokazaHuii Ha pUCYHKY 9 1 B CYyIIPOBITHOMY
PO31T1, IO ONUCYE ANTOPUTM JIKYBaHHS.

Pexomenpaniiina Tadauus 11. Pexkomenpamii momo JiikKyBaHHSI He-
BazopeakTuBHUX namieHTiB 3 IJIATI/CJIAT/JIATL, iHayKoBaHOW JiKapCbKUMH
32c00aMH/TOKCHHAMH, SIKi MaI0OTh CYIYTHi ceplieBo-/1ereHeBi 3aXBOPIOBAHHS

Pexomennamii Kuaac PiBenn
peKkoMeHauii | J0Ka30BOCTI

Pexomenaanii 1Jis1 104aTKOBOI Tepamii

VY namientie 3 UIAI/CJIAT/JIAL, iHAYKOBaHOIO JIKAPCHKUMH
3ac00aMU/TOKCMHAMH, Ta  CYIYTHIMH  CEpIEBO-JIETEHEBUMU
3aXBOPIOBAHHIMH CIIiJI PO3TIITHYTH MTOYaTKOBY MoHoTeparnito iD/IE-
5 abo AEP

Pexomengamii o0 JiKyBaJabHHUX pPillIecHb B IIPOLECi CIIOCTEPEKEeHHA
VYV mnauientis 3 IJIAI/CIIAI/JIAL, iHIyKOBaHOWO JIKapCHbKUMHU
3ac00aMHU/TOKCHHAMM, 13  CEpLEBO-JIET€HEBUMHU  CYNYTHIMHU
3aXBOPIOBAaHHAMM, SIKi MatOTh IPOMDKHUNA a00 BUCOKUH PU3HK CMEPTi IIb C
mig yac moHoteparnii i®JIE-5 a6o AEP, nonarkose mikyBanus JIAT
MOJKE€ PO3IJISAaTUCS Ha IHIUBIAYalIbHIN OCHOBI

IIa C
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AEP — anTaronictu enorteniHoBux peuentopis, JIAI" — igionatnyna nerenesa aprepianbHa rineprensis, id®/IE-
5 — inriditropu docdomiecrepasu 5, JIAI' — nerenesa aprepiaibHa rinepTeH3is.

— KappionmynsMoHanbHI 3aXBOPIOBaHHSI IEPEBAKHO 3YCTPIUaIOTHCS Y MAIIEHTIB MOXUIIOTO BiKY Ta BKJIIOYAIOTh
(akTOpH pU3UKY cepleBOi HEAOCTATHOCTI i3 30epekeHO0r0 (GPaKLicro BUKUAY TaKi SIK OKUPIHHS, IIYKPOBHIA Aiaber,
ilmemiuHa XBopoba ceplls, apTepiaibHa rinepTeH3is B aHaMHe31, Ta/a00 3HmKeHHs Tu(y3iHHOI 31aTHOCTI JIeTeHb.

6.3.5. Bzaemonuis JlikapcbKHX 32C00iB

Cepen nikapcbkux 3aco0iB Tepanii JIAIT kniHiyHO 3HAuyl(l (apMaKOKiHETHYHI
B3a€MO/IIi CTIOCTEPIraloThCS MK O03€HTAHOM 1 cuiiieHa(UIOM (3HMKEHHS! KOHLIEHTpaLlii
cunaeHadury B mwasmi kpoBi [385]), 603eHTaHOM 1 TOPMOHAIBHUMH KOHTpAIENITUBAMU
(3MeHIIeHHsT e(eKTUBHOCTI KoHTpauentuBiB [361]), a Takoxx OO3eHTaHOM 1
antaronictamu Bitaminy K (ABK) (weoOximno kopuryBanus pno3u ABK [386]).
JlonatkoBi (papMakOKiHETHYHI B3a€MO/Iii, sIKI MalOTh MOTEHI[IWHE KJIIHIYHE 3HAYCHHS,
nepepaxoBaHi B JOJAATKOBUX JAaHUX, TaOIHIll S4.

6.3.6. InTepBeHLiiiHe JIKyBaHHA

6.3.6.1. banonna nepedcepona cenmocmomia ma uiynm Ilommca

banonna nepencepana cenrocromis [454,455] uepes CTBOPEHHS MIKIIEPEICEPIHOTO
myHTta, i mwyHT [lorrca [456-459], sikuii 3’eHye JiBY JIETCHEBY apTEpil0 Ta HU3XIAHY
aopTy, CIIPSIMOBaH1 Ha JICKOMIIPECIO MPAaBUX BIIJUIIB CEPIls Ta 30UIBIICHHS CUCTEMHOTO
KPOBOTOKY, THM CaMUM IOKPAI[ylOYl CUCTEMHHN TPAHCIIOPT KHUCHIO, HE3BA)KAlOYM Ha
Jecarypailito apTepiayibHOT KpoBi. OCKUIBKY I TIPOIIEAYPH € CKIAJHUMHU Ta MOB’s3aHi 3
BUCOKMM PHU3UKOM, BKIIIOYAIOUHM 3HAYHY TMEPUIIPOLIENYPHY CMEPTHICTh, BOHU PIAKO
BUKOHYIOTbCA TarieHTaMm 3 JIAI' 1 MOXyTb po3risiaTHCs JHIIE B IEHTPAX, SKI MAIOTh
JOCBIJ] y IIUX TEXHIKaX.

6.3.6.2. /lenepeauin nezenesux apmepiii

OOGrpyHTYBaHHS IPOBEACHHS JeHepBallii JereneBux aprepiit (IJIA) rpyHTy€eThCS Ha
MOCWJICHHI CUMIIATUYHOTO TIepeBaHTaXeHHs, XapakrepHoro s JIAL, sike acoIlitoeTbes
13 moranuM mporao3om [460,461]. Xouya BHECOK ITLOTO MeXaHi3My B po3BUTOK JIAI He
MOBHICTIO 3PO3yMUTHH, BiH TIOB’SI3aHUM 31 3BYXKEHHSAM CYIAUH 1 PEMOICITIOBAHHSIM
OCTaHHIX 1 peani3yeThes uepe3 Oapopediiekcu, 1MoB’ s13aHi 13 penenTopaMu, siki pearyroTh
Ha pO3TATYBaHHsA Ta po3TtamoBani y Oipypkamii JIA [462,463]. 3actocyBaHHs
paaioyacToT MOKpallye reMOJAMHAMIYHI MapaMeTpy MpH BiACTPOUYECHOMY TOCTPOMY Ta
XpOHIYHOMY 3acTocyBaHHI [464]. OnHak B 0araToneHTPOBUX KIIHIYHHX JOCIIKCHHIX
Hapasi MaJo J0Ka3iB, K1 IEMOHCTPYIOTh KOpUCTh JIJIA y marfieHTiB, 110 BKE OTPUMYIOTh
PEKOMEHIOBaHYy MEAMKAMEHTO3HY Tepariio. HeBenmuke OaraTtoreHTpOBE MOCTiIKEHHS
nepeBipsuio  gomunbHICTE  JIJIA 3 BHUKOPUCTaHHSAM  BHYTPIIIHBOCYIAMHHOTO
VIBTPA3BYKOBOTO KaTeTepa y TMAIIEHTIB, SKi OTPUMYBAIM MOJBiHY a00 MOTPIHHY
tepamito JIAI' [465], mpouenypa Oyna Ge3meunoro Ta moB’si3ana 31 3HWKeHHsIM OJIC Ta
30uThIIeHHSIM naucTaHIii 6-XT Ta moxenHoi aktuBHOCTI. Xoua JIJIA € MOTEHIIIHO
MEPCIEKTUBHUM, WOTO CJi/1 BBAXKATH €KCIIEPUMEHTATHHIM.



117

6.3.7. IIporpecyro4a npaBouLIyHOYKOBA ceplUeBa HEAOCTATHICTD

6.3.7.1. Ilepedysanns y 6i00ineHHI iIHMEHCUGHOT mepanii

[Mamientn 3 JIAI' MOXyTh mnoTpeOyBaTH I1HTEHCHUBHOI Tepamii 3 HpUBOIY
MPaBOIUTYHOYKOBOI CEpLIEBOT HEIOCTATHOCTI, CYNMyTHIX CTaHIB (BKJIIOYAIOUM BEJIMKI
XIpypriyHi BTpydYaHHs) a0o 000X cuTyauil. Y TakuX NalI€HTIB BUCOKHM pHU3UK
JIETaIBHOTO pe3ybTary [466,467], TOMY 3a MOXKJIMBICTIO, CI1J] 3aJIy4aTH CIeliali30BaH1
uentpu JII'. Ha nomatok no 6a30BUX cTaHAapTiB BiAAUICHHS iHTeHCcUBHOI Teparii (BIT)
ciin perenbHo KoHTpostoBatu ¢yHkiito [T y nux mamientis. Hecnierudivni kiaiHivHI
O3HAaKHU TMPaBOILIYHOYKOBOI CEpPIIEBOi HEOCTATHOCTI 3 HU3BKUM XBHUJIMHHHM 00’ €MOM
kpoBi (XOK) BkirouaroTh OnificTh WIKIpU 3 NepUPEepUYHUM IIaHO30M, apTeplayibHY
riNOTEH3110, TaxiKapJilo, 3HWKEHHS Jlype3y Ta TMIJBUIIEHHS pIBHSA JIAKTaTy.
HeinBa3uBHMii MOHITOPUHT noBUHEH BkJItouatu Olomapkepu (HKMHYVYII i1 tpononin) 1
ExoKI'. MiHiMalbHO iHBa3WBHHMI MOHITOPUHT BKJIIOUA€ BCTAHOBJICHHS IICHTPAIBHOTO
BEHO3HOT'O KaTeTepa Y BEpXHii YaCTHHI TiJia 17151 BUMIPIOBaHHS IICHTPAIIBHOTO BEHO3HOTO
TUCKY Ta HACUUEHHS BEHO3HOI KpOB1 KUCHEM, TpruuomMy ocTaHHe BigoOpakae XOK. KIIC
a60 1HmI ¢popMH TOTIMOIEHOT OLIHKM FEMOJAMHAMIKU CIIIJ] PO3TJISHYTH Y MAIlIEHTIB 13
PO3BHUHEHOIO MTPABOILTYHOUYKOBOIO CEPIIEBOIO HETOCTATHICTIO 200 y CKIAIHUX CHTYAIlisX
[468].

JIikyBaHHSI TPaBOILTYHOYKOBOI CEpIIEBOT HEIOCTATHOCTI Ma€ 30CEPEKYBATHCS Ha
TaKUX YAHHUKAX, K1 MMIIaI0ThCS JIIKYBaHHIO, HAIIPUKIIAA: 1H(EKIIil, apuTMisi, aHeMis Ta
1HII1 cynmyTHI cTaHu. KOHTpOab BOJHOTO OajaHCy € HaJA3BMYAaWHO BAXKIMBUM IS ITUX
MAIli€HTIB, OUIBIIOCTI 3 SKUX TMOTPIOECH HETaTMBHUN OallaHC PiAWMHU, 00 3MEHIITUTH
nonepeaHe HaBantaxkeHHs [, Tum camum nokpartrytoun reometpiro Ta Gynkiriro [T
[468]. IMamientn 3 HU3pkUM piBHEM XOK MOXYTh OTpUMAaTH KOPHCTH BiJ JIIKyBaHHS
iHOTpormamMu; J00yTaMiH 1 MUIpIHOH € pEYOBHHAMH, SKi  HAWOUIBII  YacTo
BUKOPHUCTOBYIOTHCS B IIbOMY BUNAAKY. [linTpumka cepeanboro cucremHoro AT Ha piBHI
>60 MM PT.CT. € KIIOYOBOIO METOIO MpH JIIKyBaHHI MpaBocTopoHHKO1 CH, 1 marienTam 13
CTIHKOIO TIMOTEH31€I0 MOXKYTh 3HAJIOOMTHUCS Ba3OIPECOPH, TaKi K HOpaJpeHaaiH abo
BazonpecuH. [HTyOamii Ta iIHBa3MBHOI MEXaHIYHOI BEHTWJIALII CJIII YHUKATH, KOJHU IIe
MOXKJIMBO, y TAIl€EHTIB 13 mporpecyrodoro HepoctatHicTio [IIII wepe3 BuCOKMil pu3HK
MOIAJIBIIIOTO TIOTIPIICHHS TEMOJUHAMIKH Ta CMEPTi. 3aCTOCYBAaHHA CeU(IIHOT Tepartii
JIAT' cnim po3risigaTd B IHAMBIAYyaldbHOMY TOpSIAKY, Oepyud A0 yBaru OCHOBHE
3aXBOPIOBAHHSA, CYIyTHI 3aXBOPIOBaHHS Ta HasBHI JiKapchki 3acobu. Ilamientam i3
HemoaBHo aiarHoctoBaHoto JIAIT i3 mm3pkum piBHemM XOK komOiHOBaHa Teparis,
BKJTIOYAIOYH B/B UM II/II1 aHAJIOTH MPOCTAIMKIIHY [426], Mae 0OrOBOprOBaTHCS.

Komenmap poobouoi epynu: midxpcHapooHa HenameHmosaHa HA384 JIKAPCLKO2O
3acoby HOpaopeHalin — HopeniHedpPuH.
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6.3.7.2. Mexaniuna niompumka Kpoeoooizy

VY cnenianizoBanux neHTpax JII' toctynHumu € pizHi GOpMH MEXaHIYHOT TIATPUMKHU
KpOBOOOITY i JliKyBaHHS HenocTaTHOCT [T, mpu nboMy HAMMOIMPEHIIUM T1AX0A0M
€ BEeHoapTeplajibHa eKcTpakopriopaibHa MemOpanHa okcureHailiss (EKMO). Mexaniuna
MIATPUMKa KPOBOOOIry cTaja 3aralbHOMPUHHATAM 3aCOO0M-MICTKOM JI0 TPaHCIUTAHTAIlI1
y MaII€HTIB 13 HE3BOPOTHOIO MPABOILIYHOYKOBOIO CEPIIEBOI0 HEJOCTATHICTIO, aje 1HO1
BUKOPUCTOBYETHCS K MEPEXITHUN NUIAX OO0 OAYKAHHS y MALIEHTIB 13 BUJIIKOBHUMU
MpUYMHAMU Ta MOTEHUIHHO 00opoTHOIO HenoctaTHicTio T [468]. HemoxnuBo natu
3arajJbHUX PEKOMEHJAIIN 1010 MOKa3aHb 10 MEXaHIYHOI MIATPUMKH KpOBOOOIry, sika
Mae OyTH 1HIUBIAYaJbHOIO, BPaXxOBYIOUM OCOOJIMBOCTI MAalll€EHTa Ta MICLEBI pecypcu
[469,470]. JloBrocTpokoBa MeXaHi4Ha MiATPUMKA, aHAJIOTIYHA JOMOMDKHUM MPUCTPOSM
JIBOTO LUIYHOYKAa, MOKM IO HeJocTymHa s mnamiedtiB 3 JIIT Ta TepMmiHalbHOIO
npaBonutyHoukoBoro CH.

Pexomenmamiiina Ta0aunsa 12. Pexomenganii 1mioao BeJdeHHSI JereHeBOi
apTrepiajbHOI rinepreHsii B yYMoBax iHTEeHCMBHOI Tepanmii
Pexomenmamii Kiaac PiBenn
pexomMenaamii | J10Ka30BOCTI

IIpn BeneHHI TMAaIllEHTIB 13 TMPaBOIUIYHOYKOBOIO  CEPILIEBOIO
HEJOCTaTHICTIO y BIJAUIEHHI IHTEHCUBHOI Teparii peKOMEHIYEThCS
3aJlydaTd JIIKapiB 13 JIOCBIIOM, JIKYBaTH NPUYUHHI (aKTOpU Ta
3aCTOCOBYBAaTH MIATPUMYIOUI 3aXOJM, BKJIIOYAIOYM I1HOTPOIIHI
JIKAapChKi 3acO0M Ta Ba30MpPeCcOpH, BUBEICHHS HAJIUIIKOBOI PiTUHU
Ta Jikapchki 3acobu Bix JIAT, skio 11e HeoOXiaHO

MexaHiyHa TIATPUMKA KpPOBOOOITy MoOXke OyTH BapiaHTOM ISt
OKpEMHUX TAIl€HTIB SK «MICT» N0 TpaHCIUIaHTaIli  abo
OJIy’)KaHHS/BITHOBIICHHSI, 1 CJII/I pO3TJISIHYTH TIEPEMIIICHHS TMaIlI€HTIB Ila C
MDK JIIKYBAJIBHUMH 3aKjIaJaMH, SKIIO TaKi PeCypCH HEIOCTYITHI Ha

MiCITi

JIAT — nereneBa apTepiaiabHa TiIEPTEH3IA.

6.3.8. TpanciianTauis cepus Ta JjiereHb

TpancnnmaHTallis JETeHb 3AHUIIAECTHCS BAKIIUBUM BapiaHTOM JIIKyBaHHS MAIlI€HTIB 3
JIAT', pe3ucTeHTHUX 10 ONTUMI30BaHOI MeHMKaMeHTO3HO1 Teparii. HeoOXimHo 3aB4acHO
0OrOBOPIOBATH HATPABICHHS B IIEHTPU TpaHCIUIaHTalii Jereds (Tabmuis 20): (1) xonm
BOHM MAalOTh HEaJCKBATHY BIAINOBiIb Ha JIKYBaHHS, HE3BAXKAIOUM Ha ONTHUMI30BaHY
KOMOIHOBaHY Tepartiro; (2) KOJu BOHU MalOTh MPOMIKHUN-BUCOKHI a00 BUCOKHIA (TOOTO
1-piuna cmepTHICT, >10% 3a OIIHKOIO 3a JTOMOMOTOK BCTAHOBJICHUX IHCTPYMEHTIB
ctpatudikamii pusuxy [471]) pusuk cmepti (muB. po3aun 6.2.7), AKUN TEPEBHILYE
MMOTOYHHMK PIBEHb CMEPTHOCTI MpPH TpaHCIUTaHTarii Jierens [472]; (3), y mamieHTiB 3
BapiaHTOM 3aXBOPIOBAHHS, SKHM TIOTaHO pearye Ha MEIUKaMEHTO3HY Teparriio
(manpuknan, BOXJI abo reMaHriomato3 J€reHeBUX KanuisipiB).
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Taoamusa 20. Kpurepii ansi TpaHciuianTamii JereHi Ta BHECEHHSI 10 CIHUCKY
NMALIEHTIB i3 JIET¢HEBOI0 APTEPIAJIbHOIO TilePTEH3I€10

HanpasJieHnst
[ToTeHuiiftHO NpUIATHI MALi€EHTH, I AKAX TPAHCIUIAHTALliS JIETeHb MOKe OyTH BapiaHTOM JIIKYBaHHS
y pasi Hee()eKTUBHOTO JIIKyBaHHS
[TpomixHUIA-BUCOKHI a00 BUCOKUI pu3uk 3a mkanoto €TK/€PT abo ominka pusuky REVEAL >7 Ha
onTuMaibHIi Tepanii JIAT'
[Tporpecyrounii nepedir 3axBoproBaHHS a00 HEMIOAABHS TOCHITAII3aIlis 3 TPUBOYy HoripimeHHs JIAT
HeoOxigHicTh y B/B a00 11/111 BBEACHHI JIIKAPCHKUX 3aC00IB TPYIU NPOCTANUKIIHY
Bimomi abo migo3proBani ¢opmu JIAIT Bucokoro pusuky, Taki sk BOXJI abo remanriomaros
JIETEHEBUX KalllIsApiB, CUCTEMHA CKJIepoJepMis abo BENUKI Ta MPOTPecyroui aHEeBPU3MHU JIET€HEBOL
aprepii
O3Haky BTOPUHHOT IEYIHKOBOT 00 HUPKOBOT HeIOCTaTHOCTI BHACHIOK JIAI™ a00 IHIIUX MOTEHIIIMHO
HEeOe3MEeYHUX YIS KHUTTS YCKIaTHEHb, TAKUX K TOBTOPHE KPOBOXapKaHHS
IlocTaHOBKa HA JTHUCT O4iKYBAHHS
[TarieHT MOBHICTIO 00CTEXKEHMH Ta MIATOTOBJIEHUH 10 TPaHCIUIAHTaIl]
Bucokuii pusuk 3a mrkanorww €TK/EPT a6o ominka pusuky REVEAL >10 ma makcumaibHO
nepenocumiil repanii JIAI', o 3a3Buuail Bkitodyae B/B a00 11/11 BBEIEHHS JIKapChKUX 3ac001B TpyIu
MIPOCTALUKIIIHY
[Iporpecyroua rinmokcemis, ocobauBo y naitieHTiB i3 BOXJI abo remanriomaTto3om JIeTeHEBUX
KanuisipiB
[Iporpecyroua, ase He TepMiHAJIBHA CTaIis MEYIHKOBOT 400 HUPKOBOT HEIOCTATHOCTI BHACIIIOK
JIAT aGo KpoBOXapKaHHS, IO 3arPOKYE KUTTIO

BOXIJI — Benookiro3iiina xBopoba sereas, €TK — €Bporelickke ToBapuCcTBO Kapmioioris, €EPT — €Bpomneiicbke
pecmiipaTopHe ToBapucTBO, JIAI' — nereneBa aprepiaibHa TiEPTEH3IS.

VY mamienriB 3 JIAI' mpoBonsaTh sik OinaTepaibHy TpaHCIUIAHTAIlIIO JIET€Hb, TaK 1
TpaHCIUIAHTAIlIF0 KOMIUICKCY JereHi-ceprie. Hapasi OuIpmIicTh TAIliEHTIB OTPHUMYIOTH
OurarepalbHy TpaHCIUIAHTAIIIIO JIET€Hb, TOJ1 K KOMOIHOBaHA TpaHCIUIAHTAIlisl cepls Ta
JeTeHb TPHW3HAYCHA [JIs TAIli€HTIB, IO MAarTh JOJATKOBI XBOpOOW cepis, sKi He
miusiraroTh Kopekiii [473]. I3 3ampoBajpkKeHHSIM MIKAIM TPIOPUTETHOCTI PO3MOALTY
aerenb (Lung allocation score (LAS)) cMepTHICTD y CIIMCKY OYiKYBaHHS 3MEHIIMIACS, a
WMOBIpPHICTh OTPUMATHU JOHOPCHKI opraHu 30umemmmiacs [474]. Y peskux kpaiHax
«BUHATKOBY MPIOPUTETHICTH» MOXKYTh OTpUMATU mMarlieHTH 13 Tsokkoro JII'. Jleski inmri
KpaiHu, SKi HEe BUKOPHCTOBYIOTh LAS, ycminmrHO 3ampoBajuiidi BHCOKO MPIOPUTETHI
nporpaMu Jutsl nux marieHTiB [475]. [lamienT ta fioro HalOMMKYl poaUdi MOBUHHI OyTH
MOBHICTIO 3aJIy4eH1 0 MpPOLIECY OIIHKKA TpaHCIUIaHTallii Ta moiH(GOpMOBaHI MO0
PU3UKIB Ta TepeBar, a OCTAaTOYHE PIMICHHS Mae MPUAMATHCS CIUIBHO MAI[iEHTOM 1
METUYHOI0 KOMaH0t0 (muB. po3in 6.3.1.8). J{ns mamienTis 3 JIAT, gxi mepexwnu paHHiit
nepioJl miC/s TpaHCIUIAHTAIllI, BiJaNeH] pe3yibTaTH 3a3Bu4ail Xopoiri. JlociimKkeHHs
mokasajo, 1o s namieHTiB 3 IJIAD micis mepBUHHOT TpaHCIUIAHTAIll, SKI JOKHIN J0
1 poky, ymoBHa MemiaHa BkuBaHHs ctaHoBuia 10,0 pokis [476].
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Pexomenpaniiina Tadauns 13. PekoMenaanii oa0 TpaHCIUIAHTALIL JIereHb
Pexomenpamii Knac Pisenn
JA0KA30BOCTI

PexomennyeTbes, mo0 MOTEHUIMHO BIAMOBIOHI KaHAMIATH OyiIu
HaNpaBJICHI sl OLIHKK MOXKJIMBOCTI MPOBENEHHS TPaHCIUTAHTAIIIl
JIeTeHb, SKIIO BOHU MAlOTh HEAJCKBATHY BiIIOBiIb Ha MEPOPATBbHY
KOMOIHOBaHY Teparrito, Mpo Ky CBITYNTh MPOMDKHUH—BUCOKUH ab0
BHCOKHI pr3HK a0o0 ominka pusuky REVEAL >7

PexomeHTy€eThCsI BKIIIOYATH Y JIUCT OYIKYBaHHS HA TPAHCIUIAHTALIIIO
JIeTeHb NAIli€HTIB, SKi MAlOTh BUCOKHH PH3MK CMEpTi abo 3 Oaiom
pusuky REVEAL >10, He3Baxatrouu Ha Te, 110 BOHH OTPUMYBAIH
ONTHUMI30BaHY MEIUKAaMEHTO3HY TepaIilo, BKIYaouu B/B a00 I/II
BBEJICHHS JIKapChKHUX 3aC001B IPyNu NPOCTAUKIIHY

B/B — BHYTPIIIHBOBEHHO, T1/II — MiAMIKIPHO.

6.3.9. AiiropuT™ JIiKyBaHHSI, 3aCHOBAHNH HAa 10Ka3aX

Anroputm nikyBanHs s mamientiB 3 UJIAT/CIIAT/JIAL, isaykoBaHOIO
nikapchbkumu 3acooamu/Tokcunamu, abo JIAT-3CT nokaszaHo Ha pucyHky 9. Jlokasu, 1o
OIATBEP/DKYIOTh 1€ ajiropuT™M, B OCHOBHOMY OylIM OTpUMaHi y TAalll€HTIB 3
UTAT/CJIAI'/JIAT, iHnykoBaHOIO JiKapchkuMH 3acobamu/TokcuHamu, ado JIAT-3CT,
SK1 HE MaJIM CYIIYTHIX CepIieBO-JereHeBux 3axBoproBanb. [lamienTu 3 JIAT-BIJI, ITopt-
JIAT" Ta JIAI'-BBC He Oynu BkiItOUeHI a00 HEIOCTATHHO IMPEICTaBIICHI B OUIBIIOCTI
nociipkens Teparii JIAI. PekoMenparii moa0 JiKyBaHHS IIMX TAIIEHTIB HABEJICHO B
po3ini 7.

6.3.10. JliarnocTuka Ta JIKYBaHHSI YCKJAJHEHb JIereHeBOI apTepiajabHOI
rinepreHsii

6.3.10.1. Apummii

HadimomupeHnimyMu TUDAMU  apuTMid, 10 crnoctepiralothess mnpu JIAIL, e
CYNPaBEHTPHUKYJISPHI, TOJIOBHUM YHUHOM (DiOpUIALIisI 1 TPIMOTIHHS TEpeacepb, TOI K
yacToTa NUTYHOYKOBHX apuTMiil 1 Opamiaputmiii 3HayHo MmeHme [477-479]. Cnuig
3a3HAYUTH, 10 BIK € HE3AICKHUM (HAKTOPOM PU3UKY TMEpEeACepIHUX apuTMmiil. Y
MPOCTICKTUBHUX JOCTDKCHHSAX dYacToTa IEpeCepaHUX apuTMiid cTaHoBmia 3-25%
MPOTATOM 5 POKIB CIIOCTEPEKEHHS B KOTOPTaX, SIKi EPEBAXKHO CKJIAIATUCS 13 TIAIIIEHTIB
3 UTAT [479-481].

3a BIZICYTHOCTI KOHKPETHHUX JIOKA31B aHTUKOATYJSIHTHY Tepamito mamientam i3 JIAT
1 TepeAcepAHUMH apUTMISIMH  CIIiJT 3aCTOCOBYBAaTH BIAMOBITHO JO 3arajbHUX
pPEeKOMEHIaIlii /IS TMAIi€HTIB 3 IHIIUMH CEPIIEBO-CYANHHUMH 3aXBOPIOBaHHAMHU [477].

[TamienTn 3 JIAI' 0coOIHMBO Yy TIMBI 10 TEMOJAMHAMIYHOTO CTPECY Uepe3 TaxiKapiro
miJ dYac TEepeIcepIHUX apuTMiil Ta BTpPATy AaTPIOBEHTPUKYISIPHOI CUHXPOHHOCTI.
[linTpMKa CHHYCOBOTO PUTMY € BAXJIMBOIO METOIO JIIKYBaHHS WX TarieHTiB. HoBi
apuTMii YacTO MPHU3BOMATH JO TMOTIPIICHHA KIIHIYHOI KapTHHH Ta TOB’s3aHl 31
30UTbIIIEHHSIM cMepTHOCTI [481]. OOcepBaliiifHi JOCTIIKEHHS TOKa3ald, 110 MOXKJIHBI
pI3HI cTpaTerii KOHTPOJIO PUTMY, BKJIIOUYaOYM (apMakoIoriyHy KapaioBepciio 3
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AHTUAPUTMIYHUMH JTIKAPCBKUMM 3ac00aMu, €JEKTPUYHY KapaiOoBEpCil0 Ta I1HBa3WBHI
npoieaypu karerepHoi adssiii. [1{o6 qocsrtu abo miaTpuMyBaTH CTA0 ITIbHUI CUHYCOBHIA
PUTM, CIiA PO3IJIIHYTH MOXJIMBICTH NPO(UIAKTHKU 32 JOMOMOIOK aHTHAPUTMIYHUX
JIKapChKUX 3ac001B 0€3 HEraTMBHUX I1HOTPONMHMX €(EKTIB, TaKUX SK NepOopanibHUN
aM10/1apoH, HaBITh SKIO HEMAE KOHKPETHUX AaHUX 11010 iX ehekTuBHOCTI. HU3bK1 1031
OeTa-0510kaTOpiB Ta/ab0 AUTOKCHHY MOXYThb 3aCTOCOBYBATHUCS OKPEMO ISl KOKHOTO
MaifieHTa.

Karerepna aOnsiuis € KpalmuM OIAXOAOM Yy JIKyBaHHI TPIMNOTIHHS MepeAceplb Ta
JEeSKUX THIIMX MepeACepIHUX TaxXiKap[id, xouya KareTepHa abisuig y namieHTis 3 JIAD
4acTO TEXHIYHO CKJIAJHINIA, HDK Y MAaI€HTIB 13 CTPYKTYPHO HOPMAJLHOK MPaBOIO
kameporo cepus [482]. besneka Ta edekTUBHICTH MeTOMIB absuii npu Qiopumsiii
nepencepab 30kpema B nomynsamii JIAI, € HeBHU3HaueHMMHM, 1 MOXIHUBO, Yepe3
pPEMOJICITIOBaHHS JISTCHEBOI apTepii TpUrepu HEJICTCHEBHMX BEH MOXYTh BiJirpaBaTu
OUIbII BaXKJIMBY pOJib, HIXK Yy maiieHTiB 6e3 JIAT [483].

6.3.10.2. Kposoxapkanus

KpoBoxapkaHHsI, ke BapitO€ThCS Bijl JIETKOTO JIO 3arPO3JIUBOTO JUISl )KUTTS, MOXE
BUHUKATH 1pH Bcix Gopmax JII', ane ocobnuBo vacto 3yctpivaetses mpu CJIAT Ta JIAT -
BBC. JlereneBa kpoBoTe€Ua 4acTO BUHHUKAE 13 30UIBIICHUX OpPOHXIaIbHUX apTepiil [484-
486]; orxe, miarHocTU4YHa oOIiHKa marieHTiB 3 JIAI' 1 KpoBoxapKkaHHSM TOBHHHA
Briouatn KT 3 KOHTpacTHMM MiCWIEHHSM 3 apTepiaibHOl0 (azoro. HaBiTh Ko
JOKEPEJIO KPOBOTEUl BU3HAYHUTH HEMOXKIJIMBO, eMOOi3allis 30UTbIIIEHUX OpPOHXIAIbHUX
apTepiii peKOMEHJIOBaHA MaIlleHTaM 13 TMOMIPHUM a00 TSHKKUM KpOBOXapKaHHSIM abo
PELUANBYIOYMMH €Mi30/1aMH JIETKOTO KPOBOXapKaHHA. TpaHCIUIAHTAIlII0 JIETeHb CIIJ
PO3TJIIHYTH Y TIALIE€HTIB 3 PEUUIUBYIOUUM 1 TSHXKKUM KPOBOXapKAaHHIM, HE3BKAIOUHM Ha
ONTUMI30BaHe JIKYBaHHS.

6.3.10.3. Mexaniuni ycknaoneHH:

MexaHiuHi yckimagHeHHs1 y mainieHTiB 13 JIAI' 3a3BuYaii BUHHMKAOTh BHACIHIIOK
nporpecyrodoi qunataitii JIA 1 BkirrogaroTs aneBpu3My JIA, 1i po3prBH Ta po3mIapyBaHHS,
a TaKOX 3JaBJICHHS CYMDKHHUX CTPYKTYp, TaKHX SIK CTOBOYp J1iBOi KOpOHaApHOI apTepii,
JICTeHEB1 BEHH, TOJIOBHI OPOHXH Ta MMOBOPOTHI ropTanHi HepBu [487-492].

B onromy mocnimkenHi aneBpusMa JIA Oyra He3aaeKHO OB’ si3aHa 3 MIBUIIICHUM
PU3UKOM panToBoi cepreBoi cmepti [492]. CumnTomMu Ta O3HAKM HecHenudidHi; y
OUTBIIOCTI TMAII€HTIB MPOTIKAIOTh OE3CHMITOMHO, 1 Il YCKJIAJHEHHS JIarHOCTYIOTHCA
BUMAAKOBO. AHeBpusMH JIA 3a3Buuail BusBisAtoThesa minm dac ExoKI' Ta Haiikparie
Bi3yanizyroThcs 3a gonoMoroto KT abo MPT 13 konTpactyBanusaM. BapianTtu iikyBaHHS
O0escmmnTomMHOi aHeBpm3Mu JIA  abo gmcekmii JIA  HegoCTaTHRO BHU3HAYCHI.
TpaHcmaHTAaIlifo JIETeHb CIIIJI PO3TJIAAaTH Ha IHAUBIAyalbHIH ocHOBI [490,493].

JInst mamieHTiB 13 CHHAPOMOM KOMIIpecii CTBoJIa JiBOT KOpOHapHOi aprepii
yepe3nIKipHe KOpOHAPHE CTCHTYBaHHS € ¢(pEKTHBHUM 1 O€3MEYHUM METOIOM JIIKYBaHHS
[62]. Ins marfieHTiB i3 OS3CHMITOMHOIO KOMIIPECIE€I0 CTBOJA KOpOHApHOI apTepii ado
HE3HAYHHUM MOPYIISHHSM ii aHaTOMI1i 00CTEXEHHS 3a IOTIOMOT 00 BHYTPIITHEOCYAUHHOTO
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VIBTPa3ByKy a00 BHMIPIOBAaHHS KOPOHAPHOTO THCKY MOXE JOMOMOTTH  YHUKHYTH
HEMOTpIOHUX BTpy4aHsb [494].

6.3.11. Kineup :xuTTS Ta €eTHYHI NpodIeMu

Kniniunuii nepedir JIAI' Moxke XapakTepu3yBaTUCs MPOTrPECYIOUYUM MOTIPIICHHSM 1
NEepIoIMYHUMU €M130JJaMU rocTpoi AexkomneHcalii. O4iKyBaHy TPUBATICTh KUTTS BaXKKO
nepeaoaynTH, OCKUIBKY MaIllIEHTH MOXKYTh 00 MOBUILHO OMUPATH Y€Pe3 MPOTPecyrody
npaBoOiuny CH, abo 3a3HaTu panToBOi cMEpPTI.

OpienToBaHAa Ha MAaIliEHTA IOMTOMOTA € BaXXJIUBOIO 11 JikyBaHHs JIAT. [ndopmartiro
PO TSOKKICTh 3aXBOPIOBAHHS Ta MOXKJIMBHI MPOTHO3 CIIiJ] HAJATH ITiJl 9ac MEPBHUHHOTO
BCTAHOBJICHHS JiarHO3y, aje eMIaTUYHE Ta OOHAIMIMBE CHIIKYBAaHHS € BOKIUBUM Ta
onucaHo y po3aum 6.3.1.8. Y notpiOHM yac BiIKpUTE Ta UyHHE CIUIKYBaHHS JO3BOJIUTh
PO3IIMPUTH TUIAHYBAHHS Ta OOTOBOPHUTH CTPaXH, 3aHCTIOKOEHHS 1 TOOaKaHHS IMAIli€HTa,
i, B KIHIEBOMY MIACYMKY, CHOpHUSITUME TPUHHATTIO OCTAaTOYHOro, A00pe
NOIH(OPMOBAHOI'0 Ta CIUIHLHOTO PILIEHHS MO0 JIIKYBAaHHS 3 MEIUYHOIO KOMaH/IOI0.

[TamieHnTH, sSIKi HAOIMKAIOTHCS JI0 KIHII JKUTTS, TOTPEOYIOTh 4acTOl OI[IHKHU IXHIX
MOBHHUX MOTPEO MYJIbTHIUCIUILTIHAPHO KOMaH 10t0. Ha 3amymieHux craaisx BU3HAHHS
TOT0, 110 CEepIIEBO-JIETeHEBA peaHiMarlis npu Tsxkid JIAT Mae moranuit pe3yabTaT, MOXKe
JTI03BOJIUTH BIIMOBHUTHCS BiJl peaHiMallil; 1€ MO TOJICTIITUTH Mal{lEHTaM MepeOyBaHHs y
Oa)xaHOMY MICIII JIIKYBaHHSI HAIIPHUKIHII KUTTA. HeoOX1HO NPUAUIATH yBary KOHTPOJIIO
HaJ TPUBOXKHUMHU CHMIITOMaMHU Ta K NMPU3HAYEHHIO BIATOBIIHUX JIIKAPCHKUX 3ac00iB,
TakK 1 BIIMIHI JIIKAPCHKUX 3ac00iB, SKI OLIbIIE HE MOTPIOHI, B TOMY YHCII 1 JIIKAPCHKUX
3aco0iB Bix JIAT'. JloGpa iHpopmarliiiHo MCUXo0I0riyHa, colliajibHa Ta JyXOBHA MiATPUMKA
TaKOX € KUTTEBO BakJIMBOI0. CremiaicT 3 NajliaTUBHOI JOMIOMOTH Ma€ KOHCYJIbTYBATH
NaIlie€HTIB, Y1 MOTPeOH € 1Mo3a KOMIIETEHITer0 KoManau 3 JikyBaHHs JII' [346].

6.3.12. Hogi JikapcbKi 3aco0u B KJiHiYHI po3po0ui (pa3a 3 mociaiaKeHb)

JIAT 3anumaeThCss HEBUITIKOBHUM 3aXBOPIOBAHHSM 13 BUCOKHMM PIBHEM CMEPTHOCTI,
HE3BAXKAIOUYM Ha BUKOPHUCTAHHS JIKApChKHMX 3aco0iB s jikyBaHHS JIAI, romoBHUM
YUHOM CIIPSMOBAHUX Ha PETyIIOBaHHS aucOaaHCcy Ba30akTUBHUX ¢akTopiB. Homi
JiKapchKi 3aco0u, sKi Hapasi mepeOyBaroTh y (aszi 3 po3poOku, Ie pamiHenar i
corarepiient. PaniHenar € mepopajibHUM aroHiCTOM PEIENTOPIB MPOCTAIUKITIHY, KN y
PKJI dazu 2, mo Brirovano 61 mamienta 3 JIAT, mokpamms OJIC mopiBHSHO 13 mianedo
micas 22 TwkHIiB Tepamii [495]. Corareprient — CHHTE30BaHUK O1UIOK, IO MICTHUTH
MO3aKJIITUHHUNA JOMEH pelenTopa akTuBiHy moauHu Ttumy I[IA, mo’s3anmii 3 Fc-
JIOMEHOM JIIOJICBKOrO iMyHOTNOOymiHy G1, mie sk macTka ajisi JiraHiB ISl YJICHIB
ponunu Tpancpopmyrouoro ¢akropa pocty (TGF)-B, Takum 4YWHOM BiTHOBIIOIOYN
OaylaHc M MeXaHi3MaMU, IO CIPUSIIOTh POCTY Ta IHTIOYIOTh oro [496]. ¥V ¢azi 2 PK/I,
ske Bmrodano 106 marienTiB i3 JIAL, siki oTpumyBanu JTiKyBaHHS MPOTITOM 24 THXKHIB,
miamKipHo cotatepuent 3HmKyBaB OJIC y marieHTiB, sSiki oTpuMyBaiu (OHOBY TEpAIiio
JIAT" [496]; mokpalmieHHsST TaKOX CcIocTepiraaucs 3a gucrtaHimiero 6-XT Ta piBHeM
HKMHVII [496].
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Komenmap pooouoi cpynu: V 2024 poyi FDA ma EMA yxeamunu nozumusHne
pilerHss Wooo peeccmpayii H08020 NIKAPCLKO20 3aco0y 0ns nikyeanus JIAL' (epyna 1)
comamepyenmy  (iH2iOimop  nepedaui  CUCHANIE  AKMUBIHA) 01  NIOBUUJEHHS
MONepaHmHocmi 00 Pi3UUHO020 HABAHMAIICEHHS, NOKPAWEHHS (DYHKYIOHANbHO20 KAAC)
ma 3HUIICEHHS PUBUKY KJIIHIYHO20 NO2IPpUIeHHs CMawy
[https.//’www.accessdata.fda.gov/drugsatfda docs/label/2024/761363s000lbl.pdf].  Lle
nepuiuti, 003601€HUL 00 BUKOPUCMAHHSA 8 WIUPOKIU NPaAKmuyi 1iKapCcoKuli 3acib 3 HO8UM
mexanizmom 0Oii. B mou wuwac, ax «xiacuunay mepania JIAI' 3abesneuye nuue
gazoounsmayilo, comamepyenm 3MeHULye Nponihepayito 6 CMIHKAX MAIux jle2eHesux
CYOUH.

OcHosHI OaHi, 5AKI 00360JUNU 3apeecmpy8amu JIKAPCbKUll 3acidb, 6azyrmovcs Ha
pezyabmamax oocniodcenns STELLAR. B yvomy odocnioxcenui nayienmu (n=323) 6yau
panoomizosani 1:1 ompumyeamu abo comamepyenm, abo niayebo. Ilouamkosa 0oza
comamepyenmy cmarosuna 0,3 me/ke n.u. [oza 36inbuysanace 0o 0,7 me/ke xooicuni 3
mudicHi npomsieom 24 muoicnis. Ilicis 3asepuilenns 0CHOBHOL (hazu iKy8anHsL (24 mudicHi)
nayienmu npoooeIHCY8AIU 3HAXOOUMUCH ) Pa3i NOOBIIHO20 CNIN020 OOCTIONHCEHHS AdHC 00
NOKU 6CI NayicHmMu He 3a8epuiuiu OCHO8HUU nepiod nikysanus. Cepeous mpusanicmo
Gaszu nikysanns cmanosuna 273 oui  epyni niayebo ma 313 Ouie 6 epyni comamepyenmy.
binvwicms exmouenux y oocnioocenns manu IJIAI (59%), cnaoxosy JIAL (18%) ma JIAT,
acoyiuosamy i3 3axe0pio8anHam cnonyynoi mxanunu (15%). He exmouanucs nayicumu 3
BUI ingpexyicero, nopm-JIAI', wuucmocomiazom ma ypaxcenuam xaninapis. Cepeoniii uac
8I0 MOMEHMY CKPUHIH2Y 00 8CMAHOGIEeHHs OiacHo3)y cmanoeus 8,8 pokis. Binvuicmo
nayienmie ompumyeanu mpu (61%) abo osa (35%) nikapcoxi 3acobu ons nikyeanns JIATL,
40% ompumysanu nocmitny in@ysito npocmayuxninamu. Illayiecumu e6ionosgioanu 11
(49%) abo 11l (51%) ©K BOO3. Ilepsunnoio KiHyegow moukow Oyia 3MiHaA OUCMAHYIT
6-XT na 24 muoicni y nopisuanui i3 nouamkom. B epyni comamepyenmy noxpawjerHs
npoxoodicenns oucmarnyii 6-XT cmanosuna 41 m y nopisusanui i3 epynoio niayebo
(P<0,001). Oxpim mozo, comamepyenm 30i1buU8 KiIbKiCb NAyieHmie, aKi nepeiuiu y
I @K BOO3 - 29% y nopienanni i3 14% e epyni niaye6o (P<0,001). Jlikysanus
comamepyenmom npu3eeno 00 3meHuieHHs Ha 84% uacmomu GUHUKHEHHS 3A2aTbHOI
cmepmi abo nocipuenns JIAI' y nopisnanui i3 niayebo. Taxoodc noxasano, wo 6 epyni
comapepyenmy 0ocmosipro binvue smenutysaecs OJIC ma HKMHYVII, y nopiguanuni i3
niayebo.

Ha 7-my eéceceimnvomy cumnosiymi 3 JII" 6yno suznaueno, wo incioimop nepeoadi
CUSHATIB AKMUBIHY MOJHCe 000a8amucs 00 NiKY8AHHA HA emanax CnoCmepedcetHs, AKujo
30epieaemvcs NPOMINCHUU-HUZLKUU, NPOMINHCHUI-GUCOKUL A BUCOKULL PUSUK CMePMIi Y
nayieumie 3 JIAI' [Chin KM, Gaine SP, Gerges C, et al. Treatment algorithm for
pulmonary arterial hypertension. Eur Respir J 2024; in press: 2401325 [DOI:
10.1183/13993003.01325-2024]. Ha menepiwnit momenm, pizHi Kpainu NPULiHiIu c8oi
HAYIOHANbHI KOHCEHCYCU WO000 3acmocyeanHs comamepyenmy. benveis nponouye
dooasamu OaHUull JIKAPCbKULl 3aciO AKW0 30epieacmuvCsi NPOMINCHULU-8UCOKULL aADO
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BUCOKUIL PU3BUK, HE OUBIAYUCL HA NEePOPaAlbHULL NPULloM NOO0GIUHOI KomOiHayii abo
nompitinoi kombinayii, exmouarouu iH@ysio npocmayukiinie [Jean-Luc Vachiéry,
Catharina Belge, Bjorn Cools, An Damen, Fabian Demeure, Michel De Pauw, Céline
Dewachter, Daniel De Wolf, Laurence Gabriel, Laurent Godinas, Julien Guiot, Steven
Haine, Mathias Leys, Marc Meysman, Anne-Catherine Pouleur, David Ruttens, Els
Vandecasteele, Wendy Vansteenkiste, Thierry Weber, Gil Wirtz & Marion Delcroix (08
Oct 2024): A Belgian consensus on sotatercept for the treatment of pulmonary arterial
hypertension, Acta Cardiologica, DOI: 10.1080/00015385.2024.2408130]. CILIIA
PEKOMEHOYIomb 000asamu comamepyenm 32i0H0 PeKOMEHOAYiaM 7-20 B8CeC8imHbO20
CUMNO3LYMY.

Ha momenm po3pobku Oanoi kniniynoi Hacmanoéu comamepyenm 8 Ykpaini He
3apeecmposaHo.

7. CHEOU®IYHI MIATPYIU JIETEHEBOI APTEPIAJIBHOI
T'IIIEPTEH3II

7.1. JlereHeBa apTrepiajibHa TrinepTeH3is, acouwiioBaHa i3 JKapCLKUMH
3aco00aMM Ta TOKCMHAMH

Jlesiki JikapchKi 3aco0M Ta TOKCHMHU TOB’si3aHi 3 po3BuTtkoMm JIADT abo
BOX/JI/remaHrioMmaTro3oMm JISTEHEBUX KaIIsApiB. [CTOpUYHO MEBHI 3aCO0M ISl 3HMKCHHS
areTUTy Ta TOKCHYHA pillakoBa oJiis Oyiau HaWOUIBII MOITUPEHUMH, TOA1 SK B HaIl Yac
MeTtaMmderaMiny, 1HTEpPEepOHU Ta JesIKi 1HTIOITOpU THPO3UHKIHA3HM € OUIBI YacTHMU
npuurnHaMu BUHUKHEHHsS JIAID (tabmuus 7). JIAIT € pigkicHUM yCKIAIHEHHSM Y
MaIli€HTIB, K1 MPUUMAIOTh 111 JIIKAPCHKI 3ac00H, 1 6arato 3 X JIKapChKUX 3aC001B TAKOX
MOB’s3aHI 3 IHIIMMH JICTGHEBUMH YCKJIQAHEHHSMH, TaKUMH SIK TapeHXIMaTO3HE
3aXBOPIOBAaHHS JIETeHb a00 IUIeBpaidbHUK BUIT. [li JereHeBi yCKIIaJHEHHS MOXYTb
BUHUKATH OJHOYACHO.

[ToBimomnenns npo JIAI', moB’s3aHy 3 npuiioMoM MeTtamdeTraMiHy, B OCHOBHOMY
Haaxo Tk 13 CIIA, ne neski nieHTpu BusBuiu, mo 20-29% IJIAT y Hux Oymau 1moB’sg3aHi
13 BxuBaHHsAM MeTamPeTtaminy [497,498]. TlopiasiHo 3 marienTamu 3 [JIAD y mamieHTiB
13 JIAI', mom’s3aHor0 3 MeramderamiHoMm, Oynu OUTBII CepHO3HI TEMOJIWHAMIUHI
MOPYIICHHS Ta BUIIMK pu3uK cMepTHOCTI [498]. Anbda- ta 6eta-iHTephEepOoHH TaKOXK
noB’sizani 3 po3BuTkoM JIADT [499]. Te came crocyeTbcs MAESKUX 1HTIOITOPIB
THUPO3WHKIHA3H, OCOOJIMBO Ja3aTHHIOY, a Takok 003yTHHIOY Ta moHaTHHIOY [40,500].

Cnig 3aBxmau posrmsanata JIAI, crnpuumHeHy JikapchbKUMHU 3acobamu  abo
TOKCUHAMH, Yy TAIIEHTIB 13 3aJIUIIKOI0 TPU (PI3MIHOMY HABAHTAXKECHH1 HE3PO3yMINOi
MPUYUHA 200 IHIMTUMH TPUBOKHUMHU O3HAKaMU. J[iarHOCTUYHUHN MiIXig Ma€e OyTH TaKUM
xe, sk 1 mpu iHmux ¢opmax JII', 1 miarHo3 3a3BUYail BCTAHOBIIOETHCS IILISTXOM
BUKIIOUCHHS 1HmUX ¢opm JII' y mamieHTiB, SKi 3aCTOCOBYBalM JiKapchKi 3aco0wu,
moB’si3aHi 3 po3BUTKOM JIAT.
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JlikyBanus JIAT', acouiiioBaHo1 13 JIIKAPCbKUMHU 3ac00aMu, BKIIFOUAE T1 CaMi OCHOBH1
NPUHIMUIY, 110 W JikyBaHHs HIMX Gopm JIAD. BaxxnuBo Te, M0 MOBIIOMIISUIOCS MPO
yacTKOBY a00 mnoBHY peBepcito JIAI' micns NpUNMHEHHA OPUMOMY NPUYMHHOTO
JIKapCchbKOro 3acoly, MpuHaMHI aisa iHTepdepoHiB 1 nazatuHiOy [499,500]. Otxke,
MYJBTUIUCIUATIIIHAPHE JIIKYBaHHS TAIliEHTa Ma€ BKJIIOYATH TPUIUHEHHS TMPUHOMY
JKapCchKOro 3aco0y miciis BctaHoBieHHs faiarno3y JIAD (Takox auB. pekoMmenaaiii ETK
2022 urono onko-kapzaionorii) [S01]. V nauientiB 13 nerkoro JII' Ta npodisieM HU3BKOTO
pU3UKYy MOXe OyTH JOCTaTHBO TPHUITMHEHHS il TpUTEepa, TOMY PEKOMEHIYETHCS
CHOCTEpIraTH 3a TAKUMH MAalllEHTaMH MPOTIroM 3-4 MICALIB NEpe TUM, SIK PO3risaaTH
tepamnito JIAT'. Tepamiro JIAI i po3noynHaTH y NALI€HTIB, Y SKUX HE HOPMAaJi3ye€ThCs
reMoJIiHaMiKa MICisl BIAMIHM, ab0 y TMAlI€HTIB, y SIKHX HAa MOMEHT BCTAHOBJICHHS
niarHo3y JIAT BusiBiena B mizHii ctajii. Ha BinMiny Bix iHmmx dopm JIAT, neeckanarris
tepanii JIAI' wacto moxiuBa min yac mnepediry xBopoou [500]. Jlikapi moBHHHI
nam’atati, mo JIAD, acomiiioBaHa 13 JIIKAPCBKUMHU 3aco0aMu MOXKE MaTh O3HAKH
BOXJI/remanriomaTo3y JIereHeBUX KanuIsipiB, 1, 0COOJIMBO Yy MAII€HTIB, AKI OTPUMYIOTh
aJKUTyIOUl areHTd, Taki sk mitominud C abo mukinodocdamia. OOI3HAHICTh METUIHUX
MpaIiBHUKIB Ma€ BAXJIMBE 3HAUCHHS IS BUsABIEHHs BunankiB JIAI, acomiifioBanoi i3
JKapChKUMU 3aco0aMu, Ta MOBIIOMJICHHS PO HECTIPUATINBI eheKTH (papMaleBTUUHUX
JKapChKUX 3aCO01B.

7.2. JlereneBa apTrepiajibHa rinmepTeH3is, acoluiiioBaHa i3 3aXBOPHBaAHHAM
CIOJIYYHOI TKAHUHH

JIAT € nobpe BiIOMUM JIET€HEBO-CYJAMHHUM YCKIIATHEHHSM CHUCTEMHOT'O CKJIIEPO3Y
(CC) [173,502-504], cuctemHoro uepBoHoro BoBuaka (CUB) [505-507], 3mimaHoro
3aXBOPIOBaHHS CIOY4HOIT TKaHUHU [506] 1 pimko — nepmatomio3uty [508] Ta cunapomy
[erpena [509]. Ha BiamiHy, 3B’sS30K MK peBmaToigHuM aptputoM 1 JIAIT He
BctanoBieHo [510]. JIAT-3CT e npyrum 3a nommpenictio tunom JIAT micna UUTAT y
3axiHUX KpaiHax [S11].

CC, ocobnuBo #oro mimiToBana gopma, € ocHoBHOIo0 npuuuHoio JIAI-3CT y €spomni
ta CIIA (CUB wuacrime 3yctpidaetbess B A3sii) [173,502,506]. IlomupeHicTh
npekarisipHoi JII' y Benmkux koroprax naiienTis i3 CC cranoButh 5-19% [173,502]. ¥V
nux mamieHTiB JIIT Moxe BUHUKATH y 3B’A3KYy 3 IHTEPCTHUIIATBHUM 3aXBOPIOBAHHSM
nerenb (I3JI) [504,512] abo y pesymnbrari JIAI' [173,502-504,506], iHOM1 3 O3HAKAMH
ypaxeHHs: Ben/kamiapiB [504,513]. Kpim toro, JII'-3JIBC (rpyma 2) TakoX dacro
3ycTpidaeTbes uepe3 3anmydeHHs miokapay npu CC [504,514]. Caim 3a3HauuTH, 110
namientn 3 CUB Takoxx MoxyTh MaTu JIAD', 3axBoproBaHHs JiBUX BigaiaiB cepus, 13JI ta
XTEJIT" (mepeBaxHo Ha 111 anTUdOCchomimigHOr0 CHHAPOMY). TOMY BaKIUBO PETEIBHO
BU3HAYNTH, KM MEXaHI3M € aKTyaJlbHUM Yy JAHOTO TMAIli€HTa, OCKUIbKUA Iie Oyje
JTUKTYBaTH AITOPUTM JIIKYBaHHS Y KOHTEKCT1 PI3HOOIYHOTO 3aXBOPIOBAHHHI.

Knacrepnwuii ananis, nposenenwnii y mamieHTiB i3 CC, mokasas, mo npekamniispaa JII'
3a TICBHUMHU O3HAKAMU MOXE OyTH pO3JijieHa Ha OKpeMi KiIacTepu 3 BIAMIHHUM
nporuo3zom [503]. OnuH knactep, IKUil XapakTepu3yBaBcs HasiBHICTIO nomupeHoro [3J1,
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Ta L€ OAMH 13 CEPHO3HUMHU MOPYLICHHSMHU TE€MOAMHAMIKU, Majld HECHPUSTIMBUI
MPOTHO3, TOJ1 SIK Yy JBOX IHIIMX BUSIBIEHO a0o0 BiacyTHICTh [3JI, ab0o HasgABHICTH
oOmexenoro I3JI, 3 nerkum a6o nmomipauM puszukoM JIAI' 1 BITHOCHO CHPUATIMBUM
3arajbHUM nporuozom [S03].

Pexomennaniiina tadiauusa 14. Pexkomenmanii momo JIAI, inaykoBaHoi
JIKapCbKHUMHU 32€00aM#1/ TOKCHHAM M
Pexomenaamii Kaac PiBennb
pexoMeHaamii | J0Ka30BOCTI

Pekomennyetscst niarHoctyBatu JIAID, 1HIyKOBaHY JIIKapChbKUMU
3aco0aMM/TOKCUHAMH, Y MAIlIEHTIB, SIK1 MAJIM BIATIOBIIHUM 3B A30K Ta
y SIKUX BUKJIIOYEH1 1HII1 npuaunu JII'

VY nmnauientiB 3 migo3poro Ha JIAI, IHOYKOBaHY JIIKapChbKUMU
3ac00aMM/TOKCUHAMHU, PEKOMEHJIYEThCS ~ HEraHO  NPUIHHUTU
MPUIOM NPUUYMHHOTO YNHHMKA, SIKIIO 1€ MOXKJIMBO

Cnin posrnsgHytu HeraiiHy Tepamito JIAI' y maiieHTiB, y SKUX Ha
MOMEHT BCTaHOBJEHHs JiarHo3y JIAI' cepeTHbOT0/BUCOKOTO PU3UKY
[Mamientn 3 JIAI' HH3BKOrO PHU3MKY MOBHHHI HPONUTH MOBTOPHE
oOcTexxeHHsT uepe3 3-4 MicsAll WICHS TNPUIUHEHHS NpUioMYy
MiI03PIOBAHOTO JIIKAPCHKOTO 3aco0y abo TOKCHHY, 1 Tepamito JIAT Ib C
MOXXHAa  pO3TJISHYTH, SKIIO TOKAa3HMKM TEMOJMHAMIKM  HE
HOPMaJTI3yBaJIHCS

C

ITa C

JIAT — nereneBa aptepianbHa rinepren3id, JII' — nereHeBa rinepTeH3is.

7.2.1. EmigemioJioria Ta giarunos

IcHye 3HauHe epeBaXkaHHs K1HOK 1pu aiarHoctyBaHH1 JIAT-3CT (cniBBigHOIICHHS
KIHKH/4905I0BIKM 4:1), 1 cepenaHii BIK HA MOMEHT BCTaHOBJICHHS J1arHO3y 3a3BUYai
ctaHoBUTh >50 pokiB, ocoommBo mpu CC [173,502-511,513,515,516]. Ha tmi 3CT
MAIIEHTH MOXYTh MAaTU CYMYTHI po3naau, Taki ak [3JI, 1 MatoTh KOPOTIILY BUKUBAHICTh
nopiBHsHO 3 manientamu 3 IJIAI [503]. HeckopuroBauwmii pusuk cmepti npu JIATI'-3CT
nopiBHsHO 3 IJIAI ctaHOBUTH 2,9, a MpeIUKTOPHU pPe3ynbTaTy JIKyBaHHS 3arajoM Mo 1i0Hi
no takux sk g [JIAT [516,517]. CumnTomMu Ta KIIiHIYHI MPOSBH TaKOX MOIIOHI 10
IJTAT, a nesiki marieHTH, sIKi BBaXkasocs, 1o MaroTh IJIAT", MoxxyTh OyTH 11eHTH(IKOBaHI
gk Taki, o MaroTh JIAT-3CT 3aBnsku pe3yabTaTaM peTelbHOr0 KIITHIYHOTO O0CTEKESHHS
Ta IMYHOJIOT1YHUX CKpUHIHTOBUX TecTiB. KT opraHiB rpy1HOT KIIITKH PEKOMEHI0BAHO /IS
orminku HasBHOCTI [3JI abo 03HAaK JEreHeBOi BEHOOKIIIO31MHOI XBOPOOW/JIETCHEBOIO
KamingpHoro remanriomatosy [504,513,515]. [3ompoBane 3HmxkenHs DLCO €
nomupernM nipu JIAT-3CT [173,502-504].

ExoKI', mpoBeneHa y cTaHi CIIOKOIO, B TMOEAHAHHI 3 1HITUMH JOCIITKCHHIMHU
PEKOMEHIYETHCS y SIKOCTI CKPUHIHTOBOT'O OOCTEKEHHS Yy 0€3CHMIITOMHHMX MAIlIEHTIB 13
CC 3 moganpimuM MOPIYHUM TOBTOPOM. CKPHUHIHT/paHHE BUSBICHHS OOTOBOPIOETHCS B
po3aimi 5.3.1. IIpu iammx 3CT ckpuninr JII' 3a BiACyTHOCTI CHMIITOMIB, 1110 BUKITUKAIOTh
Mi03pH, HEe pekoMeHayeThes, ToAl ik ExoKI™ cnig mpoBoauTh 3a HAsIBHOCT1 CUMIITOMIB.
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Sx 1 npu mHmmx Gopmax JIAI, KIIC pekomennoBana B ycix Bunajakax mijno3pu Ha JIAT -
3CT mis miATBEpIKEHHS IIarHO3Y, BA3HAYEHHS TSDKKOCTI Ta BUKJTFOUCHHS 3aXBOPIOBAHHS
JiBUX BiaauiB cepis [504].

7.2.2. JlikyBaHHs

Jlikapebki 3acobu ans gikyBaHHs JIAT-3CT cnig npusHayaTd 3a TakUM Ke
anroputMoM JikyBaHHs, K 1 npu IJIAD (pucynok 9). Iamientn 3 JIAT-3CT Oynu
BKJIFOYEHI1 /10 OUIBIIOCTI OCHOBHMX PaHAOMI30BaHUX KOHTPOJIBOBAHUX TOCHIIKEHb IS
perynsitopHoro 3aTBepkenHs Tepanii JIAL [518]. Jeski acnektu sikyBanas JIAI'-3CT
BIIPIBHAIOTHCA 3ayexHo Bia acomiioBanoro 3CT [506]. ImyHocynpecuBHa Teparis, 110
NO€JIHY€E TIIOKOKOPTUKOCTEpPOinu Ta wuukiodocdamia, Moxke 3yYMOBUTU KIIHIUHE
nokpaieHHs y nauieHtis 3 JIAL', acouiiioBanoro 3 CUB a6o 3mimanum 3CT [506], xoua
He € pekomeHgoBaHoto Tipu JIAT, acormiioBanoro i3 CC [519]. Iamientu 3 CC Ta iHIIUMU
3CT moxyTtb Matu [3J] Ta/abo ceplieBy HETOCTATHICTD 31 30€peKEeHOI0 (PPAKIIIEI0 BUKULY
(CH36DB), o HeoOxinHO BpaxoByBaTu Ha movatky Tepamii JIATL' [504,515]. Tlpu 3CT
CHIBBIIHOIICHHS PU3UKY Ta JIOBIOCTPOKOBOT KOPHCTI MEPOPATLHUX aHTUKOATYJISHTIB €
HECIIPUSITIMBUM 4Yepe3 MIBUIICHUN PU3UK KPOBOTEYl, TOA1 SIK aHTaroHicTy Bitaminy K
pexomengoBani npu JIAI'-3CT 31 cxunbHICTIO 10 TpoMOOG LI (HaNpUKIIa, 3 HASBHUM
anTudocdoiniIHUM cuHapoMomM) [319].

Amnaniz miarpyn namientiB i3 JIAI, acomiiioBanoi 3 CC, ski Opanu ydacTtb y
pPaHAOMI30BaHUX KOHTPOJIHOBAHUX JOCITIPKEHHAX, MPOBEJCHUX 13 MOHOTEparie adbo
KOMOIHOBAaHOIO TEpAITIEI0 aHTArOHICTIB penenTopiB eHaoTeniny, 1®JIE-5, crumynsatopis
po3unHHOi  ryaHutatumkiasu  (pI'Ll), aronicTiB  pemnenTopiB  MPOCTALUKITIHY,
€MOMPOCTEHOJIOM Ta aHaJIOraMH MPOCTALUKIIHY, MPOJIEMOHCTPYBAB MO3UTHUBHI €eKTH
BKa3aHOTr'0 JIIKyBaHHSA TOpiBHAHO 3 1marnebdo [301,401,519,520]. ¥V nesdxkux i3 mux
JOCJTIJKeHB BETMYMHA BiAMmoBial Ha mikyBaHHsS y miarpymi JIAT-3CT Oymna HIK4YO010, HIK
y migrpym JIAT [519,520]. BesnepepBHa Teparis €MONPOCTEHOJIOM ITOKpaIlniia
3MaTHICTh BUKOHAHHSA (I3UYHUX HaBAaHTAKCHb, IEPEHOCHMICTh CHMIITOMIB Ta
reMOJAMHAMIKy B 3-MICSYHOMY PaHIOMI30BaHOMY KOHTPOJIBOBAHOMY JOCTIIKCHHI Yy
JIAT', acomiiioBanoro i3 CC [401]. IIpoTe peTpoCHeKTUBHUN aHAI3 IMOKa3aB KpallHi
e(heKT BHYTPINIHHOBEHHOTO 3aCTOCYBAaHHS EMOMPOCTEHONY Ha BuxkuBaHHSA mpu [JIAT
nopiBasiHO 3 JIAT, acomiifoBanoro 3 CC [521]. BuGip tepamii JIAI' y kontekcti CC Ta
HOT0 CHCTEMHHUX TPOSBIB MOXE BPaXOBYBATH IHIII CYAWHHI YPaK€HHSA, SIK-OT BUPA3KU
najbliiB [522].

3CT nHe chig po3rasgaTH sSK Oe3yMOBHE MPOTUIIOKA3aHHS [JIs TPaHCIUIAHTAIlll
nerenb [523]. Ile Oyno mmpoko BuBdeHo mnpu CC. PekomeHI0BaHO
MYJIBTUIUCIUATIIIHAPHUHN TAXiA, M0 onTuMi3ye BeneHnHs mamientiB i3 CC go, mig 4gac i
micist onepartii [523]. Iloka3zaHHs Ta IPOTUTIOKA3aHHS IS TPAHCIUIAHTAIlIl TOBUHHI OyTH
aganToBaHi g0 ocoOmmBocTedr 3CT, 3 0COOMMBHM aKIICHTOM Ha Ypa)KCHHsS OpraHiB
TpaBiieHHs (racTpoe3odareanbHa pedIoKkcHAa XBOpoOa Ta 3aXBOPIOBAHHS KHUIIICYHUKA),
ceplis, HUPOK 1 mkipu [523].
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Pexomennaniiina tadauus 15. Pekomenaauii moao JereHeBoi aprepiajbHOI
rinepreHsii, aconiiioBaHOI i3 3aXBOPIOBAHHAM CIIOJIYYHOI TKAHUHH
Pexomenpamii PiBenn
J0KA30BOCTI

3rifHO 3 MOTOYHUMH peKoMeHnamisiMu, y mnarientiB 3 JIAI-3CT
PEKOMEHIOBAHO JKyBaHHS OCHOBHOTO 3aXBOPIOBAHHS
[166,167,419,524]

V namientiB 3 JIAT'-3CT pexoMeHIOBaHWH TaKUi CaMHUI alITOPUTM
JiKyBaHH4, 5K 1 y namienTis 3 [JIAT

UUIAT — inmiomatuuHa JiereHeBa aptepianbHa rineprensis, JIA-3CT — nereHeBa aprepiajipHa rilepTeH3is,
acoliioBana i3 3aXBOPIOBAHHSM CIIONTYYHOI TKAHWHH.

7.3. JlereneBa apTepiajibHa rineprensis, acouiiiobana 3 BlJI-indexuicro

BukopucranHs BUCOKOAKTUBHOI aHTUpeTpoBipycHoi Teparii (BAAPT) 1 nporpec y
JIKYBaHH1 OMOPTYHICTMUHUX 1H(EKUI COpusuii 30UTBIICHHIO OYiKYBaHOI TPUBAJIOCTI
KUTTS TAIieHTIB 3 1H(eKIe Bipycy imyHonediuuty moaunu (BIJT) [525,526]. Tomy
CIIEKTp YCKJIaJHEHb 3MICTUBCS B OIK 1HIIKX JIOBTOCTPOKOBUX CTaHiB, BKItouarouu JIAT.
Kniniyni ta rictomaronoriydi 3Haxinku, BusiBieni npu JIAI-BIJI, wmatore OGararo
cuutbHOro 3 IJTAI [1,527]. 3aBnsiku HasBHOcTi BAAPT y noennanui 3 Tepamiero JIAT
nporHo3 JIAI-BIJI momitHO mnokpamuBes 3a ocTaHHi poku [526,528]. Kpim Toro,
napaJiesibHO 31 30UTbleHHSIM qocTymHocTi BAAPT 3HM3MIIach 3axBoproBaHicTh Ha JIAT -
BIJI [528]. 3arasom 1i BIUIMBM Ha BW)KHMBAaHHA Ta 3aXBOPIOBAHICTh IPHU3BEIH 0
ctabutbHOT mommmpeHocti JIAIT y mamientiB 3 BlJI-iHdekIliero mpoTsaroMm OCTaHHIX
necaTUIITh. PpaHily3bKe MOMyIISIIiHE TOCHIKEHHs TToka3aio nomupeHicTs JIAI cepen
BlJI-indikoBanux oci6 0,46%, 1o O0ysn0 qye cX0KUM Ha MOIIUPEHICTh TaHOT MaTOJIOT 1T
no enoxu BAAPT [177].

[Tatorenes JIAI'-BIJI 3anummaerscs HescHUM. Hemae yxoqHUX JOKa31B IPSAMOI podIi
BUJI y matorenesi JIAI i, xoua nmpuCyTHIi y cyOCTpaTi KIITHH JICTEHEBOTO 3amajicHHS,
caM 30yJIHHUK HIKOJM He OYyB BHSIBJICHHH y MICII JIETEHEBUX CYIWHHHX YpaXeHb Yy
namientiB 3 JIAT-BIJI [529]. Lle na€ MOXIIUBICTh IPHUITYCTUTH, IO HETIPsSMa JIis BIpyCHOT
iHbeKIT Ha 3amaneHHs Ta (HaKTOpu POCTY MOXKE CIYTryBaTH TPUTEPOM JIJIS Malli€HTa 3i
CXUJIBHICTIO 110 po3BUTKY JIAT.

7.3.1. Jliarno3

JIAT-BUI mae cxoxy nHa IJIAD xminiuHy KapTuHy. [0 4aciB Kpamoi JOCTYIHOCTI
BAAPT OGinburicTs nmamieHTiB 3a BUpakeHicTio cumnTomiB nepedyBann y K BOO3 111
a6o IV Ha MOMEHT BCTaHOBJICHHS JIarHo3y. 3apa3 y MAaIlleHTIB JIarHOCTYIOTh 3HAYHO
MEHIII BUPAXEHI CUMIITOMHU Ta MOPYIIEHHS TeMOJUHAMIKHA. Y TAII€HTIB MOXYTh OyTH
i Qakropu pusuky JIAD, Taki sk 3aXBOPIOBaHHS TMEYIHKH (XpOHIYHUN BIPYCHHIA
renatuT B a6o C) abo BB JiKkapchkuX 3aco0iB um TokcuHiB. [lamienTn 3 JIAT-BIJI
qacTillie MarTh YOJIOBIYY CTaTh Ta 3aJCXKHICTh BiJ BHYTPITHROBEHHUX HAPKOTUIHUX
nikapcekux 3aco0iB [403,526]. BigcyTHs kopensmis mixk TsokkicTio JIAT 1 cragiero BIJI-
iHekuii un cryneHeM imyHonediuuty [403,530]. bescumnromuux mnaimientis 3 BIJI-
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iHbpekuiero He cnia obcrexxyBatu Ha JIAIT depe3 11 HM3bKY mnomupeHicTh. OJIHAK,
HeoOxinHo npoBoauTh ExoKI' marieHTaM i3 3aJUIIKOI0 HE3 sICOBAaHOI MPUYUHU, 1100
BUSIBUTU OB’ s13aH1 3 BIJI-1H(ekIier0 ceplieBo-CyIMHHI YCKIAHEHHSI, TaK1 IK MIOKapauT,
kapaiomionaris abo JIAT'. KIIC € 060B’s13x0B00 Jutst miATBEepAKEeHH Aiarno3y JIAT-BLJI
1 BUKJIIOUEHHS 3aXBOPIOBAHHS JIBUX BiAAUIIB cepiis [527].

JIAT € He3anexxuum (hakTopom pusuky cMmepTi naiienTis 3 BIUL. ¥V 1990-x pokax, a0
nosisu BAAPT, nauientu 3 JIAI'-BIJI manu norani pe3yiabTaTu 3 3-piuHO0 BUKHUBAHICTIO
<50% [403]. 3apa3 3arajpHa BKUBAHICTh MOKpalimiacs, 1 namiedatu 3 JIAI'-BIJI maroth
Kpauuii NporHo3, HiXk OUIBIIICT Mali€HTiB 3 IHUMU popmamu JIAT [526].

7.3.2. JlikyBaHHs

[ToTouni pekomenaauii mozo jgikyBaHHs JIAI'-BIJI 3HauHO0 Mipoto 6a3yroThCsl Ha
nanux monao IJIAT [25,26]. JlikyBauus JIAI'-BIJI 3a momomororo BAAPT mnoxkpainye
(GYHKIIOHAIBPHUN CTaTyC 1 BW)KMBAHICTh TMAIIEHTIB Yy JESIKUX PETPOCTICKTUBHHUX
nocmimpkenHsax [525,526,531]. Tomy pekomenayerbcst Bukopuctanus BAAPT mpu JIAT -
BIJI, He3anexxHo Bil BIpyCHOTO HaBaHTaXXEHHs Ta KUTbKOcTi CD4+ KIiTHH.

AHTUKOAryJssHTH HE PEKOMCHJIOBaHI Yepe3 IMJBHMINCHUNA PHU3HK KpPOBOTECYl Ta
B3aeMoIii sTikapchkux 3aco0iB [319,527]. Iamientu 3 JIAT-BIJI 3a3Buuaii He pearyrorh
Ha Ba30pPCaKTUBHHI TECT, TOMY HE MTOBUHHI OTPUMYBATH 0JIOKATOPH KaJIbI[iEBUX KaHAJIIB
[378].

[IpocnexktuBue Bigkpute pociimxeHHss BREATHE-4 moxkaszano, mo uepes 16
THXKHIB Tepanii y marieHtiB 3 JIAI'-BIJI 6o3enran momitHO mokpamus @K BOO3,
GI3MYHY 3aTHICTh, SAKICTh KUTTS Ta TemMoauHaMiky [532]. VY 1I0OBrocTpoKoBii
PETPOCTIEKTUBHIA cepli JOCHDKeHb Teparis Oo3eHTaHOM Oyja TOB’s3aHa 3
HOpMatizamiero remoauHaMikd y 10 3 59 marmientiB [533]. bo3eHTaH mNOTEHIIHHO
B32€EMOJIIE 3 AHTUPETPOBIPYCHUMHU JIIKAPCHKUMH 3aC00aMHU, TOMY IPU HOTO 3aCTOCYBaHHI
y noeaHanHl 3 BAAPT weoOXimHuil perenbHU MOHITOPUHT. Bkpali mMana KiUIbKICTh
naitieHTiB 3 JIAT'-BIJI Oynu BKiItOUeH1 y paHIOMi30BaH1 KOHTPOJIBOBAH1 JOCIIIKCHHS 3
aMOpI3eHTaHOM 1 MAIIUTEHTAHOM, 3 KX HE OYJI0 OTPUMAHO BH3HAYEHOT'O BUCHOBKY.

[TosutuBHiI epextn crnaenadury ta taganadiny npu JIAT-BIJI 6ynu BcTaHOBIIEHI B
TeMaTUYHUX gocaimkeHHsX [534,535]. TToeimomisiaocs mpo B3aemoxito Mixk iDJIE-5 ta
iHTi0iTOpaMH MPOTEa3y, IO MNPU3BOAWIO 10 3HAYHOTO ITBHINCHHS KOHIICHTpAIii
MIEPIINX; 111 JTIKAPChKi 3aCO0U CITi/1 BBOJUTH B HU3BKUX J03aX 3 PETEIHHUM MOHITOPHUHTOM
MOTEHIIHHUX TOOIIHIX €EKTiB, BKIIFOYAIOUN apTepiaiabHy TinmoTensito [536,537]. Hemae
JTaHUX 11010 BUKOpUCTaHHs ctumyisitopa pl L] piouuryary mpu JIAI'-BIJI.

JlikyBaHHA BHYTPIITHROBEHHHUM E€MOMPOCTCHOJIOM TMPHU3BEIO JI0 3HAYHOTO
nokpamenass ®K BOO3, ¢i3uuHOi 31aTHOCTI, TEMOAWHAMIKA Ta BWIKUBAHOCTI Yy
BuOpannx mamientiB 3 JIAI-BIJI [403,538]. IcHye nyke Majo MaHWAX MO0
BHYTPIIIHHOBEHHOT'O Y MIAIMKIPHOTO BUKOPUCTAHHS TPEMPOCTUHIITY 200 THTANAIIITHOTO
utonpocty nipu JIAT-BIJI [539,540].

Hemae manux kJIiHIYHUX JOCHTIIKEHb OO 3aCTOCYBaHHS KOMOIHOBaHOI Tepamii
JIAT-BIJI. BpaxoBytouu BiICYTHICTh MIATBEPAKYIOUHMX JOKA31B 1 MOTEHIIITHI TpoOeMH,
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MoB’s13aH1 3 OE€3MEeKOI MAaIllEHTIB, KOJM JKapchki 3acobu Bin JIAIT 3acTOCOBYIOTH
OJIHOYACHO 3 aHTUPETPOBIPYCHUMH JIIKAPCHKUMU 3aC00aMU, PEKOMEHAY€EThCS TOYATKOBA
MOHOTepamnisi JikapcbkuMu 3acobamu s JIAIT 3 mojanpmiuM  iHAWBITYaTbHUM
3aCTOCYBaHHSM KOMOIHOBaHOI Tepamnii y Nali€eHTIB, sIK1 HE JOCATat0Th MPOQLII0 HU3BKOTO
PU3HKY.

Pexomennaniiina tadauus 16. Pexkomenaanii 1010 JjereHeBoi aprepiajbHOI
rineprensii, acouniiioBanoi 3 BlJI-indexuicro
Pexomenaamii Kaac PiBennb
pexomMeHaamii | J0Ka30BOCTI

3rilHO0 3 MOTOYHUMH peKoMeHnalismu, mnamieatam 3 JIAT-BIJI
pPEKOMEHIOBaHa aHTUPETpoBipycHa Teparis [541,542]

Cnig posrasgaTd 3acTOCYBaHHS ITOYATKOBOI MOHOTeparii IS Ila C
naniedTis 3 JIAI'-BIJI 3 nonanbmuM nepexogoM A0 KOMOIHOBaHOL
Teparii 3 ypaxyBaHHSIM KOMOPOILIHOCTEH Ta B3a€EMOJIM JIKAPCHKUX
3ac001B MK 00010

BT — Bipyc imyHOnedinuty mronuan, JIAI'-BIJT — nereneBa aprepianbHa TinepTeH3is, acoiiioBaHa i3 BipycoM
iMyHOZIE(DIIUTY JIFOJIMHU.

7.4. JlereneBa apTepiajbHa TrinepTeH3is, acouilioBaHa 3 MNOPTAJbLHOIO
rinepreHsiero

[Topt-JIAT' po3BuBaeThcsi y 2-6% maii€eHTIB 13 HOPTAIBHOIO TINEPTEH3IE0 13
HassBHUM a0o0 BIJICYTHIM 3aXBOpPIOBaHHSM nediHku. Y peectpax [Topt-JIAI" ctanoBuUTH 5-
15% mamientiB [543-545]. Pinko nmeski mamientu 3 ITopt-JIAI MaioTh MOPTOCHCTEMHI
IIYHTH 32 BIICYTHOCTI MOPTaIBHOI T1EpTEeH311 (BpOKEH1 IM03aneYiHKOB1 KaBarmopTaibHi
mryHTH) [546]. Ognak [opt-JIAT Binpi3HSIETHCS BiJl reNaTONET€HEBOTO CUHIPOMY, SIKUH
XapaKTepU3y€eThCA PO3MIMPEHHSAM BHYTPIIIHBOJETCHEBUX CYAMH 1 Timokcemiero. Crin
3a3HAYNTH, 1110 TenaTojiereHeBuil cuuaApoM 1 [TopT-JIAI" MOXKYTh BUHMKATH TTOCITITIOBHO
a00 OJTHOYACHO Y TAIlIEHTIB 3 MOPTAJILHOIO TinepTensieto [547].

7.4.1. Jliarno3

Hiarao3 Iopt-JIAI rpyHTy€eThCcs a60 Ha HassBHOCTI pekamisipHoi JII' He3’ sicoBaHOT
NPUYMHHA Yy TALIEHTIB 3 MOPTAIBHOIO TIMEPTEH31€I0 a00 MOPTOCUCTEMHHUM IIIYHTOM.
JllarHOCTUYHUHN IMAXia TaKUW caMUM, SK 1 B IHIMUX MAIIEHTIB 3 MiA03pIOBaHOI0 200
Bnepie BusaBiaeHOw JII'. TpancropakanmpHa ExoKI, sk mnpaBuimo, € mnepmum
HEIHBa3UBHUM OOCTEKEHHSM Yy MAIi€HTIB 3 mimo3poto Ha JII', 1 ii Takok peKOMEHIYIOTh
SK IHCTPYMEHT CKPHHIHTY TMAaIlil€EHTIB 100 OIIHKKM MOXJIMBOCTI ITPOBEIACHHS
TpaHCIUIaHTaIil mediHku. OCKUTBKH MMAIIEHTH 13 3aXBOPIOBAHHIMU MEYIHKH 9aCTO MAIOTh
MABUIICHUH CePIIEBUN BUKHI, IBUAKICTh TPUKYCITIIATBLHOT PETYPTiTallii Mae TCHICHIIII0
MEPEOIIHIOBAaTH THUCK B JiereHeBid apTepii y mmx mamieHTiB. KIIC 3 xomrmuiekcHOIO
OITIHKOIO0 TEMOJWHAMIKH € 0OOB’SI3KOBUM METOJIOM JOCTIKCHHS JIJISl TMIATBEPKSHHS
niarao3y JII' 1 mus qudepenmiroBanns JIAD (3 migsumenum OJIC) Bix HeknacudikoBaHO1
JIT" (3 HopmansHuM OJIC).
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7.4.2. JlikyBanHs

[Tamientn 3 HeknacudikoBanoro JII' (to6To, CpTJIA >20 MM pT.CcT., 30UIBLIEHUI
cepueBuil Bukua ta OJIC <2,0 on. Byna) moBuHHI mnepeOyBaTu MiJ PEryJsSIPHUM
CIIOCTEpPEKEHHSIM, aje iX He CIiJ JIKyBaTHU JIKAPCbKUMHU 3aco0aMu, CXBAJICHUMH IS
JIAT'.

VY nanieHTiB 13 BctaHoBIeHUM AiarHo3oM [lopT-JIAI nikyBaHHS Ma€ CiilyBaTU TUM
caMUM 3araJlbHUM OpHHLIMNOAM, 0 ¥ y iHmuX nanieHTiB 3 JIAI, Gepyun o yBaru
TSDKKICTh OCHOBHOT'O 3aXBOPIOBaHHS MMEUIHKU, MOKA3aHHS O TPAHCIUIAHTAIIll TTEYIHKHU Ta
MOTEHILIHUI BIJIUB JIIKapChKUX 3ac001B 1uis JikyBaHHsS JIAD' Ha ra3000MiH, SIKUW MOXKe
MOTIPIIUTUCS TIJ] Yac 3aCTOCYBaHHS Ba3oawiataropiB y mnamieHTiB 3 [lopT-JIAT
[548,549]. VYci mikapcbki 3acobu, cxBajgeHi s JIAI, MoXHa B OCHOBHOMY
BUKOPUCTOBYBAaTH JUIs JiikyBaHHsS mamieHTiB 3 [lopT-JIAI', mam’sgraroum, 10 TaKUX
NaIIeEHTIB 3a3BMYail BUKIIOYAIOTh 3 PEECTPALIMHUX JOCHIKeHb. Tak yu 1HaKiie, pi3Hi
cepii BUMAJKIB MIATBEPAKYIOTh BUKOPUCTAHHS CXBaJIEHUX JiKapchKuX 3aco0iB Bia JIAT
y mnamieHtiB 3 [lopt-JIAI. V nHailOunbmiid cepii, omyOnikoBaHIi Ha JaHUW MOMEHT,
noBigomiIsiiocs mpo 574 naiieHTiB 3 [lopt-JIATL, siki oTpuMyBau pi3Hi JIKapChKi 3aco0U
Bin JIAL, nmepeBaxxno 1®J[E-5 abo AEP, okpemo ta B xombOinaiii [545]. buibmiicts
narieHTiB (56,8%) mnepeOyBanu y kimaci A 3a mkanow Yaing-II'to HA MOMeEHT
nmiarHoctuku JIAT. Tlix yac mepmioro Bi3uTy, sikui BinmOyBaBcs uepes 4,5 MicsIll Mmics
NOYaTKy JIIKYBaHHS, CIOCTEpIrajucs MOKpalleHHs mapameTpiB remoauHamiku, OK
BOO3, tecty 6-xBruinHHOT X0160H, 3HMKeHHS MHYIT/HKMHVYII; BriokuBaHicTh uepes 5
pokiB ckinana 51%. Y mamieHTIiB 13 JETKUM 3aXBOPIOBAHHSIM TEYIHKM OCHOBHUMU
npuarHaMu cMepTi Oymu niporpecyBaHHs JIADT Ta 370SIKICHICTB, TOMI SK YCKJIQJIHEHHS
CaMOro 3aXBOPIOBaHHS TMEUYIHKK OyJlM HAWNOMIMPEHIIMMHU TNPUYMHAMU CMEpPTI Yy
MaIli€HTIB 13 MPOTPECYIOUNM 3aXBOPIOBAHHAM MEYIHKH. 5S-piuyHA BUKUBAHICTH IMAIlIEHTIB,
AK1 TIEPEeHeCTU TPAHCIUIAHTALliIO MeYiHKH (n = 63), ctanoBuia §1%.

€IuHUM  paHJOMI30BaHUM KOHTPOJHOBAHUM  JIOCHTIDKEHHSM, TMPUCBSIYCHUM
nikyBanHio [lopt-JIAT, 6yno PORTICO — 12-tmxHeBe NOCHTIIKEHHA, Y SKOMY 85
NaIi€HTIB PaHAOMI3YBAIM 3a MPUHMOMOM ManuTeHTaHy (n=43) abo mianebdo (n=42)
[168]. Hocmimxennss PORTICO gocsrio cBoei MEpPBUHHOI KIHIIGBOI TOYKH,
npojaeMoHCTpyBaBmn 3HayHe 3HWKEHHS OJIC mOpiBHAHO 3 MMOYATKOBUM pIiBHEM
(cmiBBigHOIICHHS cepenHporo reomerpudnoro 0,65; JII 95%, 0,59-0,72; P <0,0001).
Opnak MDK JBOMa TpymaMH 13 BKa3aHUM JIIKYBaHHSIM HE OyJo BIAMIHHOCTEH Yy
MOKa3HUKAX BTOPUHHUX pe3ynbTaTiB, BKItodaroun @K BOO3, TecT 6-XBUIHHHOT X001
ta HKMHVIL

7.4.2.1. Tpancnnanmauin nevinku

ITopT-JIAI' cam 1o cobi HEe € TMOKa3aHHSAM J0 TpaHCIUlaHTalii mediHku. JIATD
CTAaHOBHTH CEPHO3HY 3arpo3y IS MAIi€HTIB, SIKUM TMOKa3aHa TPAHCIUIAHTAIlIS TICYIHKU
4yepe3 HasBHICTH 11 TSHKKOTO 3aXBOPIOBaHHS. Y cepil ICTOPHYHHUX MOCTIIKEHb KIIHIKA
Meiio Tsxka JIAD' 3 CpTJIA >50 mm pr.ct. Oyna moB’s3aHa 31 100% nepuonepariiitHoro
cmeptHicTio. Y mariedTiB i3 CpTJIA 35-50 mm pr.ct. Ta OJIC >3,0 ox. Byna cmepTHICTB
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Bce mie craHoBwia 50% [550]. ¥V kanaupaTiB Ha TpaHCIUIaHTalito nediHku 3 JIAT
TapreTHa MeJAWYHa Tepallis YCIHIIIHO MOKpaIlye T'eMOJUHAMIKY Ta CIPUS€ TOMY, LIO
MAI[iEHT CTa€ MPUAATHUM JUIs TpaHcivianTtaiii [545,551-554]. Ognak reMoauHaMidHi
KpUTepil yCHIIHOI TpaHCIUIaHTallll Hapa3l He OyJiM YiTKO BCTaHOBJIEHI. MibKHapojHe
TOBapHCTBO 3 TPAHCIUIAHTALIl MEYIHKMU JUIS MAaLI€HTIB, K1 OTpUMYIOTh Tepamito JIAT,
3anpononyBaio remoauHamiudi Mt CpTJIA <35 mm pt.ct. 1 OJIC <5 oa. Byna, abo
CpTJIA >35 mm pr.cT. 1 OJIC <3 oa. Byna, Bu3Hatouu, 110 BKa3aHi Kpurepii HoTpedyroTh
nogansinoi mnepeBipku [175]. CpTJIA >45 MM pT.CcT. BBaXa€eThCs aOCOITIOTHUM
MPOTUITOKA3aHHAM JI0 TpaHCIUIaHTaIlll nevinku [175].

VY nauientis 3 [TopT-JIAT, siki ycninmHo nepeHeciIn TpaHCIUIaHTaIlI0 TEY1HKH, 4YaCTO
€ MOXJIMBUMHU Jeeckanauis a0o npunuHeHHs JikyBaHHs JIAI, onHak 1e Mae
BUKOHYBATHCS Ha IHIUBIAYyanbHil ocHOBI [551,554].

Pexomennaniiina tadauus 17. Pekomenaanii 1010 JereHeBoi aprepiajbHOI
rinepreHsii, aconiiioBaHoOl 3 NOPTAJIBHOI0 INEePTEH3i€10

Pexomenmamii Kiaac PiBenn
OKA30BOCTI

ExoKI" pexomeHnmoBaHa namieHTaM 13 3aXBOPIOBAHHSAM MEUYIHKU 200 C
MOPTAIBHOIO TIMEPTEH3IEI0 3 0O3HAKAMU Ta CUMIITOMaMHU, IO JA0Th

MOXKJIUBICTH 3amifo3putH JII', a Takoxk K IHCTPYMEHT CKPHUHIHTY Y

MaIli€HTiB, SKi TOTPEOYIOTh OIIIHKH MOJJIMBOCTI TPOBEICHHS

TpaHCIIAHTAIlll TEYiHKA ab0 BCTAHOBJICHHS TPAHCIOTYISIPHOTO

MOPTOCUCTEMHOTO IIYHTA

[Tamientam 3 ITlopt-JIAI' pexoMeHIOBaHO 3BEPTATHCH Y ICHTPH C

€KCIIEPTHU3H I110JI0 BEICHHS 000X CTaHIB
Y  mamientiB 3 Ilopt-JIAI' chig  poO3MIsSHYTH  TTOYaTKOBY Ila C
MOHOTEPAITI0, 3 TOJAJBIIUM PO3IIMPEHHSAM 10 KOMOIHOBAaHOI 3a
HEOOXI1THOCTI, 3 pO3paxyHKy Ha OCHOBHE 3aXBOPIOBaHHS MEYIHKU Ta
MOKa3aHHs JI0 i TpaHCIUTaHTAaIlii

VYV mnanientiB 3 Ilopt-JIAI' TpaHCIIaHTaIil0 TEYIHKH SK METO] ITa C
JIKYBaHHS CIiJl pO3MISAATH Ha 1HAWBIAYyaJdbHIA OCHOBI, 32 YMOBH,
mo OJIC HopManmpHUN a00 HAOMMKAETHCS 10 HOPMAIBHOIO 3a
HasBHOI Tepamnii JII'

Jlikapcbki 3acoOu, 3aTBepmxkeHi s JikyBanHs JIAI, He
PEKOMEH/IOBaHI I TAIIEHTIB 3 TOPTaJbHOIO TiMEPTEH3IE Ta
HeknacudikoBanoto JII' (tobro, migsumenuii CpTJIA, 30inbiieHuit
cepueBuii Buku ta HopmanbHuii OJIC)

ExoKI" — exokapaiorpadis, JII' — nerenesa rineprensis, OJIC — onip nereneBux cyaus, [lopt-JIAI' — nerenea
aprepiajibHa TinepTeH3is, acouidoBaHa i3 mopranbHOWO rineprensiero, CpTJIA — cepenHiil Tuck y JereHeniit
aprepii.
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7.5. JlereHeBa aprepiajibHa rinepreH3is, acouiiioBaHa i3 BPOAXKEHOI BaJ0l0
cepus y 10poCJInxX

Hasguicts JIT' y gopocnux i3 BpomxeHoto Bajoto cepus (BBC) HeratuBHO BriuBae
Ha mnpuponuuii nepedir BBC, mnoripmye KIIHIYHUNA CTaH 1 3arajbHUl pe3ynbTaT
nikyBanHs [555]. JIAT'-BBC y nopocnux BkitodeHa 0 rpynu 1 KiaiHIYHOI Kiacudikamii
JIT" (Tabnuiist 6) 1 mpeacTaBiieHa HEOJHOPIIHOO MOMYJISLIEI0 NalieHTiB. {151 BUSHaUEHHS
MOJAJILIIOTO JIIKYBaHHS HEOOX1HO BUKIIOUMTH NocTkanuisipuy JII', acomiifoBany 3 BBC
J0pOCIIUX (HAPUKIIad, CUCTOIIYHA a00 11acTOJIIYHA CUCTEMHA AUC( YHKIIA IUTYHOUKIB Y
MOEHAHHI 3 YpaX€HHAMHM IIyHTa abo komiuiekcHa BBC nopociaumx Ta cuctemHa
aTpIOBCHTPUKY/IsIpHA AMCYHKINS KianaHiB). CreriasbHa KIiHIYHA Kiacudikaiis s
kpamoi xapakrtepuctuku JIAI'-BBC y mopocnux mpencraBinena y tabnumi 21. Jleski
ckiagai BBC noB’s13aHi 3 BpoJyKeHUMU aHOMAUTISIMU JIET€HEBOT'O CYJIMHHOTO JIepeBa, 1110
npu3BoauTh A0 cermentapHoi JII'. ITpu cermentapniit JII' oqun aGo Guiklne, ane HE BC,
CErMEHTH JICTCHb € TIMEePTeH3MBHUMHU (TOOTO, MArOTh MiJBUIICHUN THCK y JICTCHEBUX
CyJIMHAaX — IPUM. TIep.), 1 KO’KHA TinepTeH3UuBHA AUTIHKa Moxe MaTH JII' pi3HOrO cTyneHs
TSKKOCTI, TOJI $K IHIIl YaCTUHU JIET€HEBOI CYJUMHHOI CHUCTEMH MOXYTh OyTH
rinoriacTUYHUMU.  Halyactimum  craHoM €  aTpesiss  JiereHb 3 JIe(eKTOM
MDKIILTYHOYKOBOI TMEPErOpOJKH Ta CHUCTEMHO-JIETEHEBUMHM KOJIATEpAJIAMH, aje 1HII
cknaani BBC Takox MoxyTh npuszBectu 10 cermentapHoi JII.

Taoauna 21. Kuainiuna kiaacudikamis jereHeBoi aprepiajibHOI rinmeprensii,
acoliiioBaHol 3 BPOJIKEHUMHU BaJIaMH Cepus

1. Cunapom Eiizenmenrepa

Bxrouae Bci Benmuki IHTpa- Ta eKcTpakapiaiabHi AedeKTH, SKi MalOTh MMOYATKOBI MPOSIBU Y BUTIIAII
CHUCTEMHO-JICTCHEBHX IIIYHTIB Ta MpOorpecyroTh A0 3HauHoro miaBuiieHHs OJIC 1 3BOPOTHHOTO
(JlereHeBO-CUCTEMHOI0) YW JABOCTOPOHHBOIO IIYHTYBaHHS. 3a3BHYail MPUCYTHI I[iaHO3, BTOPUHHUUN
€pPUTPOLIUTO3 Ta MHOKMHHE YPA)KeHHsI OpraHiB. 3aKpUTTs Ae(PEKTIB MPOTUIIOKA3AHO.

2. JIAT', acomniiioBaHa 3 iepeBakaHHSIM CUCTEMHO-JIETEHEBUX IITYHTIB:

- TaKUX, 10 MIIIAFTHCS KopeKui'l'*;

- TaKuX, IO HE MIJAI0THCS KOPEKITii.

Bxrouae momipHi ta Benuki nedextu. OJIC He3HauyHo ab0 MOMIpHO MIABUIIICHUH Ta BCE IIIE MepeBakae
CHUCTEMHO-JIETEHEBE IIYHTYBaHHS, TO1 K I[iaHO3 Y CTaH1 CIIOKOIO HE € XapaKTePHOIO 03HAKOIO.

3. JIAT i3 ManuMu/BUIIAAKOBUMUA I[e(beKTaMI/I**

[TomitHo mimBumennii OJIC 3a HasBHOCTI cepleBHX ae(EKTiB, SKi BBaXKAIOThCS T'€MOJAMHAMIYHO
HE3HAYyIIUMU (3a3BU4ail JeeKTH MDKIIITYHOUYKOBOI eperopoaku <1 cM i qedekTu MiKnepeacepaHoi
neperopoaku <2 c¢M e(eKTHBHOTO JiaMeTpa, OLIHIOBAHOIO eXxokKapiiorpadiero), ski cami cob0w He
MOSICHIOTH po3BUTOK miaBuienoro OJIC. Kniniyna kaptuna nyxe cxosxa Ha [JIAT. 3akpurta nedekris
MIPOTUIIOKA3aHO.

4. JIAT micns kopekuii aedexris

BBC ckopurosana, ane JIAI" abo 30epiraerbes Bipa3sy micist KOpeKlii, a00 peluIuBYye Y1 PO3BUBAETHCS
gyepe3 MicAlll UM POKH MICNs KOPEeKIii 3a BIICYTHOCTI 3HAUHUX MicIsoNepauifiHuX reMoJuHaMIYHUX
ypakeHb.

BBC — Bpomxkena Bama cepus, IJIAI' — imiomaTuuHa jereHeBa aprepiasibHa rimeprensisi, JIAI' — nerenesa
aprepianpHa rineprensis, OJIC — omip nereHeBux CyAuH.
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* — V Bumajaky XipypriyHoro BTpY4aHHs a00 BHYTPIIIHBOCYAMHHOI UYepe3UIKipHOI MpOLEAYypH IUB. TaKOX
TaOJIUIIO0 peKOMEeHAalii 18 11010 3aKpUTTS IIyHTA.

** — Po3Mip CTOCYEThCS AOpOCHMX mMamieHTiB. OmHAK TakoX Yy JOPOCIMX NPOCTHH diaMeTp Moxke OyTH
HEJIOCTAaTHIM /sl BU3HAUCHHS TeMOAMHAMIUHOI 3HauymocTi fedekty. Ciig TakoX BpaxoBYBaTH IPAAi€HT THUCKY,
PO3MIp 1 HAIPSIMOK IIIYHTA, @ TAKOXK CIIBBIHOIICHHS JIETCHEBUX 1 CHCTEMHHUX KPOBOTOKIB.

[Tpubmuzno y 3-7% mnamientiB 13 BBC y mopocnux 3 yacom po3BuBaetbes JIAT
YacTillle BOHA 3yCTPIYAEThCA y JKIHOK, 1 NEPBUHHA 3aXBOPIOBAHICTh 3aJEKHUTh BIJ
OCHOBHOT'O YPa)X€HHsI Ta 3pOCTA€ 3 BIKOM, B T. Y. 3 BIKOM Ha MOMEHT 3aKpUTTA A€PEKTY
[556]. Ouinouyna nomwupeHicth JIAI' y mamieHTIB MICAsS KOPEKI[li MpOCTOi Baau cepus
ctaHoBUTh 3% [557]. Ouikyerbes, mo enigemionoris JIAI'-BBC 3MiHUTBCS 3aBASIKU
nporpecy y IIarHOCTHYHIA Ta TepaneBTUYHIN MeJiaTpUyHIi Kap/ioyorii, o Mpu3Beie
70 3MEHIIICHHS KUIBKOCTI TalieHTiB 13 npoctoro BBC mopocnux 1 OUIBIIOT KUTBKOCTI
NalI€EHTIB 31 CKIQJAHUMH YPAKEHHSIMHU Ta/a00 3akpuUTUMHU JedeKTamMu, y SKUX
po3BuBaeThest JIALT y nopocnomy Bitti [558].

Kniniuna kaptuna cunapomy Eifsenmenrepa - nporpecyrouoi popmu JIAT-BBC -
XapaKTePU3y€eEThCS MYJBTHOPTaHHUMH MPOSIBAMU XPOHIYHOI TilTOKCEeMil, BKIFOYArOYH
[iaHO3 Ta TEeMaTOJIOTI4YHI 3MiHM (BTOPMHHUN EPUTPOLUTO3, TPOMOOLMUTONECHIS).
OCHOBHMMHU CUMIITOMaMHU € 3aJuIIKka, BToMa Ta cuHkomne. CuHiapom Eili3zeHmeHrepa
TaK0X MOXE MPOSIBISITUCS KPOBOXapKaHHAM, 00JIEM y TPYASX, HOPYIICHHSIMH MO3KOBOTO
KpOBOOOITY, abciiecaMu MO3KY, MOPYIIEHHSIMH 3TOPTaHHS KPOBI Ta PariTOBOI CMEPTIO.
Hopocai nanientn 3 BBC 1 cunapomom JlayHa MaroTh MiABUIIEHUN PU3UK PO3BUTKY
cu"apomy ElizeHMenrepa.

7.5.1. liarHo3 Ta oUiHKA PU3UKIB

Hiarnoctuune ooctexxeHHst JIAI'-BBC y mopocnux, Mae TpyHTyBaTHCs Ha HAsIBHUX
CHUMIITOMAaX 1 BKJIIOYAaTH aHAMHECTHYHI JaHi, JaHi (Pi3MKaIbHOTO OIJISAY, MOCTIKCHHS
¢ynkiii 3oBHITHLOr0 quxanusg (O3]1), anami3 ra3iB KpoBi, Bi3yai3aliiiHi JOCTIIKEHHS
(ocobmuBo ExoKI'), ominky ¢i3uyHOi akTUBHOCTI Ta jabopaTopHi mociimkenus. Ciia
3a3HaunTH, 10 craHgaptHi ExoKID' kpurtepii nns BussieHHs JIIT MoXyTh OyTH
He3acTocoBHUMU TpH ckiaagaux BBC y mopocnux [559]. Jlns nminTBepKeHHS T1arHO3Y
JIAT' 1 npusHaueHHS TepaneBTUYHUX BTpy4anb HeoOximHa KIIC 3 po3auibHOIO
OKCHMETPIE€I0 IS PO3PaxyHKY CITIBBIIHOIICHHS JIETCHEBOTO/CHCTEMHOTO KPOBOTOKY
(Qp/Qs). Cnix yHHKATH 3aCTOCYBAHHS TEPMOIMITIONIT 32 HASBHOCT1 BHY TPITHHOCEPIIEBUX
IIYHTIB, Y BUMAJKY SKUX HAUTOUHIINUM METO0M € mpsamuii Meton 3a dikom. OJIC moxe
OyTu TiepeoriHeHH depe3 epuTtpoumto3 [560]. IaTepmperarito  iHBa3MBHOL
reMoiuHaMiku (AuB. po3ait 5.1.12) ciig mpoBOaUTH B KOHTEKCTI OaraTomapaMeTpuaHO1
OIIHKK 37aTHOCTI A0 (I3MYHUX HABAHTAXXECHb, PE3yIbTATIB J1A0OpATOpPHHUX 1
Bi3yali3amiiHuX TOCIIIKEHb.

[MpenukTopamu ripmux pesynastaTiB npu JIAT-BBC y nopocoux € ®K BOO3 III-
IV, menepeHocuMicTh (I3MYHUX HABAHTAKEHb, SKa OIIHEHA 3a JaHUMH TeCTy 6-
XBUJIMHHOI X0Jap0M a0o mkoBUM 00°’emoMm Oy, icTopis rocmitanizamii 3 TPUBOILY
npasonuTynoukoBoi CH, 6iomapkepu (HKMHYVYII >500 nir/mn, C-peaktuBHui 6imok >10
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MI/MJ1, BACOKHMI CUPOBAaTKOBUM KpPEAaTUHIH 1 HU3bKUU PIBEHb AIbOYMIHY), Ne(ILUT 3aii3a
Ta exokapaiorpadiuni noxkaszHuku auchyHkmii I [559,561]. ¥V mnopiBHsSHHI 3
namienramu 3 UJIAT, mamienta 3 cunapomom Eif3eHMeHTrepa MOXKYTh MaTH BiIHOCHO
CTaOUTbHUI TpUBAIUN KITHIYHUH niepeoir. [IpaBuil HUIyHOUOK pO3BaHTaXKYETHCS IIIYHTOM
cIpaBa HaJliBO, MIATPUMYIOUM CEpLEBHIA BUKH] 32 PAaXyHOK TIMOKCEMIl Ta II1aHO3Y.
Opnak, yepe3 O€3ynMHHMI TUIMH 4acy, IpOrHo3 cuHjpoMy Eli3eHMeHrepa He Takuil i
CIPUSTIUBUM, SIK BBAXKAI0Cs paHimie [562].

Sx 1 npu iHmux popmax JIAT, oniHKa pU3UKY € BaXJIMBOIO JIJ1s1 BUOOpyY Teparii. s
cugapomy EiizenMmenrepa omnucaHi crneur@iudi (akTopu PU3MKY. 3TIAHO 3 JaHUMHU
BEJIMKOT0 0araToIEHTPOBOTO JOCIHIKEHHS, CMEPTHICTh Y JOPOCIUX 13 CHHAPOMOM
Elizenmenrepa acoifitoBajiacsi 13 HasBHICTIO MPE-TPUKYCHIAAIBHOTO IIYHTA, MOXUIUM
BIKOM, HHU3BKOIO CaTypali€l0 KPOB1 KUCHEM Y CTaHI1 CIIOKOIO, BIJICYTHICTIO CHHYCOBOTO
PUTMY Ta HasBHICTIO IEPUKAPAIAIbHOTO BUMOTY [563].

7.5.2. JlikyBaHHA

PesynwraTu nikyBanus JIAI'-BBC y popociux mokpaniuincs 3aBAsSKU HasiBHOCTI
HOBUX MeToniB JikyBaHHs JIAI, mporpecy B XIpypriuHoMy Ta mepuOmepariiHoMy
BEJICHHI MAIlI€HTIB, a TAKOK KOMaHIHOMY MYJIbTHIUCIIUIUTIHAPHOMY MiAXOAY B IIEHTPaxX
JIT'. Takux maiieHTIB MOBMHHI BECTH KBadipikoBaHI Menu4H1 mpaimiBHUKH. HaBuanHs
narieHTiB, MoaudIKaIlisg MOBEAIHKH, a TAKOXK COIllaJbHA Ta MCUXOJOT1YHA MIATPUMKA €
BaXJIMBUMU aCNEKTaMHU JIIKYBaHHS.

3akpuTTd IIyHTa (XIpypriyHe 4YM IHTEPBEHIIIMHE) MOKHA PO3TISIATH JIUIIE Y
NaIiEHTIB 13 MEePeBaKalOUUM CHUCTEMHUM IIYHTYBAaHHSM HaJ JIET€HEBUM 0€3 3HaYyHOTO
nigsumenas OJIC. Kpurepii nis 3akputTs nedexTy Ha ocHOBI criBBimHOMmEHH Qp/Qs
ta OJIC (mouarkoBoro Ta/abo micis MinecnpsiMoBaHoro JjikyBaHHs JIALY) Oynu
sanporionoBani B Pekomenpaanisx €TK-2020 mono nikyBanus BBC y mopociux [101].
PimeHHs mpo 3akpuTTSA IIyHTAa HE CIII NPUHAMATH Ha OCHOBI BEJIMYHH ITOKA3HUKIB
reMOJAMHAMIKH, CIiI JOTpUMyBaThcs OararorapaMeTpuuHoi crpaterii. Hampukiman,
3aKpUTTS IIYHTA HE MOKa3aHe y pasi jaecarypailii mia yac ¢i3sMIHUX HaBaHTKCHb MPH
npoBeaeHHI 6-XT a6o KPT, abo xoiam € BTOpMHHUN €PUTPOLMTO3, IO CBIAYUTH MPO
JUHAMIYHY peBepciro myHTa. Hemae ®oIHUX JOKa3iB JOBrOCTPOKOBOI KOPHCTI MIAX0Ty
WIIKyd Ta OmNepaTuBHO BigHOBIIOW» y mamieHTiB 13 JIAT-BBC y mopocmmx i3
nepeBaKartOYMMU  CUCTEMHUMHU IIyHTamMH. ToMmy icHye moTpeba B MalOyTHIX
MPOCIIEKTUBHUX JOCHIDKEHHSIX [564]. 3akputTts AedeKTy MNpOTHUIIOKA3aHO BCIM
narieHTam i3 cuHapoMoM Eii3eHMeHrepa, a TakoXX 1€ MOKE€ HETaTUBHO BIUIMHYTH Ha
MAIEHTIB 13 HEBETUKUMU/BUTIATKOBUMU JedeKTaMu, y AKX nepeoir cxoxuit Ha [JIAT
[565]. Hemae gocTynmHMX NPOCHEKTHUBHUX AAHUX IIOAO KOPHUCTI Bl Ba30pPEaKTHBHOIO
TECTy, TECTy 13 3aKpUTTAM OajoHa, abo X Oiomcii JereHeBoi TKAHWHH JUIS OIIHKH
onepabenpHOCcTi Ta HopMaizalii OJIC micis 3akputTs nedekty [566].

[Mamientu 3 JIAT'-BBC y nopocnux, MOKyTh MaTH KJIIHIYHE MOTIPIICHHS 3a PI3HUX
00CTaBHH, TAKUX SIK APUTMIs, T/ 9ac Mo3acepIieBUX OMepalliid, IO BUMaraloTh 3arajJbHo1
aHecrtesli, Jerigpatamnii abo CYHpPOBOJIKYIOTHCS KpPOBOTEUEI0, TpoMOoeMOomiss Ta
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nerereBa 1HQekIis. XIpypridydHi BTpy4YaHHS MarOTh OyTH OOMEXeHl A0 THX, IO
BBaXAIOThCS HEOOXIAHUMHU, 1 TMPOBOJUTUCS Yy CHEIIaTi30BaHUX I[EHTpax 3
aHecTe310J10raMu, 5Kl MatoTh 10cBij JikyBaHHs BBC y nopocaux 3 JIAT'. V nauieHTis i3
CEINICUCOM CJ1J1 3aMiJ03PUTH €HAOKApIUT, TOAL SIK iepeOpanbHUil abcuec ¢l BUKIIOUUTH
y TAI[IEHTIB 13 HEBPOJIOTTYHUMH CUMIITOMAMHU 200 HOBUM T'OJIOBHUM 00JieM, 0OCOOJIUBO Y
MAIIEHTIB 13 HU3BKOIO caTypali€el0 KpOBI KHUCHEM Ta CKJIAJHOI aHATOMIYHOIO
CTPYKTYpOr. PEKOMEHAYEThCS YHMKATH BUCHAXKIMBUX (PI3WYHUX BIpPAB, ajie JIETKI Ta
MOMIPHI HABaHTA)XKCHHS BBAXKAIOTHCSI KOpUCHUMHU [567]. TlarieHT MOBMHHI OTpUMAaTH BC1
PEKOMEHIOBaH1 IIEMVIEHHS Ta NpOo(UIAKTHKY EHIOKapAWUTy 3a HasBHOCTI I1aHO3Y.
HesBaxkaroum Ha Te, 10 BariTHI MaIllEHTKH 3 IIYHTaMH 3JliBa HalpaBoO Ta CTAOUILHOIO,
nobpe koHtposnboBaHOKO JIAI, nmoOpe mepeHOCsATh BariTHICTH i CHeEliadi30BaHUM
HATJIAI0M, NPU CUHApOMi El3eHMeHTepa BariTHICTh BCE IE MOB’S3aHA SK 3 BHCOKOIO
MaTEPUHCHKOIO CMEPTHICTIO, TaK 1 3 YCKIQAHCHHSIMH Yy IUIO/AA, TOMY i CIIiJI YHUKATH B
1IbOMY BUMAIKY [568,569] Ta HamoiernmmBo peKOMEHIyBaTH €EKTHBHY KOHTPAICIIIIIO.
[luM malieHTKaM pPEKOMEHJI0OBAHO 3aCTOCYBAaHHS PEBEPCIBHUX KOHTPAIICTITHBHUX
IMIIJIAHTATIB TPUBAIOI 1T a00 BHYTPIIIHROMATKOBI CHipali HA OCHOBI JICBOHOPI'ECTPEITY
[570].

BTopuHHUI epUTPOIMTO3 Ma€ CHPUATIUBY Jif0 JUIsl 3a0e3MCUYCHHS aJcKBATHOTO
TPAHCIIOPTY Ta JOCTaBKH KHUCHIO, TOMY, KOJH II¢ MOXJIMBO, CIIiJl YHUKATH PYyTHHHOT
daed6oromii. CUMIITOMHU MIABUIINEHOI B SI3KOCT1 32 HAsIBHOCTI TeMATOKPUTY >65% ciin
JIKyBaTH BIAMOBIAHOIO TifmpaTaiiiero. HeoOximHo kopuryBatu nedimut 3amiza. Komm
MPU3HAYAIOTHCA TpernapaTd 3ajiza BHYTPIITHbOBEHHUM CIIOCOOOM, CIiJ OCOOJIMBO
CTEKUTH 3a TUM, 1100 YHUKHYTH MOBITPSHOT eMOouii i yac BBeneHHs [571]. Jlomatkosa
KHCHEBa Teparlis He BIUIUBA€E HA BI)KUBAHHS.

[lepopanbHe aHTHKOATyJISSHTHE JIIKYBaHHS aHTaroHictamu Biraminy K wmokHa
PO3MIISTHYTH Y TAIIEHTIB 3 BEJIMKUMU aHEBpU3MaMH JIET€HEBOi aprepii 3 TpomOOM,
nepeACepAHUMU apUTMIIMH Ta TOMEPEIHIMH TPOMOOEMOOTIYHIUMHU TOMISIMH, ajie 3
HU3BKUM PHU3UKOM KPOBOTEYl. Y TAIIEHTIB 13 Ay’Ke€ BUCOKHUM PiBHEM reMoriiooiny (>20
MT/J)T) CTaHJapTHE MI>KHAPOIHE HOPMAaJTi30BaHE BITHOIICHHS € MEHIII TOUHUM, TOMY (JIJIs
aHaiizy) HEOOXiTHO BHUKOPHUCTOBYBATH IUTPATO-BMICHI €MHOCTI KpoBi. CTOCOBHO
BUKOPUCTAHHS HOBHX OpAJIBHUX AHTUKOATYJISHTIB (HOAK), BEJINKA
3arajbHOHAIlIOHAaNbHA HiMelbka 06aza ganux BBC y nmopocnux (Bkmrodarounm 106
naiieHTiB 13 cuHApoMoM Eizenmenrepa, siki orpumyBanu HOAK) moxkazama, mio
kopuctyBaui HOAK wmanu Bumuii JOBrOCTPOKOBUN PH3UK KpPOBOTEYi, CEpPHO3ZHUX
CEpPIIEBO-CYIMHHUX TOJI 1 CMEPTHOCTI TMOPIBHSIHO 3 THMH, XTO MPUHAMAE aHTArOHICTH
Bitaminy K. Ile cBimuuth mpo Tte, mo mouatok Tepamii HOAK cuim mpoBoautu y
JOCBiMUeHnX TeHTpax JikyBaHHI BBC mopocnux, peTenbHO 3BaXKHMBINM TOTEHITINHHI
nepeBaru Ta pusuku [572,573].

[TopiBHSHO 3 IHIIUMHU TIATpyHaMu TpynH 1, icHye oOMexeHa KiTbKICTh JaHUX 010
BUKOPHUCTAHHS JIIKAPCHKUX 3ac00iB, go3Bosiennux st JIAI' y mamientiB i3 JIAI'-BBC y
nopociaux. bo3eHTaH moOKpamuB AaHl TecTy 6-XBWIMHHOI xoas0u 1 3Hu3uB OJIC y
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nanieHTiB 13 cuaapomom FEitzenmenrepa ta ®K BOO3 III [574]. Ilamientu 13 Ouibiin
CKJIQAHUMU BaJlaMHM Majld MEHILy WMOBIPHICTh BIAMOBIAL Ha Teparnito JIAI' mopiBHSIHO 3
Mali€eHTamMu 13 NpOCTUMH BajaMmu. PaHoMi30BaHEe KOHTPOJIHOBAHE JOCIIKEHHS, IO
BUBYAIO €(pEKTUBHICTh MAIUTCHTAaHY, HE BHUSIBWIO BIUIMBY Ha JaHi TeCTy O-XBHIMHHOT
X0Ap0M y 3MilllaHIi KOTOpTI MalieHTIB 13 cuHApoMoM Eii3eHMeHrepa (naHi Ttecty 6-
XBHWJIMHHOI XOABOM MOKPAIIMIKCA SIK y TPyl OCHOBHOI Tepamnii, Tak 1 B rpymi mianedo),
xoua 3HmxkeHHs HKMHVII 1 OJIC cnioctepiranocs B rpymni ManuTeHTany [575].

Hocsix 3acrocyBanns iHIUX AEP Ta i®JIE-5 noka3aB cipuatiuBi G yHKI1OHAIBHI
Ta reMoJuHaMmiuyHi edektu npu cuHapomi Eihzenmenrepa [576]. Y HeBeaukomy
OJIHOLIEHTPOBOMY MUJIOTHOMY JOCIIIXKEHH1 10JaBaHHs IHTaJISLIMHOIO I0MPOCTY Ha POHI1
nepopaiibHoi Teparii JIAI ne nokpamuio aani 6-XT npu cunapomi Eiizenmenrepa [577].
VY BUMNaJKy SKIIO CUMITOMH 30€piratoThCsi ad0 CHOCTEPIraeThCs KIIHIYHE MOTIPIICHHS
npu cuHapomi EizeHMeHrepa, peKOMEHAYEThCS TMOCHIIJOBHA Ta OpIEHTOBaHAa Ha
CUMITOMU cTpaTeris jJikyBaHHs. [lounHatn HE0OXimHO 3 mepopanbHOTro mpuiiomy AEP
(abo iD/IE-5) 3 momanbIiuM MOCHICHHSM Tepartii. SIKII0 CUMITOMHU HE MOKPAIYIOTHCS
HAJIOKHUM YHHOM 3a JOTIOMOTOI0 IMEpOpaNbHOI Teparrii, CIiJ po3risgaTH aKTHUBHIIII
BHYTPIIIHbOBEHHI Ta MiIIIKIPHI BBEJICHHS JIKapchkuX 3ac00iB [578]. IcHye TeopeTnuHuit
PU3UK MapaIOKCAITBHOT €eMOOITIT TpH IIYHTaX CIIpaBa-HaJiBO 32 HASBHOCTI IIEHTPATHLHOTO
BEHO3HOT'O KaTeTepa /I BHYTPITHBOBEHHOI TEpaIlii; oTkKe, Kpamie Oyae pO3TJISTHYTH
HiAIIKIpHANA crioci6 iHG Y311 aHATOT1B MPOCTAIMKIIIHY.

Edexr tepamii JIAI' y maimieHTiB 13 NepeBakKalOUMMU CUCTEMHHUMH JIETEHEBUMU
IIYHTaMHU Tipiie BuBYeHUi. [lamieHTH 3 HEBETMKUMU/BUNIAAKOBUMU AeeKTaMU MOBUHHI
JiKyBaTuCs Jikapchkumu 3acobamu Bif JIAIT [557]. e Takoxk cTOCY€ThCS TAIlIEHTIB 3
JIAT' micnst xopekiiii medekty, sKi MarloTh MIBUIIEHY CMEpPTHICTh TOPIBHSHO 3
narieHTamu 3 cuaapomom Efizeamenrepa [579]. Li mamienTr Oynu BKIIOYCHI B OCHOBHI
paHIOMI30BaHI KOHTPOJILOBAH1 JOCHiKeHHS 3 JikyBaHHsIM JIAT . IXx HeobximHO
cTtpaTudiKyBaTH Ha OCHOBI KOMIUICKCHOI omiHkM pu3uky (Tabmums 16) [580]. Edekr
tepanii JIAI' Ha mamieHTiB 13 cermeHTapHoio JII' 3ayimimiaeTbcss mpeaMeToM AMCKYCIH
[101,581]. Xoua gestki MOCTIIKEHHS MOBIZOMIISIM PO 0araTtooOIIioUl pe3yabTaTH,
Oy BHTIAJKH, KOJIM Tepallis MaJia loraHy nepeHocumicTs [581]. Bukopuctanus Teparrii
JIAT mipu kxpoBoo6iry @oHTaHa /1aio cynepewinBi pe3yabratu. O4ikyloThCs pe3yiabTaTh
MOJAJIBIINX JOCIIKEHD [582-584].

TpancmumanTallis cepiis Ta JIereHb a00 TpaHCIUIAHTAIlIS JIETeHb 3 OMepaIli€ro Ha ceplli
€ BapiaHTaMHM JIIKYBaHHS Yy BHCOKOCCJICKTHUBHUX BHITQJIKAX, SKIi HE TIITAIOThCS
MEIMKaMEHTO3HOMY JIiKyBaHHIO. OfHaK Taka OmIlisi 0OMEKeHa JOCTYIHICTIO OpraHiB 1
CKIAAHICTIO ypakeHHS. CMEPTHICTh BUCOKA MPOTATOM TEPIIOTO POKY TICHS Omeparii,
0COOJIMBO MICIHSI TPAHCIUTAHTALllT CEepIls Ta JIET€Hb, aJie 3aJIMIIAE€THCS BIIHOCHO HU3BKOIO
iCJI BOTO CTPOKY [585].
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Pexomennaniiina tadauus 18. Pexomenpaunii mogo 3akKpuTrs LIYHTIB Y
NAEHTIB 3 CNiBBiIHOIIEHHSIM JIET€eHEBO-CUCTEMHOI0 KPOBOTOKY >1,5:1 3asexHo
Bi/l pO3PaxX0BaHOI0 JIETEHEBOI'0 CYAHMHHOI0 ONOPY

Pexomenaamii Kaac PiBennb
pexoMenaaii | 10Ka30BOCTI
VY mairieHTiB 3 1eeKTOM MIKIIEpPEICepIHOT ITIEPETOPOIKH, TehEKTOM C

MDKIIUTYHOYKOBOI TIEPETOPOJKA ab0 BIAKPUTOIO apTepialbHOIO
npotokoro Ta OJIC <3 on. Byna, pekoMeHI0BaHO 3aKpUTTSI IIYHTA
VY narieHTiB 3 AeEeKTOM MDBKIEPEICEPAHOT TEPETOPOIKH, 1e(HEKTOM lla C
MDKIITYHOYKOBOI IEPEropoiKud abo BIIKPUTOI apTepialbHOIO
npotokoto Ta OJIC 3-5 ox. Byna, Mmoxe OyTH po3TIITHYTHM 3aKpUTTSI
IIYHTA

VY mnauieHTiB 3 gedgexTom MibknepencepaHoi neperopojaku ta OJIC Ib C
>5 ox. Byna, mo 3Hmkyetbes 10 <5 oa. Byna micns mikyBanus JIAT,
MOJKe OYTH PO3TIISIHYTHM 3aKPUTTS IIyHTA

VY namieHTiB 3 JedeKTOM MDKIUIYHOYKOBOI MEeperopoaku abo Ib C
BIIKpUTOIO apTepianbHOoro TpoTokoro Ta OJIC >5 ox. Byna, 3akputts
IIyHTa MOXe OyTH pO3IJISSHYTHUM MICHsl PETENbHOT OLIHKH Yy
CreIianai3oBaHuX EHTPax

VY marientiB 3 nedexrom MmikepeacepaHoi nmeperopoaku ta OJIC C
>5 ox. Byna, He3Baxkaroun Ha jikyBaHHs JIAD, 3aKpuTTs 1IyHTa HE

pEeKOMEHI0BaHe

JIAT — nereneBa aprepiasibHa rinepren3is, OJIC — omip ereHeBuX CyauH.

PimmeHHss momo 3aKkpUTTsA IIyHTa HE TOBHHHI YXBaJTIOBATHCS BHUKIIOYHO BUXOISYU 3 BEIWYHUH
reMOJIMHAMIYHUX TapaMeTpiB; HEOOXITHO CiiayBaTH OaraTormapaMeTpU4HIN cTparterii (IuUB. pPO3ILT
7.5.2).

Pexomenpaniiitna taboauus 19. Pexomenpamii nJisi jiereHeBoi aprepiajibHOL
rinepreHsii, aconiiioBaHoOI 3 BPOAKEHOI BAJI0I0 Cepusi Y JOPOCITHX
Pexomennamii Kuaac PiBennb
pexoMeHaalii | T0Ka30BOCTI

Ouinka pusuky

Orinka pU3UKy peKOMEHI0BaHa /s MAIli€HTIB, Y SKUX 30epiracTbes C
JIAT micns 3aKpUTTS HIYHTa

OmiHka pU3UKYy IOBMHHA OyTH pO3IVISIHYTOO Yy TAlli€HTIB 3 Ila C
cupomoM EiizeHMeHrepa

JlikyBaHHsI

3acTtocyBaHHs 0O3€HTaHYy pPEKOMEHJIOBAHO Yy CHMITOMAaTHYHHX B
namieHTiB 13 cuHApoMoM Eii3eHMeHrepa I MOKpaleHHS

TOJICPAHTHOCTI 10 (Pi3UUHHUX HaBaHTaXeHb [574]

VY  namieHtiB 13 cuHApoMoM ElizeHMeHrepa BUKOPUCTAaHHS C

J0JJaTKOBOT KMCHEBOI Teparii ciifi pO3IJISIHYTH y BHUIAJIKax, KOJIU
BOHA MOCTIHO Mi/IBUIIYE HACUUEHHS apTepiajibHOI KPOB1 KUCHEM Ta
3MEHIIYE CUMIITOMH
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JlomaTkoBy Tepamio TpernaparamMy 3ajli3a CIiJ PO3TIISTHYTH Y Ila C
NAIeHTIB i3 3aizoaedinuTom
VYV mnaunienris 3 BBC y popocnux, BKIIOYHO 13 CHHIPOMOM Ia C

Eitzenmenrepa, ciin po3risHyTu 3actocyBanus iHmux AEP, id/E-
5, plonmryary, aHaJOTiB MPOCTAIMKIIHY Ta aroHICTIB PELeNnTOpiB
POCTALMKIIHY

VY mnamienrie 3 JIAI micns ckopuroBanoi BBC y mopocnux, lla (o
MOYATKOBY  IEpPOpalbHY Tepamito  JIKApChKUMU  3ac00aMHu,
3aTBEepUKCHUMHU s JikyBaHHs JIAD, ciim po3ristHyTH  Juis
MAI€EHTIB 3 HU3BKUM Ta MPOMDKHHM PHU3UKOM, TOJIi SIK TTOYATKOBY
KOMOIHOBaHY Teparito BKJIFOUHO 13
BHYTPIITHbOBEHHUMW/MIIIKIDHUMHA ~ QHAJIOTAMHU  TMPOCTALUKIIIHY
CJI1JT PO3TJISTHYTH ISl TAIIIEHTIB 3 BUCOKUM PU3HKOM

VY mnauientiB 3 JIAI-BBC y nopocnux, BKIIOYHO i3 CHHAPOMOM Ila C
ElizenmMenrepa, noaaabiry KOMOIHOBaHY TEpAIIito il pO3TIISIHYTH Y
BHIAJIKY, SKIIO MalliEHTaMU HE IOCSATHYTO ITUIeH JIIKYBaHHS

3a  BIACYTHOCTI  CYTTEBOTO  KPOBOXapKaHHS,  MepopajbHa IIb C
AQHTUKOATYJSTHTHA Teparlisi MOXKE PO3IISAATHCS sl TAIIEHTIB 13
cunapomoM Eilzenmenrepa 3 Tpom6030M JIereHeBoi apTepil

BaritHicTh HE peKOMEHIOBaHA Mg JKIHOK 13 CHHAPOMOM C
Eiizenmenrepa
V nanieHTiB 13 cunapomoM EiizenMenrepa pyrunHa ¢uie6oToMis 11 C

SHUKCHHS Hi,Z[BI/IH_[eHOI‘O ICMAaTOKpHUTY HC pCKOMCHOBAaHa

BBC — Bpomxena Bama cepisi, BBC-JIAI' — nereneBa aptepianbHa TiepTEH31s, acoImiifoBaHa i3 BPOHKCHUMH
Bagamu cepis, JIAIT — nereneBa aprepiaiabHa TimepTEH31A.

* — PiBeHb T0OKa30BOCTI BIAPI3HAETHCS Bia Takoro y pekomenaaiisx €TK-2020 uono Benenns BBC y nopocnux,
ToMYy 110 uncio namienTiB 3 BBC y mopocnux, BkirodeHux mo mociimkeHas AMBITION, 6yio nyxe HU3bKHM.

7.6. JlereneBa apTepiajibHa rinepren3isi, acouiiioBaHa 3 UCTOCOMO30M

[IIrcTocOoMO3 € OTHUM 13 HAUMOMUPEHIMUX XPOHIYHUX 1HPEKIIHHUX 3aXBOPIOBAHB
y BChOMY CBITI, SIKUM CTpakaaroTh Onm3bko 200 minbiioHiB mroxent [586,587]. JIAT,
acolliiioBana 3 MIMCTOCOMO30M, IPUCYTHS ¥ 5% MAIlI€HTIB 13 MEYIHKOBO-CEIE31HKOBOIO
dbopmoro 3axBoproBaHHs [586]. Bona € ocHoBHOO npuunHO JIAD y meskux perioHax
[TliBnennoi Amepuxu, Adpuku ta A3ii. [lopiBHaHO 3 mamientamu 3 UJIAD, marienTu 3
JIAT', acormifioBaHOIO i3 IIHCTOCOMO30M, MAalOTh BUIIWKA CEPIICBUA BUKHI Ta HWKIUN
OJIC, a Takox MaroTh Kpally BrkuBaHICTH [587]. [laHi peecTpy CBimuaTh mpo Te, IO
BIokUBaHiCTh TipH JIAT, acomiiioBaHii 3 MIHXCTOCOMO30M, IMOKPAIIUIIACS 32 OCTaHHI POKHU
3aBJISIKM BUKOPUCTAHHIO JIIKApChKUX 3aco01B auis jikyBanus JIAIL' [588].

7.7. JlereneBa apTepiajibHAa rinepTeH3if 3 03HAKAMHU YPa’KeHHS BeH/KaNJIfApiB

3aranpHi pakTopu PU3UKY, IICHTUYHUN TEHETUYHHI CyOCTpaT Ta CXOXI KIIIHIYHI
MPOSIBH, SKI HEMOXJIMBO BINIPI3HUTH, MPHU JIETCHEBOMY KaIllJSIPHOMY Te€MaHTiOMaTo31
(JIKT) ra BOXJI 00ymMOBIIOIOTh HEOOXITHICTH PO3MIISIAY 1X SIK €IMHOTO 3aXBOPIOBAHHS,
0 HaJe)KuTh 0 rpynu 1 cnektpy 3axBoptoBaHb JII' (JIAI' 3 o3Hakamu ypaxeHHs
BeH/kanisipiB) [1,425,589]. IIpu BOXJI/JIKT nocTkaniyisipHi ypaxeHHs 13 3ay4eHHSIM
CeNTaJbHUX BEH Ta MpPECENTAIbHUX BEHYJ MOJAraloTh y HaOyxaHHi, (HiOpozHOMY
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PEMOJIENIIOBAHH] 1HTHUMH, SK€ MOXKE€ HPU3BOJAMTH [0 IOBHOI 3aKyNOPKH MPOCBITY
[1,425,589,590]. Lli 3minu vacto acomiroroThes 3 JIKI' y BUMIsSAl KamisspHOT exTasii Ta
npodidepanii, 3 MOJBOEHHIM 1 HNOTPOEHHSIM aJbBEOJSIPHUX CENTAIBHUX KaIllIIpHUX
mapiB, SKi MOXYTb OYTH BOTHHUIIEBO PpO3MOAUICH] BCEpPEAUHI albBEOJSIPHOTO
iHTepcTuiiiio [425,590].

Yactka manientiB 3 UUIAL, sxi BignoBigatots kputepism BOXJI/JIKT, craHoBUTH
~10%, 1m0 00yMOBIIIO€ HAaHMKYY 3axBoproBaHicTh Ta nomupeHicte BOXJI/JIKT cepen
Beix JIAT (<1 Bumanky/min) [425]. Ha Bigminy Bin IJIAT, cepen mamienTis 3 BOXJI/JIKT
MEepPEeBAXKAIOTh YOJIOBIKM 1 MAIllEHTH 3 TIpmUM TporHo3oMm [425,589,591]. Cimelina
BOXJI/JIKT' 3a3Buuail BUHHUKAa€e y MOJIOAIIMX OpaTiB 1 CECTep OJHOTO IMOKOIIHHS, 13
3I0POBUMHU Ta 1HOJ1 KPOBHOCTOPITHEHUMHU OaTbKaMH, 1110 BKa3y€ Ha BIIOKPEMJICHHS
3aXBOPIOBAHHS y SKOCTI periecuBHOi o3Haku [158,425,591]. bianensH1 MyTanii B rexi
EIF2AK4 cnpuuunnstots cnaakoBy BOXJI/JIKT [158]. Kpim toro, BOXJI/JIKI™ moxe
YCKJIAJIHUTU TIepedir cymyTHiX cTaHiB, Takux gk CC (cuctemHuil ckiepos) [425], abo
OyTH MOB’SI3aHUM 13 BIUTMBOM (haKTOPIB 30BHIIIHBOTO CEPENIOBHUIIA, TAKUX K ANKLTYHOU1
(ximiuH1) arentu (ukinopocdamin, mitoMmiuH C) [34] Ta poO3UYUHHUKH (TPUXIOPETUIICH )
[38].

7.7.1. Jliarno3

butpmiicTe marieHTIB cKapkaThbCAd Ha HecnenudiuyHy 3aauiiky Opu (QizudaHOMY
HaBaHTKEeHHI Ta BToMY [590]. di3ukanbHe 00CTEKEHHS MOYKE BUSBUTH OYyJIaBOMOI0HY
nedopMalliro mayibIliB Ta JBOOA3AIbHI XPHUIIH ITiJT 9ac aycKynbTarlii jerens [590]. JIAL ta
BOXJI/JIKT' marTh TOM camuii reMoauHaMiuHui mpodins, mo ¥ npekaminspaa JII
[590,591]. T3JIA He miABHIYETHCSA, OCKUIBKHM 3MIHM JIETCHEBUX CYIUH BiIOYBarOThCS B
MaJIMX BEHYyJaXx 1 Kanuispax, ToJ1 K TUCK HATIOBHEHHS JIIBOTO NEpeIcepAs 3aUIIaeThCs
HopMastbHUM [590,591]. Jliarno3 BOXJI/JIKT rpyHTYy€eThCs Ha pe3ynbTaTax JOCIIIKEHb,
SKI CBIIYaTh NPO BEHO3HE TMOCTKAIUIAPHE YpaKEHHsS, XPOHIYHUN I1HTEPCTHUIIATIbHUI
HAOpSK JiereHb 1 KanuiapHy nponideparito [1,590,591]. 1li mocnimkeHHS BKIIOYAIOThH
nocnimkerass O3] (3umwxkenns DLCO, gacto <50% TeopeTMUHUX 3HA4YEHB), Ta30BUMN
anamiz kposi (rimokcemis) 1 KT rpymnoi kimitku 06e3 KoHTpacty (CyOruieBpasibHI
MOTOBIIIEHI CENMTaIbHI JiHIi, EHTPHIOOYIAPHI MATOBI MMOMYTHIHHS Ta MeJiaCTUHAJIbHA
nimpanenonaris) [1,425,589,591,592]. BaxknuBo 3a3HauWTH, IO Ii MALIEHTH MAlOTh
PU3UK MEIMKAaMEHTO3HOTO HaOpsAKy JereHiB mpu JjgikyBanHi JIAL, mo Moxe OyTu
3HaX1JIKOIO, sika BKazyBaTuMe Ha Jiarno3 BOXJI/JIKT [425,591]. Bussnenns OianenpbHUX
myTtanii EIF2AK4 noctaTtHbo miis miarBepkeHHs AiarHo3y cmaakoBoro BOXJI/JIKIT
[158,591,592]. Biorcis nerenp HeOe3neuna mpu JII™ i He peKOMEH0BaHa JJIs 1IarHOCTHKH
BOXJI/JIKT [1,425].

7.7.2. JlikyBaHHA

Ycranosnenoi meauunoi Tepamii aist BOXJI/JIKT nemae [425]. TopiBasiao 3 IJIAT,
BOXJI/JIKT mae moranuii mporHo3 i oOMexxeHy peakitito Ha tepanito JIAL, 3 puzukom
BUHUKHEHHS HAOpSKY JIETeHb 4epe3 OOCTPYKIlito JiereHeBUX BeH [425,591]. Opnak €
MOBIJIOMJICHHS MPO HETOBHE 1 MUHYIIIE KJIIHIYHE MOKPAIIECHHS B OKPEMHX MAI[IEHTIB 13
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BOXJI/JIKT, siki otpumyBanu Teparito JIAT, siky ciif 3aCTOCOBYBAaTH y TAKOMY BUIAJAKY
3 Benukorw oOepexHicTio [425,591]. Mdiyperuku, KHCHEBa Tepamis Ta TOBUIbHE
TuTpyBaHHs Teparii JIAT' MOXyTh 3aCTOCOBYBAaTHCSI Ha IHJIUBIAyaJbHIA OCHOBI [425].
Taxkum umHOM, Tepanito BOXJI/JIKT cnig mpoBOAWTH B LEHTpPax 3 BEJIUKUM JOCBIIOM
nikyBaHHs JII' 1 manieHTH MOBUHHI OyTH MOBHICTIO IPOIHPOPMOBaHI PO pU3HKHU [425].
AHEKIOTUYHI 3BITH CBIAYATH MPO MOTEHUIHHY KOPUCTh IMyHOMOYJIIOIOYOIO JIIKYBaHHS,
aje ueu miaxia notpedye nmojaibioro BuBUeHHs [593]. €auna nikyBajabHa Teparmis 1Jis
BOXJI/JIKT € TpaHcIiaHTallisl JIET€Hb, 1 MICIsS BCTAHOBJIEHHS J1arHO3Y MAIIEHTIB CJIiJ
HAIPaBUTH JI0 LICHTPY TPAHCILIAHTALIIT JJIs OLIIHKK MOXKJIMBOCTI ii mpoBenenHs [425,591].
JliarHo3 MiATBEPAUTH MAaTOMOP(OIOTIUHE TOCTIIKEHHS eKCIJITAaHTOBaHUX JiereHiB [590].

Pexomennaniiina tadauus 20. PekomeHaanii 1010 JereHeBoi aprepiajbHOI
rinepreHsii 3 03HaKaMH YPaKEeHHS BeH/KalijisipiB
Pexomenpamii Kuaac PiBenn
pEeKOMEHIAIl | J0KA30BOCTI

KoMmOiHamist KJIIHIYHUX Ta pagiojOTiYHUX O3HAK, pe3yJlbTaTh
ra3oBOro aHali3y KpoBi, JOCHIKEHHS (YHKI[IT 30BHIIIHBOTO
JMXaHHS Ta TEHETUYHE TECTYBAaHHS € PEKOMEHJIOBAaHHUMH Y SKOCTI
miATBep/LKeHHs aiarHo3y JIAD 3 o3HakaMu ypaskeHHS BeH/KaluspiB
(BOXJI/JIKT) [591]

InenTudikamis Oianensuux mytanii EIF2AK4 pexoMmenmoBana ajis
miaTBepKeHHs Aiarnosy cnagkoBux BOXJI/JIKT [158,591]
Hamnpasnenns namientie 3 BOXJI/JIKT y nienTpu TpaHCIuta"Tamii
JUTSI OITIHKK MOJKJIMBOCTI ii TIPOBEACHHS PEKOMEHIOBAHE BiApa3y
ITiCJIs1 BCTAHOBJICHHS JTIarHO3Y

VYV mnamientis 3 BOXJI/JIKI' BukopucTaHHs JiKapCchbKuX 3aco0iB,
3aTBepKeHUX s JiikyBaHHs JIAI, mMoxke OyTH pO3IJISHYTO 3
pETeIbHUM  MOHITOPYBAaHHSIM  KJIIHIYHOT CHUMITOMAaTUKH  Ta
raz000MiHy

biomncis nerenp He peKOMEHIOBaHA ISl MIATBEPDKCHHS JIarHO3Y
BOXJI/JIKI!

JIAT — nereneBa aprepianibHa rinepren3is, BOXJI/JIKI" — BeHOOKIIO31iiHA XBOpOOa JIereHb/JIeTCHEBUI
KamuUISpHUA TreéMaHrioMaTo3.

7.8. JlereneBa rinepren3is y airei

JII' Moxe mposBIATHCS B Oyab-SIKOMY BiIli, BKIIOYar0oun HeMOBIAT 1 miteit. JII' B
JTUTUHCTBI Mae Oarato cnutbHUX puc 3 JII' y mopociomy Bimi; OJHAK ICHYIOTh TaKOX
BXJIMBI BIIMIHHOCTI, SIKI CTOCYIOTBCS €ITJIEMIOJIOrii, €Tioyorii, TeHeTHYHOTO (DOHY,
3aJIeKHUX BiJ BIKY MIAXOMIB MO [IarHOCTUKU Ta JIKyBaHHS Ta MOHITOPUHTY
3aXBOPIOBaHHS. Ba)XMBOIO Ta KOHIIETITYaJbHO BIMIHHOIO OCOOJMBICTIO TIEAIaTPUYHOI
JIT' € mopymieHHst pO3BUTKY KPOBOOOITY B JIETCHSX II0/1a, HOBOHAPOXKEHOTO UM TUTHHHU.

7.8.1. Eninemiosioris Ta kiaacudikanis

[ToBinomsieThes, IO PIYHUE PIBEHb BUMAJIKIB neaiaTpuyuHoi JII' cranoBuTh 64 Ha 1
MIH fitei [594]. Posnoain pizuux erionoriit JII' y nutuHCTBI BiapizHserses Big JII y
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nopociiomy Bili [594-596]. JIAI' e naiinmommupenimmM tunoM JII y mitedt, mpudomy
nepeBakHa OutbIIicTh (82%) BUMAAKIB MPUIIAIa€ HA HEMOBIST 3 TpaH3UTOpHOIO JIAT
(HanpuKIIan, CTifika JIereHeBa TIMEepPTeH3iA HOBOHAPOJIKEHOro abo Je(eKTH cepreBOro
HIYHTA, SIKi MOXHA 3akpuTH). Y pemtu aitei i3 JIAI' y 6inbmocti € JIAT, CJIAT a6o
HeobopotHa JIAT-BBC. [loBigomisersesd, mio Bunaaku [JJIAT/CITAI" Ta HeTpaH3uTOpHOI
JIAT-BBC cranoBnsts 0,7 Ta 2,2 Ha 1 MiH AiTe# BiAMOBIAHO 3 nomupeHicTio 4,4 Ta 15,6
Ha 1 MutH gitedt BignoBimHo [594]. Inmi 3axBoproBanHs, moB’si3aHi 3 JIAIT (Tabmuis 6),
3yCTpI4aroThCs y JITEH, aje piaKo.

[Hmy 3Hauny 4actky (34-49%) nitedt 13 HeTpanszutopHoro JII' ckiamaroTh
HOBOHApO/KeHI Ta HemoBista 3 JII', mMOB’s3aHOI0 13 3aXBOPIOBAaHHAMHU JIUXaIbHOI
CHUCTEMH, OCOOJIHMBO i3 MOPYIICHHSIMH PO3BHUTKY JIET€Hb, BKIIOYAIOYH OPOHXOJIETCHEBY
mucriaszito (BJI/), Bpomxeny miapparmansny kuiy (BJIK) 1 Bpomxkeny nereHeBy
cyauHHy natojorito [594-598]. 1li aitk yTBOPIOIOTH 3HAYHY Ta BIAMIHHY IpyIy cepe
mutsiunx JII 1 Hapasi kinacugikyroThees sk 3 JII' rpynu 3, moB’si3aHOi 13 NOPYIICHHSIMU
PO3BUTKY JiereHb (Tabnuis 6; Tabnuis S7). 3HauHy Ta 3pocTarouy 4acTky aitedt 13 JII,
OB’ SI3aHOIO 3 PECIIPATOPHUMH 3aXBOPIOBAHHIMU, CKIAAal0Th HeJoHomeH1 1iTh 3 BJI/I.
KpiM TOrO, HEIIOAAaBHO BHSBIICHI TC€HETHYHI PO3JIaTy PO3BUTKY JIETCHBb, BKIIOYAIOYU
QJIBBEOJISIPHY KAaIUJISIPHY JUCIUIA3il0, 3aXBOPIOBAHHS JIET€Hb, IOB’S3aHI 3 MYTaIli€lo
TBX4, i anomanii cypdakranTy, Hapasi knacudikyroTbes B 1110 rpymy (pucysok 10) [599].

[amoro BiagmMiHHOW pucoro JII' y nmiTe € BUCOKHM Trap TeHETUYHUX TOPYIICHb.
HuTtsiaa JII' 9acTo acomiroeTbest 3 XpOMOCOMHUMHU, T€HETUYHUMH Ta CUHJIPOMAJIbHUMHU
anomaiissmu (11-52%). Sk 1 y mopocnux, reHHi MmyTailii, 3ainy4deHni B narorene3 CJIAT,
BUABIIIOTE 'y 20-30% cnopaguunux BunankiB, ane no autsuux CJIIADT momaroThes
Bapianii TBX4 1 ACVRLI [600,601]. Kpim Toro, 17% niteit 3 JIAI" maroTh iHII1 po3iaau,
noB’si3ani 3 JIAT', Bximtogaroun tpucomito 2 1. Hapemri, 23% miteit 3 JIAI” matotsb Bapiaiii
KUIBKOCTI KOITiH, sKi panimre He acomiroBanu 3 JIAT [600,602,603].

BpaxoBytoun gactuii 38’5130k neaiatpudnoi JIAI' 3 XxpOMOCOMHUMU, TEHETUIHUMHU
Ta CUHAPOMAIbHUMH aHOMaNisAMH (IS SKUX MexaHicThyHa ocHoBa JIADT 3aramom
HEBU3HAUEHA), TCHETUYHE TECTYBaHHS MOXKE PO3IIISIIATUCS JIJIsl BU3HAUYEHHS €T10JI0Tii Ta
CYNyTHIX 3aXBOpIOBaHb, cTpaTudikamii pus3uky Ta imeHtudikamii 4dieHiB cim’i, sKi
3HAXONATHCS B TPYMi PU3UKY; OJIHAK 1€ Ma€ OyTH MICIS BIAMOBIAHOTO E€KCIIEPTHOTO
TeHEeTHYHOTO KOHCYJIBbTYBAHHS IUTUHU Ta CiM’1 (quB. po3ain 5.1.13).

Kminiuna xknacudikaris JII' (tabmunsg 6) Takox miaxoauTts A neaiarpudroi JIT.
[I[o6 mokpammT 3acTocyBaHHA i€l kimacudikaiii y HeMoBnsaT 1 airer 3 JII', i Oymno
azanToBaHo, Mo0 Bu3HAUMTH Micie JII', MoB’sA3aHii 3 pi3HUMH BPOJKCHUMH CEPIICBO-
CyIMHHUMH Ta JIETEHEBUMH 3aXBOPIOBAHHAMH a00 crnenu(iyHIMH TeAia TPUIHIMHU
3axBoproBaHHsIMH (Tabmuii S5-S8) [599].



143

-
Kacubixamis 1T
i Hopwmefmposzmv TIETeHb
- ’ - BPOHX0JIETEHEEA. AHCIDIAGEIT
Bpoazesa Jiad DAV hHA TDEEA
AJTHECQITADES KA HDEA HCIT A1
e ananm lE
Komopsm-ncn /,: - Bpo/iEeH] MansGopMani 11
|

S———G—" L Jd L
Daxropn puany ' Hmﬂ\ﬁa TR C’r@ow{ |
WOAO PEAYALTATY ¥ » Cyvopacacrensa JIT

Aigynanns Y. EKDOTHSVIOTHH - AMITIL/TIY ﬂ]]l'I

B i AR emepomm
Hiarsps }
YTy ye RO o /,
Onmmimuz TiKyERHIATEPX
JTixyBames % TIXTPHNEH [HEHHA - THra gl NO

B o < )'(' | - I TP beQ Xa PHYEGHHA MeqHKEMEHTH TR |

Hoxasosabasa i 1 Hai3EHSaHeE0 obMexeHa
8 @Esc @ ERS—
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BBC — Bpomkena Bama cepus, 'EPX — racrpoe3odareansna pedmrokcHa xBopoba, JMIIIT — nedext
Mixnepeacepanoi neperopoaku, JMIIII — medexr miknuryHoukoBoi meperoponku, IJIAIT — igionatmyana
JereHeBa aprepiaibHa rineprensid, 13J1 — intepcruniansHe 3axBoproBanHs terens, KIIC — kaTerepu3antis mpaBux
BiguiniB cepuy, JIAI — nereneBa aprepianbha rineprensis, JIAI'-BBC — JIATL', acomniiioBana 3 Bpo»KeHOIO BaJ010
cepud, JIAI-3CT — nereneBa aprepiajibHa TilepTeH3is, acoliioBaHa i3 3aXBOPIOBAHHIM CIIONYYHOI TKaHHHH,
JIAT-BUI — JIAT, acomiiioBana 3 BUI-indexkriero, JII' — nerenea rineprensisi, MC — mitpanbHuii crenos, [IUI'H
— IEepCUCTYIOYa JIEreHeBa rinepTeH3is y HoBoHapomxkeHux, [lopt-JIAI' — nereneBa aprepiajibHa TillepTeH3is,
acomiiioBaHa i3 noptajibHO rineprensiero, PKJ| — panzomizoBane koHTponboBaHne gociimkenns, CJIA — crenos
nereneBoi aprepii, CJIAI' — cnajkoBa nereneBa aprepianbHa rineprensis, CJIB — crenos nerenerux seH, TI'B —
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TECT Ha FOCTPY Ba3opeakTuBHICTh, XO3JI — xpoHiuHE 0OCTpYKTHBHE 3aXBoproBaHHs JiereHb, X TEJI" — xponiuna
TpoMOoemMOoiuHa Jierenesa rineprensis, NO — okcu azory.

* — 'V narfieHTiB 3 i1iI0MaTHYHOO, CMIAJKOBOIO a00 MOB’SI3aHO0 3 TPUHOMOM JTikapchkux 3aco0iB JIAT. Jlerenera
rinmepTeHsisi y HOBOHAPOMIKEHUX 1 HEMOBIISIT CYTTEBO BiAPI3HIETHCS 3a €TIONOTi€l0, MaTo(dizionorieto, OLiHKO0
PHU3UKY Ta JIIKyBaHHSM Bifl TAKOI y AiTEH CTapIuoro BiKy i gopociux, mo3za tTuM JII' y gitell crapmoro Biky Mae
oinbme cxoxocti 3 JII' y mopocnux.

7.8.2. JliarHOoCTHKA Ta OLiHKA PU3HKY

[cropuuno BusHaueHHs JII' y miteit BikoM >3 MicsIiB OyJ0 TaKUM CaMHM, SIK 1y
nopociux. Buznauenns JII" napasi 3mineno Ha CpTJIA >20 MM pT.CT. IK y JOPOCIHX, TaK
1y nitedt. BruiuB CpTJIA 21-24 MM pT.cT. Ha NpOrHo3 y aiTedl HeBipomuidl. OaHaK, B
iHTepecax y3roJKEHOCTI Ta /IS MOJICTIICHHS TIEpeXoAy Bill MeniaTpuyHO1 JOMTOMOTH 10
nikyBanHs JII' y nopociux, peKOMEHyeThCSl OHOBJIEHE BU3HaueHHs st JII st miteit.
Hapasi Hemae pexomenaailii mo10 JikyBaHHs A uiei rpynu aiteit i3 CpTJIA 21-24 mm
pT.CT.

[Ilo ctocyeTbest HemonaBHO BBeaeHoro kputepito (OJIC >2 ox. Bynma) mus
inertudikamii npekanuigpuoi JII' y nopocnux, To OJIC me panimie 0yn0 BKIIOYEHO 10
BuzHaueHHs JIAD y giteil. ¥V nitell KpOBOTIK TPAAUIIAHO 1HAEKCYETHCS, MPUITYCKAIOUH,
IO CUCTEMHUH 1 JIETEHEBUI KPOBOTIK 3MIHIOETHCS MPOMOPIIMHO PO3MIpY Tijia, TOMI K
TPAHCIYJIbMOHAIBHUHN TpagieHT TUCKY — Hi. OCKUIbKM KPOBOTIK € 3HAMEHHUKOM Y
piBHsHHI U1 po3paxyHky OJIC, HaromomryeTbes Ha HeoOximHocTi iHAekcarii OJIC y
niTeit, a kputepiii innekcy onopy nereneux cyaus (I0JIC) >3 on. Byna/m? y BU3HaueHHi
JIAT y niteit 3anuiaeTbcss He3MiHHUM [599].

Ockunbku etiosoris autsdoi JII' qyke pi3HOMaHITHA, METOAUYHUHN Ta KOMIUJICKCHU N
JTIarHOCTUYHUH MIAX11 Ma€e BUPIIIAIbHE 3HAUYEHHS JJI BCTAHOBJIEHHS TOYHOTO J1arHO3Yy
Ta TaHy JjdikyBaHHsA. Sk 1 y gopocnux, IJIAI' € nmiarHO30M «3a BHUKJIIOUCHHSIM».
PexomeHyeThcsl MiarHOCTHYHE OOCTEXKEHHS, MOAIOHE 1O TaKoro y JIOpOCIHX, alie
IHAUBINYaIbHO y BUNAAKY 13 meaiatpuanoro JII' [599]. Hemonomeni aitu 3 bJIJI moBuHHi
npoiitu ckpuHiHr Ha JII', ockineku JII' momupeHa B i momyJisiiii Ta cepio3HO BIUIMBAE
Ha pe3yabTat [604].

KIIC Takox € 30710TUM CTaHIAPTOM JJIsl OCTATOYHOI TIArHOCTUKH Ta BCTAHOBJICHHS
npupoau JII', a Takox Hazae BaXkIWB1 JAaHil s ctpatudikamnii pusuky [604a,605]. s
BUSBIICHHS THUX, XTO MIIXOIUTH JUIsl JIIKyBaHHS BHUCOKOIO0 go030t0 BKK, y mireit 3
UIAI'/CJIAT" pekoMeHIy€eThCsI POBECTH TOCTPUIA TECT HA Ba30peaKTHBHICTh. Kputepii,
[0 BUKOPUCTOBYIOTHCS Y JOPOCIUX ISl TO3UTUBHOI TOCTPOi BIAMOBII, iI€HTU(IKYIOTh
TITeH, K1 MAaTUMYTh CTIHKY KOpUCTh Bi Teparnii BKK; ogHak 111 kpuTepii He BU3HA4Ya0Th
3BOpOoTHICTH JIAI' a60 MOXIMBICTh MPOBEACHHS OMEPATUBHOTO BTPYYaHHS y HITEH 13
BBC. Ocxkinbku KIIC y miteit 3 JII' moxxe OyTH OB’ si3aHa 13 CEpHO3HUMH yCKJIATHCHHIMHU
(y 1-3% BumankiB, 0cOOIMBO y MaJ€HBKUX HEMOBIIST 1 TUX, XTO MA€ TIPIIUN KITIHIYHHHA
CTaH), HEOOX1AHO 30alaHCYBaTH PU3UKHU Ta KOPUCTH 1Jis1 KOxkHOI AuTHHU [605]. KIIC y
nitert 3 JIAD' ciig mpoBOAWTH BHUKJIIOYHO B JOCBIMYCHUX memiaTpuaHux mneHtpax JII.
[Tokazauns no noropHoi KIIC y aite#t 3 JII' Hapa3i HenocTaTHHO BU3HAUEHI.
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JlikyBanns niteit 3 JIAI' 6a3yetbest Ha crpatudikanii puzuky [599]. Ilpornoctuyni
O3HAKU Tipuioro pesynbTarty npu neaiatpuuHiid JIAI' momiOHi 10 TakMX y JOPOCIUX 1
BKJIFOYAIOTh KJ1HI4H1 03HaKu HepocTaTHocTi [T, mporpecyBanns cumnromia, @K BOO3
I11-IV, neBHi ExoKI" napamerpu (nanpuxnan, TAPSE) 1 nigBunienuit pisens HKMHVII
y cupoBatili KpoBi. Tect 6-xBUIMHHOI X0aA60M <350 M Takok OyJ0 3alPONOHOBAHO SIK
MPEAUKTOP TIPIIOro pe3ynbTaTy npu autsdivt JII', ane Horo 3HaYeHHs JJi1 MaJeHBKHUX
JITe € MEHIIl BCTAHOBJIEHUM. [HIIMMU MPOrHOCTUYHUMU (PaKTOpamu, BUSBICHUMH MIPU
mutsauiil JIAL, € 3aTpuMKa po3BUTKY Ta T€MOJMHAMIYHI 3MIHHI, Takl K apTeplaibHUN
TCK B ipaBomy nepencepai (TTIIT) >10 mm pr.ct., cniBBigHomeHHs CpTJIA/cuctemHoro
AT >0,75 ta I0JIC >20 ox. Byna/m? [602,606,607]. IlemiaTpudHi iHCTPYMEHTH OLIIHKH
PU3MKY, 3aCHOBAaHI Ha LMX [apamMeTpax, OylIu peTpPOCHEeKTUBHO TMEpeBIpeHi B
oOcepBalliifHUX MeaiaTpuuHuX peectpax [599,604a].

Komenmap pobouoi zpynu: 3 memoro HadarHs 6inbu po3wupenoi inghopmayii uy00o
npoecHocmuuHux axkmopie JII'y dimeii poboua epyna 88axcae 0OYinbHUM HAgecmu OaHi
3 Paediatric pulmonary arterial hypertension: updates on definition, classification,
diagnostics and management, Rosenzweig EB, Abman SH, Adatia I, et al. European
Respiratory Journal 2019 (& cnucky nimepamypu yici Hacmanogu 3a Homepom 599).

Daxkmopu, wio 6U3HAUAOMb PUIUK PO3BUMKY I0IONAMUYHOI/CRAOK060T 1e2eHesol
apmepianvHoi 2inepmen3ii' y oimeil

Huoicuuii puzux Aemepminanmu Buwuii puzux

PU3UKY
. Kniniuni doxazu

Hi Hedocmamuocmi T Tax

Hi Cumnmomu Tux
npozpecysanHs

>350 6-x§uﬂuHHuu mecm (>6 <350
POKIB), M

Bionosioae siky 3picm 3ampumxa pozsumxy

LIl @K BOO3 I, 1IvV

Minimanvro nioguwyeHutl Pieeny [Hiosuwenns pisna

“ MHYII/HKMHYII 3nauno niosuwenuil
36invwennsn posmipis HII/IILI

3menwenns posmipis Iliosuwenns
/I cniggionouienHs

3nuorcenns TAPSE

Huszvxuti ppaxyitinoi sminu nnowi ITHI
Excyoamusnuii nepuxapoum

Exokapoioepaghis

Cucmemnuii cepyesuti Cucmemnuii cepyesuti inoexc <2,5
inoexc>3,0 n/xe/m?, /xe/m?,

Cucmemna eenosna camypayia | I'emoounamixa TIIII cep >10 mm,

>65% Inoexc onopy necenesux cyoun >20

Tocmpa sazopeaxkmisnicmo OB-m?
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Cucmemna éenoszna camypayis <60%
Inoexc nooamnueocmi necenesoi
apmepii

<0.85 mL-mm pm cm*

2

-M_

7.8.3. JlikyBanHs

KinmeBoto MeToro JiKyBaHHSI Mae OyTH TOKpAILEHHS BH)KMBAaHHS Ta HOpMalibHA
UTSA4Ya aKTHUBHICTH 0€3 0OMeXeHb. 3a BIJICYTHOCTI PaHIOMI30BaHUX JOCIHIIKEHb MPU
muTsaaiit JIAT pekoMeHI0BaHO alTOPUTMH JIIKYBaHHS, SIKi €KCTPATIOTIOIOTHCS 3 JaHUX JIJIS
JIOPOCTUX 1 IOTIOBHIOIOTHCS JAaHUMH 0OcepBaIliiHUX JOCHIKeHb y nitei 3 JIAT [599].

OO6cepsBarliiiHi KOTOpPTHI JOCITIKEHHS MIATPUMYIOTh 3aCTOCYBaHHS JUIsl JITEH
(BKJIIOYAlOUM TepeBary KOMOIHOBaHOi Tepamii HajJ MOHOTEpami€l) alropuTMiB
JiKyBaHHs, po3po0ieHi ana nopociux [608]. Jlikapcbki 3aco0u, JOCHIIHKEeH] Y JiTeH, 3
ab6o 6e3 odimiifHOro J03BONYy €BpPONEHCHKOrO areHTCTBa 3 JIKAPCHKUX 3acO01B s
nikyBaHHs qitet 3 JIAL, HaBeaeHi B Tabmui 22.

AJNTOpUTM MeAiaTpUYHOTO JIIKyBaHHS, PO3POOJICHHI HAa OCHOBI AJITOPUTMY JUIS
nopociux, 0a3yeTbest Ha cTpaTudikallii pu3uKy, PEKOMEH/IyE 3aralibHi 3aX0/I1, TEPAIiIo
BrucoknMu fo3amu bKK a1 THX, XTO BiJIMTOBIB HA TECTYBaHHS rOCTPOi Ba30PEaKTUBHOCTI
(peTenbHE CIIOCTEPEKECHHS € 000B’ I3KOBUM, OCKUIBKU JICSK1 MAIIEHTH MOXXYTh BTPATUTH
Ba30pPEaKTUBHICT, TpPH JOBrOTPUBANINA Tepamii), mepopadbHy abo0 IHraJsAIIdHY
KOMOIHOBaHYy Tepamito I JiTed 13 HU3bKMM PU3UKOM Ta KOMOIHOBaHY Tepamiio 3
BHYTPIIITHLOBEHHUM/TIIMIKIPHUM BBEJICHHSIM aHAJIOTIB MPOCTAIUKIIIHY ISl TAIIIEHTIB 13
BUCOKHM pU3UKOM [599].

VY pasi HeOoCTaTHBOI BIJIMOBIAI HA PEKOMEHI0OBaHY MEIUKAMEHTO3HY Teparito abo
KOJIM JIIKapChKi 3acO0M HEIOCTYMHI, BCTaHOBJEHHs myHTa [lorTca (Xipypriune abo
IHTepBeHIIiiHEe 3’ €THAHHSA MK JIiBOI0 JIA Ta HU3XIIHOIO a0pTO), OAJOHHY aTpiaibHY
CENTOCTOMII0 a00 IMepecajaKy JereHb MOXKHA PO3TJISHYTH Yy miTedt 3 Tspkkoro JIIT (muB.
po3ainu 6.3.6.1 1 6.3.8) [599]. TloBimoMIIeHHI KIIHIYHUMA TOCBi 3aCTOCYBaHHS ITYHTIB
[TorTca obmexyerbcss Tpoxu Outbiie HiK 100 marieHTaMu, MEpPEeBaXXHO ITITbMH, 31
cMepTHICTIO 12-25% 1 JOBrOCTPOKOBOIO KIIHIYHOI KOPUCTIO Y MIATPYyMi IiTed 13
TPUBAJIUM CIIOCTEpEKEHHIM [456-459].

MoHiTopuHT edeKTy JIKyBaHHS Ta epediry 3aXBOPIOBAHHS € KJIIOYOBUM y BEICHHI
Bcix mamieHTiB 3 JIAL (mopocnux 1 mireit). Y giteit 3 JIAT moka3HUKY KIITHIYHOTO PU3UKY,
Bmouaroun @K BOO3, TAPSE Ta cupoBatkoBuit HKMHVII, € noteHmitHuMu miasaMu
JIKyBaHHS JJIS IIUTECIIPSIMOBAaHOTO JTikyBaHHS [604a,609].

bynu 3anmpomoHoOBaHI CydacHI aJrOpUTMH JIIKYBaHHS HEMOBISAT 31 CTIMKOIO
JIETCHEBOIO TIMEPTEH31€I0 HOBOHAPOKCHUX, ajie BOHU BHXOMIATh 32 pPaMKH IHX
pexomeHnaiii [610].

Pexomennariii, HaBeieH1 BUIIIE, CTOCYIOThCS fiTel 13 JIAL, Toni ik KOHKpeTHa Tpymna
HEMOBJIAT 13 3aXBOPIOBAHHSMH JIETEHEBUX CYIWH HOBOHAPOKEHUX, 3ACOUTBIIOTO
kiacudikoBaHa sik JII', moB’si3aHa 13 3aXBOPIOBAaHHSMHU MOPYIIEHHS PO3BUTKY JIETEHb Ta 3
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TETEPOreHHOI0 €TI0JNOTi€I0, MOTPEOyEe OKPEMOro Ta IHAUBIAYATBLHOTO MIAX0AY (PUCYHOK
10).

VY HenoHomeHux HoBoHapo keHux 13 bJIJI ta JII' mepumioueproBo ciig JIiKyBaTH
OCHOBHE 3aXBOPIOBaHHS JiereHb. YacTo IUX HEMOBIIAT JOJATKOBO JIIKYIOTh J1KapChKUMU
3aco0amu aiis JIAT, Briatouaroun cuiiieHadun 1 003eHTaH; oJlHaK BOHU He cxBajieHi EM A
JUIsl BUKOpUCTaHHS y HeMOBIAT 3 JII' 3 rpynu Ta 3 3aXBOpIOBaHHSMH, OB’ SI3aHUMU 13
nopymensam po3utky (BJIJI, BAK). Ixuiii BB Ha KiHIEBi TOukM B Wil momymsii
3aJIMIIAETHCS HESACHUM, 1 Opakye naHuX, sKi O JTO3BOJWIM CPOPMYIIOBATH HAIMHI
pexoMeHanli Mmoo JiKyBaHHA. JIIKyBaTU Takux JiT€i MOBUHHI MYJbTUIUCUUIUTIHAPHI
Opuraau 3a y4acTiO Kap/10J0TiB, HEOHATOJOT1B, MyJIbMOHOJOTB, AleTosoriB. JII' y mux
HEMOBJISIT MOK€ 3HUKHYTH IMICJS JIIKYBaHHS OCHOBHOI'O 3aXBOPIOBaHHS JIEr€Hb, X04a
HOB1TIOMJISIIIOCS TIPO BialIeHi cepleBO-CyauHHI Hacaiaku [611,612].

Tabaununs 22. 3acTocyBaHHs Tepaiii JiereHeBoi apTepiajabHOI rinepreHsii y airei

Jlikapcbkuii Jaui nexiaTpuyHux Jo3Bin €BponeiicbKkoro xepena
3acio JAOCTiIKEeHb areHTCTBA 3 JiKapChKHUX 32c00iB
AJ1si BAKOPUCTAHHSA Y JiTeii 3
JIAT
Inricitopu dochoniecrepasu-5 (mepopasibhi)
Cunnenadin PKI, Binkpure | Tak, y Bimi >1 poky. 613,614
MPOJIOHTOBAHE: PexomennoBane JI03YBaHHS:
MIEPEHOCUMICTB, <20 kr: 30 mr/mo6y B 3 mpuiiomu;
e(eKTHUBHICTh >20 xr: 60 Mr/no0y B 3 puiiomu.

VYHUKaTH BHINUX J03 y JdiTeH
(>3 mr/kr/nens).

Tanmamadir* PKJI, Bigkpure: Oe3neka, | Hi. 615,616
P
MEePEHOCUMICTH, 3anponoHoBaHe Jno3yBaHHs: 0,5-
(hapmMaKkOKIHETHKA 1 Mr/kr/mo0y 3a ouH MPUIOM.

Makec.: 40 mr/m00y.
OuiHeHO TUIBKM Yy [iTed BIKOM

>3 pOKIB.
AHTaroHiCTH pelenTopiB eHa0Teiny (MepopajbHi)
bosenTan BinkpuTte, HekoHnTposboBane: | Tak, y Bili >1 poky. 617-620
Oe3rieka, nepeHocumicTsb, | [lemiarpuuna gpopma.
(hapMaKkoKiHETHKA, PexomennoBane JO3YBaHHS:
e(heKTHUBHICTh 4 mr/xr/no0y B 2 npuiiomu.
Makc.: 250 mr/no0y.
AMOpi3eHTaH Binkpute, HekoHTpoboBaHe: | Tak, muis aiTeld ctapiie 8 poKis. 621,622
Oe3mexa, MepPeHOCUMICTh, | PekomenoBane no3yBaHHs: 2,5-
(apMakOKIHETHKA 10 mr/no0y 3a oauH npuitom.
ManuteHnran Henocratuwro nanux y giteit. | Hi
Binkpure, TPUBAE:
e(EeKTUBHICTH, Oe3meka,

(dapMakoKiHeTHKAa Yy JITeH
BikOM 2-18 pokiB
AHAJI0TH NPOCTANMKIIIHY (B/B / /1)
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Enomnpocrenon | Koropthi nociimpkenns, | Hi. 623-626
B/B PETPOCTIEKTUBHI PexomenoBane 103yBaHHS:
ITouatkoBa mgo3a: 1-2 HI/Kr/XB 0€3
BIZIOMOTO MAaKCUMYMY.

V nireit crabinbHA [03a 3a3BUYAil
cranoBUTE 40-80 HI/KI/XB.

Moske 3HAmOOMTHCS 30LIbIICHHS

JIO3H.
Tpenpoctunin Koropthi nocmimkenns, | Hi 624,626,627
B/B / /I PETPOCIICKTUBHI: PexomenoBane 103yBaHHS:

(hapmMaKoKIHETHKA [louatkoBa no3a: 2 HI/KI/XB 0€3

BIJOMOI'O MaKCHUMYyMY.

V niteli crabiaibHaA H03a 3a3BUYail
cranoBuTh 50-100 HI/KI/XB.

Moske 3HamOOMTHCS 3OUIBIICHHS

JIO3H.

IHmmi

[nonpoct Henocrataro manmx y miteit. | Hi

(iHramsmiiauit) | Mama  cepif  JIOCITIDKEHb,
PETPOCIIEKTHBHUX.

Cenexcuriar Henocrataro manmx y miteit. | Hi

(mepopanbHmii) | PangomizoBani,  riare0o-
KOHTPOJIbOBAHI, J0JIaTKOBI,
TPUBAIOTh: Oe3rieka,
MEPEHOCUMICTH,
(apMakoKiHETHKAa y JiTeH
BikOM 2-18 pokiB.

Pionuryar** Henmocrataro manmx y miteit. | Hi

(mepopanbumii) | Bigkpwri, TPHUBAIOTH:

Oe3meka, MIePEHOCUMICTB,
(hapMakoKiHETHKA Yy JiTel
BiKOM 6-18 poxKiB.

B/B — BHYTpimHbOBeHHO, JIAI' — nereneBa aprepianbHa rimepreHsis, m/m — nigmkipao, PK/ — pannomizoBane
KOHTPOJIbOBAHE JIOCITIKCHHSI.

Komenmap pobouoi epynu:

1) na momenm po3pobKu 0anoi KAiHIYHOI HACMAaHO8U 68 YKpaiHi He 3apeccmposano
MpenpoCcmMuHiL ma enonpoCcmeHnoi, ki pekomenoyromocsa 6-u Bececgimuim cumnosiymom
3 JII' 2018 ona nikysanus oimeti 3 JIAI' sucokozo pusuxy npoepecysanms Xxeopoou, momy
poboua 2pyna 88axcae 3a MOJHCAUBE GUKOPUCTOBYBAMU INONPOCH [HeANAYIUHUL 05
oimetl 8 eKCMPEeHHUX (HCUMMEBO HEOOXIOHUX BUNAOKAX) 8IONOBIOHO 00 PEKOMEHOAYIl:

6th World Symposium on Pulmonary Hypertension ma oanux xainiunux oocnioxcens
Limsuwan A, Wanitkul S, Khosithset A, et al. Aerosolized iloprost for postoperative
pulmonary hypertensive crisis in children with congenital heart disease. Int J Cardiol
2008; 129: 333-338;
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Ilvy DD, Doran AK, Smith KJ, et al. Short- and long-term effects of inhaled iloprost
therapy in children with pulmonary arterial hypertension. J Am Coll Cardiol 2008; 51:
161-169;

Melnick L, Barst RJ, Rowan CA, et al. Effectiveness of transition from intravenous
epoprostenol to oral/ inhaled targeted pulmonary arterial hypertension therapy in
pediatric idiopathic and familial pulmonary arterial hypertension;

Am J Cardiol 2010; 105: 1485-1489. Tissot C, Beghetti M. Review of inhaled
iloprost for the control of pulmonary artery hypertension in children. Vasc Health Risk
Manag 2009; 5: 325-331.);

2) nicna nybnikayii npomomuny oanoi kuiniunoi nacmanosu (2022 ESC/ERS
Guidelines for the diagnosis and treatment of pulmonary hypertension), EMA yxeanerno
0038i11 Ha suxopucmarHs y dimeu maoaraghiny (2023 pix) ma pioyucyamy (2024 pik),
momy poboua 2pyna 68adcac HeoOXIOHUM Haoamu IHopmayito wWooo percumia
3ACMOCY8AHHA YUX JIIKAPCLKUX 3ac00is y dimell;

*maoanagin - y dimeii gixom >2 poxie npu maci mina > 40 ke — 40 me na 006y, npu
maci mina < 40 ke - 20 me y popmi abo mabaemxk, abo 10 mn opanvroi cycnensii 2 me/mn
00uH pasz Ha 000y (Ivy D, Rosenzweig EB, Abman SH, Beghetti M, Bonnet D, Douwes JM,
Manes A, Berger RMF. Embracing the challenges of neonatal and paediatric pulmonary
hypertension. Eur Respir J. 2024 Oct 31;64(4):2401345. doi: 10.1183/13993003.01345-
2024. PMID: 39209483; PMCID: PMC11525338.);

**pioyucyam - y dimeiti 8ikom 6i0 6 0o 18 pokie ma macor mina >50 ke 8 003y8aHHI
0,5-2,5 me 3 pazu na 006y; npenapam enecerno 8 pexomeroayii wooo nikysauus JII' y
Oimeti Ha 7-my Bcecsimnvomy konepeci 3 necenegoi einepmensii 2024 (Ivy D, Rosenzweig
EB, Abman SH, Beghetti M, Bonnet D, Douwes JM, Manes A, Berger RMF. Embracing
the challenges of neonatal and paediatric pulmonary hypertension. Eur Respir J. 2024
Oct 31;64(4):2401345. doi: 10.1183/13993003.01345-2024. PMID: 39209483; PMCID:
PMC11525338.)

Pexomenpaniiina Ttaoaunsa 21. PexkoMengamii 1moao JaUTAY0I JiereHeBOi

rinepreHsii
Pexomengamii Kuac PiBenn
peKoMeHamii | 10Ka30BOCTi
Hitn
PexomeHlyeTbCsl ~ NPOBOAMTH  JIarHOCTUYHE  OOCTEKEHHS, C
Biumouatoun KIIC Ta roctpuii Ba3oaunataTopHUil TecT, i JIKyBaTH
nireii 3 JII' y neHTpax, siki cnenianizyrotbes Ha negiarpuunii JIT
VY pireit 3 JII' pekoMeHIyeTbCcs KOMILJIEKCHE OOCTEXEHHs [Uis C
MIATBEP/UKEHHS JAlarHo3y Ta crenudiuHoi etionorii (moaidHo 10
00CTeXEHHsl y JOPOCIMX, aje 3 ypaXyBaHHSM BIKY)
Jns migrBepaxkenHs aiarHosdy JII' pexomenayerbcs KIIC, Gaxano C

nepes novyaTtkoM 0yap-skoi Tepamii JIAT
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YV pgireii 3 DIAI/CJIAI' pekoMeHAyeTbCS TECT Ha TOCTpPY
Ba30PEAKTUBHICTh, 1100 BHUSBHTU THX, KOMy MOK€ OyTH KOpHCHa
tepariss BKK

PekoMeHyeThCS MOAIOHUM YMHOM BH3HAYATH IMO3UTUBHY BiIIOBIIb
Ha TECTYBaHHS TOCTPOi Ba30PEAaKTUBHOCTI y MITeH 1 AOPOCIHX
nusixom  3HmkeHHS CpTJIA  >10 mm pT.cT. 10  AOCATHEHHS
abcomorHoro 3HaueHHst CpTJIA <40 MM pT.CT., 3 MIBUIIEHUM 200
HE3MIHEHUM ceplieBuM BUKHI0M (CB)

Jis pireir 13 JIAT pekoMeHIOBaHA TepalieBTUYHA CTPATETis, IO
IPYHTYETbCS Ha CTpaTH]ikalii pu3UKy Ta BiANOBiII Ha JIIKyBaHHS,
€KCTpPaIoJbOBaHil 13 TAKOi y JOPOCIINX, ajie aJanToOBaHii J0 BIKY
PekoMeHIyeThCsl KOHTPOJIIOBATH BIATIOBIAL HA JIIKYBaHHS Y JITeH 3
JIAT' mnsixoM MOCHIOBHOI OLIIHKM TaHeNl JaHUX, OTPUMaHHUX 13
KIIHIYHOI OIIIHKK, eXOoKapalorpadiyHoi OIIHKH, O10XIMIYHUX
MapKepiB 1 TECTIB HA IEPEHOCUMICTh (DI3MUHUX HABAaHTAKEHb

JlocsirHeHHsT Ta MIATPUMAHHSA NPOQUI0 HU3BKOIO PHU3HKY CHij
PO3IIISIIATH SIK aJICKBATHY BIMOBIL HA JIIKyBaHHs JuIst aiteit 3 JIAT

HemoBJsiTa

PexoMeHyeThCS MIPOBOTUTH CKPHUHIHT HEMOBJIST 3
OponxoJjereHeBoro auciutasiero Ha JII' [628,629]

Y HemoBIAT 3 OpoHXoJereneBoto auciuiasieto ta JII' (abo 3 pusukom
BUHUKHEHHs) nepen mnodatkoM Tepanii JIAIT pexomenayerbces
JIIKYBaHHS 3aXBOPIOBaHb JICT€HIB, BKIIIOUAIOUHN T1TOKCIIO, aCIIparito
Ta CTPYKTYPHI 3aXBOPIOBAHHS TUXATBHHUX MUISAXIB, 1 ONTHUMI3aIlis
pecnipaTopHOi miaATpUMKH [630]

Y HOBOHAPOHKEHUX 1 HEMOBJIAT CIIIJ PO3TJSHYTH MIarHOCTHYHHH 1
TepaneBTHUHUM Tiaxin o JII', BiqMiHHUN Bi MiAXOAY O CTapIIuX
JITEH 1 JOPOCIWX, BPAXOBYIOUM YaCTHUW 3B’SI30K 13 PO3BUTKOM
CYIMHHUX 1 HApPEHXIMATO3HUX 3aXBOPIOBAHb JICT€Hb

BKK — oOmokatop kamprieBux kanamiB, IJIAI' — imiomaTtwdHa mnereHeBa apTepianbHa Timeptensis, KIIC —
KaTeTepHu3allis mpaBux BinAitiB cepms, JIAI — nereneBa aprepianbHa rimeprensis, JII' — merenesa rimeprensis, CB
— cepuenii Bukua, CpTJIA — cepenniii Tuck B jerenesii aprepii, CJIAIC — cmamgkoBa JieTeHeBa apTepiadbHa
TinmepTeH3is.

8. JIETEHEBA THIEPTEH3Is1, ITOB’SI3AHA 13 3AXBOPIOBAHHSM
JIIBUX BIJAIJIB CEPLS ('PVYIIA 2)

8.1. Buznauenns, nporso3 i narodisiosnoris

Cepen mamieHTiB 13 3axBoproBaHHsMHU JiBuX BigautiB cepus (3JIBC) JII' Tta
muchyskiigs npaBoro nuryHouka (I1II) wacto mpucyTHI Ta acoiiiioBaHi 3 BHCOKOIO
cmeprHicTio [47]. Toctkaninspua JII' Buaukae y namieHTiB i3 CH 31 3HMXEHO0, TOMIpHO
3HIDKEHOI0 200 30epexeHoro ¢pakiieto Bukuay (CH3a®B, CHm3®B a6o CH36DB), sika
PO3BHHYJIACh BHACHIIOK 3aXBOPIOBaHb MITPAIbHOTO ab0 aopTajdbHOTO KiamaHiB abo
BPO/UKCHUX/HAOYTUX  cepueBo-cymuHHUX  cTtaHiB  [13,631-635]. JI-3JIB €
Halinomupeninor Gopmoro JII', cranoBisun 65-80% Bumaakis [47].

Bianosigno po 3aranpHux BuzHaueHb JII', JII'-3JIB (rpyna 2 JII') Bu3HavaeThcs
CpTJIA >20 mm pt.ct. 1 T3JIA >15 MM pT.cT. ¥ Me)ax bOr0 TEMOJUHAMIYHOTO CTaHY
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noctkanuisipHoi JII', i3ompoBana mnoctkaniigpHa JII' (InkJII') Busnawaerscs OJIC
<2 oxa. Byna, a KnkJII' — OJIC >2 ox. Byna (tabmuus 5). JliacTonidHHME JIeTCHEBHA
rpanaient (JJII') Tucky, po3paxoBaHul K pi3HULIS MK 11aCTOJIIYHUM TUCKOM B JIET€HEB1H
aprepii (ATJIA) 1 T3JIA, Ouiblie HE BUKOPUCTOBYETHCS JIsl PO3PI3HEHHS 1301bOBAHOT Ta
KoMOiHOBaHO1 nocTkanuisipHoi JII' yepe3 cynepewinBi AaH1 MO0 NPOrHO3YBAHHS MPHU
3JIBC [142].

Cepen cnextpy 3JIBC 30unbmiennss TJIA 1 OJIC noB’s3aHi 13 mepeBaHTaKEHHIM
MiOKapia Ta CyNpOBOJIKYIOThCS TipmmM mporHozom [13,631,633,635]. ¥V Benukiit
KOTOpTI Malli€eHTIB — mepeBakHo 3 mnoctkanuiipHoro JIIT — OJIC >2,2 on. Byna
acoIlIOBABCS 3 HECHPUATIMBUMH IMOAISIMU 1 BBakaBcs HeHopMmaibHuM [13]. Opnak,
HaBITh Y MeXax I1i€i miarpynu namieaTis 3 KnkJII™ pu3uk cMepTHOCTI 3pocTae mapaieabHO
i3 mporpecuBHuM miaBumeHHsM OJIC. VYV  mamientiB 3 3actiiiHoro CH Ta
3HIKeHo10/30epexkenoro @B JIIII 1 Ttux, xto mae 30epexeny @B Ta 3axBOproBaHHS
MiTpaiapHOro abo aoptampHoro kimamadiB, OJIC monan 5 on. Byma Hece m0maTKOBY
HNPOTHOCTHYHY 1H(OpMAaIli0 1 BBaKAeThcs KIiHIYHO 3HauymuMm [142,450,631-639].
[TinBumenns OJIC Takox, 37a€THCS, IMOB’I3aHO 31 3HIKCHOI BIKUBAHICTIO B OKPEMHUX
CUTYallisIX: a caMe y MAIli€HTIB, sIKI MOTPEOYIOTh BTPYYAHHS /JI1 YCYHEHHsI BaJ| KJIalaHiB
[634], TpancrnanTarii cepust [142,633], abo iMranTalii NpucTpoiB mMiaATPUMKA GYHKIIIT
JIIII [142,637]. Ha ocHoBi goctynaux ganux OJIC monan 5 oa. Byaa Moxke BkasyBaTu Ha
TSOKIMBUN TIPEKANUIIPHUN KOMIIOHEHT, HAsIBHICTH $SKOTO MOXE CIOHYKAaTH JIIKapiB
HAIlpaBUTH MAaIll€HTIB 10 1eHTpiB JII' 11 cerianizoBaHoi JOTIOMOTH.

[Mommpenicte JII' y mamientiB i3 3JIBC Baxkko 3’sicyBaTH, IIe 3aJ€KHUTh BiJ
METOAOJIOT1l  JIarHOCTUYHOTO  TecTyBaHHS  (exokapmaiorpadis abo  i1HBa3WBHA
reMoJIiHaMiKa), TIOpPOrOBMX 3HAa4Y€Hb, BUKOPUCTaHMX s BuzHaueHHsa JII, 1
TOCHIDKYBaHUX — momyisimi.  CrmocTepekHi  JOCHIDKEHHS — MPUITYCKalTh, IO
nomupeHicts JII' cranoButh npubnuzno 40-72% y mamientiB 13 CH3u®B 1 36-83% y
namienTis i3 CH36®B JIIII [48,639-643]. Konu OJIC BUKOPHCTOBYETHCS JIJIs1 BU3HAYCHHS
Npe-KamuIIpHOTO KOMIIOHEHTa Yy TAIll€HTIB 13 CEPIEBOI0 HEJOCTATHICTIO Ta
noctkanuisipaoto JII, 20-30% mamiedTiB  kiacuikyroTbes SK Taki, IO MarOTh
KoMOiHOBaHy (3Mimany) moctkamimsipuay JII' [47,644,645]. YV mnamienTiB i3 Bajgamu
KJIAITaHiB JIIBUX BIAAUTIB cepls exokapaiorpadidHi JocHimpKeHHS mnokaszamu, mo JIIK
NPUCYTHS y 10 65% TaIli€eHTiB i3 CHMIITOMHUM a0pTaJIbHUM CTEHO30M [646-651], y Toii
gac, sIK IPaKTUYHO BCl MAIIEHTH 13 TSHKKUM CTEHO30M MITPAJIbHOTO KianaHa MaioTh JIIT
[652] 1 JIT' Mmo>xHa 3HAWTH y OUTBIIOCTI MAII€HTIB 13 3HAYHOIO MITPAIBHOIO PETYPTiTaIlIETo.
[MaTodizionoria JII-3JIBC noennye kinbka mexaHi3miB (pucyHok 11): (1) mouarkoBe
MacuBHE MiaBUIEeHHS TUCKY HamoBHeHHs JIIII Ta 3BopoTHa mepenava y JereHEBY
MUPKYIAMio; (2) eHaorenmianbHa JUCHYHKINS JIETEHEBHX apTepiil  (BKIOYAIOYH
Ba30KOHCTPUKIIiIO); (3) peMomentoBaHHs CyIuH (K€ MOXKE BiIOYyBaTUCH K y BEHYJaX,
Tak i/abo B aptepionax); (4) munaramis/aucdynkiis [T Ta dyHkIionanbHa TpUCTYIKOBA
perypritamist [653-656]; Ta (5) 3minena B3aemogmis (3meruienns) I[TII-JIA [655-657].
I'emoaumnamMiyHuii podiIb KOMOIHOBaHOT MPOTH 1301b0BaHOI MocTkanuisipHoi JII' ta
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migBuiiennit  OJIC  BimoOpakaroTb aHOMAaiii JITEHEBUX CYIWH, SKI CIPUSIOTH
MiJBUINCHHIO NTocT-HaBaHTaxeHHs Ha [1I11. Buacninok usoro aucdyukiis [ € yactoro
Ta acoliifoBaHa 3 TripimumM mporuozoM y namieHtis 13 JIN-3JIBC. V namientis 3 CH30DB
JIL, xomu mucdynkiis I moxe BigOyBaTHCh 4Yepe3 pi3HI MexaHi3mMu (pUCYHOK S1),
crocTepiraiocst 3HWKeHHs ckopoTiauBoi 3aaTHocTi [, ane ne cucroniunoi pynkiii JIIT
3 4acoM, 1 5K IOMiHYI0ua, TaK 1 Bunaakosa aucpyukuis [ € npequkropamu cMepTHOCTI
[658].

Bunukunenns JII' y mamientiB 13 3JIBC Takox Moxe OyTH 3yMOBJIEHE 1HIIMMU
NpUYMHAMHU, BKJIIOYAIOYM HEMOMIUYEHY XPOHIYHY TpoMOOEeMOOIYHY JIETEHEBY
rineptensito (XTEJI') abo nereneBy aprtepianbHy rinepren3ito (JIAI'). Kpim Toro,
pecHipaTopHi CymyTHI 3axBoproBaHHs, Takl sik XO3JI Ta amHOe CHY, TaKOX MOIIUPEH] Y
NaIIEHTIB 13 JIETEHEBUM CepUEM Ta MOXYTh cnpustu JII' Ta BMBaTH HAa MPOTHO3.
[Marientn i3 JIT', acomirioBanoro 3 CH36®B JIIII, [75,76], MOKyTh TaKOK MaTH HU3bKHIA
nokasuuk DLCO, 1110 € He3aJIe)KHUM MPEAUKTOPOM ITPOrHo3y [75].
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CepiieBa HeJIOCTATHICTE / KapAioMionaTia | K 1anmaHHa maTo/I0TifA cepiis .

7/

MiTpasisHIH
KIanaH

AOpPTATTEHWA
KIatiaH

CHz®B CHnz®B CHz0®B
DB <40% P$PB41-40% PB=50%

CTeHo3 / Perypriraijsa

PizHOMAHITHHIT CTYITiHE JIETEHEEOT0 2aCTOH, Ba20KOHCTPHKILIfA, pemnemonam-mcymmj‘

Taex I 1 3acTilt PeMopeTioRanus APy ANpasX B LE
Tuex L, wst pr.cr. 3

¥ @ o ® W

e
Oen JITE, mn

Tucymagis I Bazoxoncmpaga Ben Apmepioa JueywwyiaII

TIaTO/I0TiAJIeTeHEBHX CYAHH

Henae JIT ImJIT Ko IT

JHRONUIVHOYROBHM PEHOTHH sy 11P3ROIUIYVHOSURKOBHE ()e HOTHIT

L @ ESC @ ERS—

Pucynok 11. Ilarodiziosnoris JiereHeBoi rinmepreH3ii, acouiiloBaHoi 3
YPa:KeHHSIM JiBHX BifainiB cepus (rpymna 2)

3JIBC — 3axBoproBaHHs JiBUX Bigautis cepus, InkJII' — i3onpoBana mocTkaninsgpHa jgereHena rineprensis, KnxJIT
— KOMOiHOBaHa MOCT- 1 IpeKaniIsipHa JiereHesa rineprensis, JIA — nerenesa aprepis, JII' — nerenesa rineprensis,
JIII — niBe nepencepas, I — npaBuil nuryHouok/mpasountyHoukoBuit, CHn3®B — ceprieBa HemocTaTHICTH 3
MOMIpHO 3HMXKEHOI (pakuiero Bukuay, CH36MB — cepueBa HemocTaTHICTH 31 30epexeHOI0 (PpaKIi€lo BUKHUIY,
CH3HDB — ceprieBa HEZOCTATHICTH 31 3HMXKEHOIO (PPaKIIi€l0 BUKUY.

KnxJII' Bu3Hauaetses noctkamningapaoto JII' 1 OJIC >2 oa. Byna; OJIC > 5 on. Byna MokHa BBaXkaTH CepHO3HUM
MpeKaniIIpHUM KOMIIOHEHTOM.
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8.2. Jliarno3

VY namientiB 13 3JIBC cumnTomu (Hampukiaa, 3aaMiiKa OpU  (PI3UYHOMY
HaBaHTakeHH1) Ta ¢i3uyHl o3Haku JII' (Hampukiazn, nepudepuunuii HaOpSK) YacToO
MEePEeKPUBAIOTHCSI  O3HAKAMHU  OCHOBHOTO  3aXBOPIOBaHHS 1  37€0UIBIIOTO €
HecrienudiunuMu. OIHaK, X04a 3acTiil y JgereHsx ado MieBpaJbHUI BUIIT BKa3ylOTh HA
3aXBOPIOBAHHS JIIBUX BIJUIIB cepls K OCHOBHY npuuuHy JII', 1HIII O3HaKHM MOXKYTh
BKa3yBaTH Ha HasBHICTb BianoBigHO1 JII' (muB. po3ain 5.1.1).

Pytunni giarHoctuyHi TectH, Bkmowatoun MHYII/HKMHVYII, EKI Ta
exokapaiorpadiro, T03BOJSIOTh BHUSBUTH O3HAKM OCHOBHOTO 3aXBOPIOBaHHS JIIBHX
BIIIUTIB ceplis, aje Takok MoXyTh BkasyBatu Ha JII'. Xowa MHYII/HKMHYVII ne
MOJKYTh PO3PI3HSATH JIIBO- a00 MPAaBONLITYHOYKOBY ceplieBy HeaocTaTHiCTh, EKI-03HaKH,
Taki SK BIAXWJIEHHS EJICKTPUYHOI Oci BIpaBo abo mepeBaHTaxxeHHs [IIII, MoXyTh
BKa3zyBaTu Ha HasaBHICTH JI[' y mamientiB 13 3JIBC. Exokapaiorpadis Moxxe BUSBISITH
o3Haku CH3H®B a6o CH30®B Ta creuudiyHi cepleBl CTaHW, BKIOYAKOYH Ti, IO
CYIIPOBOJIKYIOThCS 0OME)KCHHSIM HaIlOBHEHHS. BoHa /103BOJIsIE€ 1IarHOCTYBATH J0IaTKOB1
3aXBOPIOBaHHS KJIaMaHiB cepls Ta jornoMarae BuzHauutu nigsumennii pCTJIA ta iHmn
o3naku JII' (turoma I, posmmpenns JIA, cniBigHomenns TTII/JII, excuieHTpuyHUMA
ingexc JIII, popMyBaHHS BEpXiBKH MPABUM IIIYHOYKOM ), IIIO JO3BOJISIE TOBOPUTH IPO
exokapaiorpadiuny wmosipHocTi JII' (muB. posmin 5.1.5). IloeramHa ckiameHa
exokapaiorpadiuHa IIKaja JOlOMarae po3pi3HATH Tpe- Ta mnoctkanuisapHy JIIT Ta
nependavaT CyauHHY JiereHeBy amcdyHkmiro y mamientie i3 3JIBC [659,660].
JonatkoBy 1H(pOpMalil0 MOXHa OTpPUMAaTH 3a JOIMOMOIOI JOJAaTKOBUX TECTIB,
BKJIFOUaroun OioMapkepu, mapkepu auchyukiii [T, BusBieHi 3a 10moMoror MeTomdiB
Bi3yaurizailii, Ta 3MiHHi, oTpuMaHi 3a gormomoror KITHT [142].

3 orsay Ha CKIIAIHICTh 1 BapiabeNbHICTh KapaioMyJIbMOHATBHUX FeMOIUHAMIYHUX
napameTpiB y namieHTiB i3 3JIBC, nudepeniiaiis Mk nocT- Ta npe-kanuisipHoro JII', mix
JIT-3JIBC 1 inmumu popmamu JII' Mmoxe OyTu ckiaaHoro. [[iarHOCTUYHI MiAKA3KU TPH
migo3pi Ha JII' y marieHTiB 13 3aXBOPIOBAHHAMU JIIBUX BIIAUTIB cepilsl BKIHOYalOTh: (1)
JIarHOCTUKY Ta KOHTPOJb OCHOBHOT'O 3aXBOPIOBAHHS JIIBUX BIIIUTIB cepils; (2) OIIHKY
JIT' Ta dbeHoTumyBaHHs Maii€HTiB; Ta (3) 1HBa3UBHY T'€MOJWHAMIYHY OIIHKY, KOJH IIE
MOKAa3aHo.

8.2.1. /liarHocTMKa Ta KOHTPOJIb OCHOBHOI'0 3aXBOPIOBAHHS JIiIBUX BiIAijiB
cepust

Y mnamientiB i3 migo3poro Ha JII-3JIBC Mae Oyrtm BCTaHOBJICHWUW JiarHO3
3aXBOpPIOBaHHS JiBHX BigaiariB ceprg, a came CH3a®B/CHm®B, CH30DB,
3aXBOPIOBAHHS KJIAMaHIB cepisi Ta/abo BPOKEHI CeplieBl 3aXBOpIOBaHHA. Po3pizHUTH
JIT', moB’si3any 3 CH30®B, Bix inmux ¢opm JII' (manpuxnan, JIAT, XTEJI') moxe OyTu
CKJIaHO, OCOONMBO, SIKIIO BpaxyBaTH 30UTBIICHHS YacTOTH BHSBJICHHS CYIMyTHHOI
MaTOJIOTii cepe;] MOMyJIAIii MaieHTiB 3 peabHo miarHoctoBaHorw JIAI [142,450,661]. ¥V
1IbOMY KOHTEKCTI, BajigoBaHi 1mkaau st giarnoctuku CH30®PB (HFA-PEFF, H2FPEF)



155

[16,662,663] MoxyTh OyTu KopucHUMM s Bu3zHaueHHs JII'. OkpiM TOro, HEOOX1THO
BHU3HAYaTH HAsBHICTH a00 BiACYTHICTH paktopiB pusuky JIAI' abo XTEJIT. Ilauientu 3
JOMIHYIOUMMH O3HakaMu nepeBaHTaxeHHs [T Ta/a6o JII' moBMHHI IPOWTH MOAabLIE
oOcrexenHs. IlamieHTiB ciig OLiHIOBAaTH ab0 MEPEOLIHIOBATH, KOJUM BOHU MOBHICTIO
KOMIICHCOBAH1 Ta 3HAXOSITHCS B KITHIYHO CTAOUTLHOMY CTaHI.

8.2.2. Ouinka JjereneBol rinepreHsii Ta peHOTHIIYyBAHHSA NALIEHTIB

[TamieHTiB 13 3aXBOPIOBaHHSAMHU JIIBUX BIIJUIIB cepus Ta migo3poro Ha JII' cmin
OI[IHIOBATH BIAMOBIAHO 10 JlarHOCTUYHOI cTpaterii aius JII' (auB. po3ain 5). Lle Bumarae
BUSIBJICHHS KJIIHIYHMX O3HAK Ta MYJbTHUMOJAIBHOTO IJIXOMY 3 BHKOPUCTAHHIM
HEIHBa3UBHUX J1arHOCTUYHUX TecTiB, TakuX sk ExoKI', EKT" ta pisni MHYII/HKMHVTI.
[Ipu nasBHOCTI Jierkoi JII' Ta mepeBakarouMx O3HAKaX 3aXBOPIOBAHHS JIIBUX BIAJILIIB
ceplsl MojAaiblIe TECTyBaHHSA Moke OyTH HenoTpiOHMM. B iHIIOMY BHMajaKy, ciij
pukiirounTd  XTEJII'  Ta  TsOKKE  3aXBOPIOBAHHS  JIETEHb 3@  JIONIOMOIORKO
BEHTWISALIHHO/IEppy31MHOrO0 CKaHyBaHHS Ta (DYHKI[IOHAJIbHUX JIET€HEBUX TECTIB.
JlomatkoBi Meroau Bizyamizamii cepus, Bkimrouaroun MPT cepus, MoxyTs OyTtu
PO3IJIIHYTI B OKpeMux Bumnajakax. s ¢heHoTunyBaHHs KOMOIHAIsl apamMeTpiB MOXKe
JIOTIOMOTTH BU3HAYUTH MMOBIPHICTH 3aXBOPIOBAHHS JIIBUX BIALTIB cepIlsi, 1 0COOIUBO
CH36®B, nopisusiHo 3 iHmumu npuurHamu JII' (tabmuns 23). JIT-3JIBC € itMmoBipHOIO
3a HagBHOCTI BIJIOMOTO CEpLEBOr0 3aXBOPIOBAHHS, YWCICHHUX CEPIEBO-CYAMHHHUX
CYNyTHIX 3axBOpIOBaHb/(pakToOpiB pus3uky, GiOpwisdii mnepeacepar B AiarHosi,
cienuiyHUX TapaMeTpiB Bizyanizyrouux MetoaiB (rimeprpodis JIII, 30iabeHuni
po3mip JIIT Ta 3amkenuit mokazHuk crpeiny JIII). Xoua ExoKI' mig yac ¢izuanOro
HaBaHTaXeHHs1 Oyna 3amporoHoBaHa i BussieHHs CH30MDB, Bona He 3aarHa
niarHoctyBaTu abo kinacudikyatu JII' y iboMmy koHTEKCTI. 7151 IpUAHATTS pillieHHS PO
HEOOXI1THICTh IMOIAJIBINOT IHBAa3UBHOI OIIHKHM MOTPIOHA KOMOIHAINS KIIHIYHUX JTaHUX Ta
(heHOTUITYBaHHS.

Taoauus 23. @eHOTHI AIEHTA TA HMOBIPHICTH 3aXBOPIOBaHHS JIBUX BiITiB

cepusi K NPUYUHA JIETeHeBOI rineprensii
IMapamerp JII-3JIBC IIpomixua JII'-3JIBC
MAaJIOHMOBIPHO HMOBIpHICTB HMOBIpHO
Bik <60 poxkiB 60-70 pokiB >70 pokiB
OxwupiHHs, TinepToHIYHa  XBOpoOa, | ®akropu BincyTHi | 1-2 dakropu >2 ¢akTopiB
IUCITINIAEMIs, MOPYILLIEHHS
TOJICPAHTHOCTI JI0 TJIFOKO3H, I[YKPOBHI
niabder
HasBuicte Bimomoi xBopoOu miBux | Hi Tak Tak
BIJUIUTIB CcepIIst
B munynomy nposeneHe iHTepBeHuiiiHe | Hi Hi Taxk
BTPY4YaHHS
®i0pusLig nepeacepab Hi [Tapokcusmansha | Ilepcucryroua
dopma abo MoCTiliHA
dopma
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XBopoba JTBUX BiIAIUTIB cepIist Hi Hi Tak
EKT Hopmanbna a6o | [TomipHa bnokama  miBoi
O3HaKU rineprpodis HDKKH mmydka ['ica
NEepeBaHTAKEHHs | JIIBOTO HUTyHOUYKa | abo rimepTpodis
I JII
Exoxapniorpadis JIIT He | JIII He | JIII nunatoBane
UJIaTOBAHE JHUIaTOBaHe, (OJIIT
E/e’ <13 mm MiTpaibHa >34 ma/m?),
perypritanis <2 | rineptpodist JIII,
CTYIICHIO MITpajibHa
perypriramiss  >2
CTYICHIO
KappionyneMoHanbHe TecTyBaHHS 3 | Bucokwii [TinBuieHuit Hemo
HABaHTAXEHHIM VE/VCO; maxun, | VE/VCO; Haxwi, | miaBUILEHUN
nemac HOB HOB VE/VCO; naxwun,
HOB
MPT 3 KOHTpacTyBaHHSM CepIs Hemae mnaronorii INneptpodis
JIBUX BITUTIB JIOI, pgumataris
cepus JITT
(mepeBaHTaKEHHS
a6o JITI/TIIT >1)

BJIHIIT" — 6rokana niBoi Hixkkn my4ka ['ica, [JIII — rineprpodist siBoro nuyHouka, E/e’ — criBBiIHONIEHHS MiX
MIBUIKICTIO PAHHBOTO MITPAJLHOTO IMMPUTOKY Ta PAHHBOIO JIACTOIIYHOO MIBUIKICTIO MiTpanbHOTo Kinbis, EKT —
enekTpokapaiorpama, 3JIBC — 3axBoproBanHs JiBuX BimmiaiB cepis, JIII — miBe mepencepas, JIII — miBwmit
nuryHouok, MPT — wmarHiTHO-pe3oHaHcHa Ttomorpadis ceprst, HOB — HaBaHTaXyBalbHAa OCIHJIATOPHA
Bertuisnis, OJII — 06’em miBoro nepencepas, IIT — npase nepencepas, I — mpaswmii muryHouok, VE/VECO,
— BEHTWJIAIIHHI €KBIBAJICHTH BYTJICKHCIIOTO Ta3y.

Busznauenns iWMoBipHOCTI 3axBoptoBaHHs JiBuX Bimaiti ceprs (JII'-3JIBC) sk npuunam JII'. Take omintoBaHHS
MOK€ JIOTIOMOTTH BHPIIINTH, SIKI TMAalli€HTH TOBHHHI TPOWTH TOBHE OOCTEXKEHHS, BKIIOYAIOYM IHBa3UBHY
reMOMHAMIYHY OIIHKY (IuB. pucyHOK 11 1 pucynok S2).

8.2.3. InBa3zuBHA OiHKA reMOAUHAMIKH

PimenHs mpo mpoBeneHHS KaTeTepw3amii cepi IS 1HBa3WBHOI  OI[IHKHU
Kap10MyJIbMOHAIBHOT TEMOJUHAMIKY 3aJICKUTh BiJl HASBHOCTI MIPOMIKHOI 10 BHCOKOI1
exokapmiorpadiunoi #moBipHocTi JII' Ta BH3HAYaeThCs HEOOXITHICTIO OTPUMAHHS
BIZIMOBIAHOT iH(OpMaIii sl MPOTHO3YBaHHS a00 JIIKyBaHHs. Y TAI[lEHTIB 3 BUCOKOIO
nmogipHicTio 3JIBC, sixk ocHoBHOI puuunu JII', abo 3 BcTaHoBieHuM ocHOBHUM 3JIBC
ta jierkoro JII' (Tabmuis 23) inBa3uBHa o1inka aiis JII' 3a3Buyait He mokaszaHa. [lokazaHHs
st ipoBenenns KIIC mpu 3JIBC Brumowarots: (1) migo3py Ha JIAT a6o XTEJIT; (2)
migo3py Ha KOMOiHOBaHy mocTKanuisapHy JII' 3 TSHKKUM mpeKanuIsipHAM KOMITOHEHTOM,
KOJIM JTOJaTKOBa iHQoOpMaIlisi TonoMoxe y (eHOTUITYBaHHI Ta MPUHHATTI PillIeHb MO0
nikyBaHHs (pucyHok S2); Ta (3) mporpecyroua CH mist OI[iHKY IIO0 TPUHHSATTS PIlICHHS
PO TPAHCIIAHTAIIIIO CepIrs. X04a JI KUTbKOX reMonnHaMiyanx mokasHukiB (CpTJIA,
OJIC, nereneBuii apTeplaibHUN KOMILUIAE€HC, TPAHCIYJIbMOHAJIBHUN TPA/IIEHT TUCKY Ta
JUIT') orpumani nani mono 3B’a3Ky 13 nporHo3om mnpu JII-3JIBC [142,632,635],
HaMOUIbII HAaAIMHUMH Ta mociaigoBHUM € nadl mogo OJIC. IuBa3zuBHA OIIHKA MOBUHHA
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MIPOBOJUTHUCH Y JOCBITUCHUX IICHTPAX, KOJIU JIKYBaHHS OCHOBHOTO 3aXBOPIOBAHHS JIIBUX
BIIJIUTIB CEpIlsl ONTHUMI30BAHO 1 MAIIEHTH 3HAXOJATHCS B KIIHIYHO CTAOLILHOMY CTaHI.
Yepes pecnipaTopHi Bapialii BHyTPILIHbOTPYIHOIO TUCKY, BC1 IOKa3HUKHU TUCKY MIOBUHHI
(ikcyBaTHUCh B KIHIII BUJUXY.

Honatkosi tectu mij yac KIIC moxyTs OyTu koprcHUME AJig po3pizHenHs JIAI Ta
CH30®B [18,23,664-669], i ans Bussienns 3JIBC y nmaiieHTIB 3 BHCOKOK HMOBIPHICTIO
JIT'-3JIBC npu HopmansHoMy T3JIA y ctani criokoro [670-673], a came TecTyBaHHS i
yac (I3MYHOr0 HABAaHTAXXEHHS Ta Mpo0a 3 HaBAaHTAXKEHHSAM PIAUHOI0 B CHELIAIbHUX
cutyauisx (quB. po3aun 5.1.12). Ctanu, noB’s13aHi 13 3HM>KEHHSIM po3TsaryBanss JII mi
gac jiacTosii ab0 3aXBOPIOBAHHSIMHU KJAalaHIB CEPIs, ACOIIOIOTHCS 31 IMIBUIKUM
30utbIeHHsAM T3JIA mpu 301IbIICHH] CHCTEMHOIO BEHO3HOTo MmoBepHeHHs [674]. Xoua
BepxHd Mexa HopMmu T3JIA mpu TpoBEeACHI TECTY 3aHMIIAETHCA CYIEPEUINBOIO
[142,143,665,667], Oyno 3ampomoHoBano mopir T3JIA monaxg 18 MM prt.cT. s
inertudikamii CH360d®B sk ocHoBHOI npuuunu JII', He3Bakaroun Ha HopManbHu T3JTA
y crani crnokoro [143]. Xoua mnpoBedeHHS 0AATKOBOIO TECTYBAaHHS JIOIIOMAarae
knacudikysatu JII', TepaneBTUUHI HOTO HACIAKHU I11€ HAJICKUTHh BUZHAUUTH.

Ockinbku audepeHuiiuui niarno3 Mk Tsokkoro JIIU, mos’s3anoro 3 CH36DB, ta
IJIAT' 3 cepueBuMH CYNyTHIMH 3aXBOPIOBAHHSMHU € CKJIQJHUM, TAaIll€EHTIB 13
HEBU3HAYCHHUM J[IaTHO30M, OCOOJMBO THX, Y SKHX IepeBakae INpe-KaniIapHUl
koMrioneHT (Hampukian, OJIC >5 ox. Byma), cmim wHampaButu go nentpy JIIT mns
1HAUB1IYaJbHOTO JIIKYBaHHS.

8.3. JlikyBanust

OcHoBHOO ctpareriero y aikyBanH1 JII'-3JIBC € ontuMizaliist JTiKyBaHHS OCHOBHOTO
cepuieBoro  3axBoproBaHHs. [Ipore 'y 0GaraTbOox TMAali€HTIB  CIOCTEPIra€ThCs
naTo¢i310JI0T1YHA TOCTIIOBHICTD, IO BapilOEThCS BiJ] 3aXBOPIOBAHHS JIIBUX BIIILTIB
cepIls depe3 JISTeHEeBY IUPKYIIAIII0 JI0 XPOHIYHOTO NMEPEBAHTAXKCHHS MPaBUX BIJILIIB
cepiis (y cTaHi crokoro abo npu (hizsuuHOMy HaBaHTakeHH1) [47]. OCKiIbKY TOTIPIICHHS
¢yukmii ITI 3 gacom moB’si3aHe 3 moraHumu pesyiabTaramu npu CH30DB [658],
30epexxenns gynkiii [T ciig BBa)kaTu BaXKJIMBOI METOK JiKyBaHHA. JliypeTuku
3aJMIIAIOTECS OCHOBOIO MEJAMKAMEHTO3HOI Teparii mpu HAasSBHOCTI 3aTPUMKH DPIIUHH
yepe3 JII'-3JIBC.

[cHyIOTh OOMEKEH1 Ta CyIepewInBi a1 010 BUKOPUCTAHHS JIIKAPCHKUX 3aC001B,
cxBasienux s JIAD y manientiB 13 JII' rpynu 2. Jlesiki gikapchKi 3aC00M MOXYTh MaTH
BapiaOeNbHI Ta MOTCHIIITHO MIKITTNBI €(EeKTH Y TAKWX IMAIIIEHTIB 1 TOMY HE MOKa3aHi MpH
JIT-3JIBC. Crparerii nikyBanas JII' mpu pi3HHX €TIONOTISX MATONOTIi JIBUX BiAAUIIB
ceplis OMMCaHl HUXKYE.

8.3.1. JlereHeBa rinmepTeH3isi, acomiiioBaHa 3 JIiBOILIYHOYKOBOK CepIlEeBOIO
HEAOCTATHICTIO

8.3.1.1. Cepuesa nedocmammuicmo 3i 3nuxcenoro gpaxuiero euxuoy JI11I1

[Mamientn 3 CH3u®B a60 CHn3®B JIIII motpebyroTh JiKyBaHHS BiAMOBIIHO 10
KEpIBHUX BKAa31BOK, BKJIOYAIOYM BCTAHOBJIEHY MEIAMKAMEHTO3HY Ta IHTEPBEHLIMHY
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tepanito [27]. YV nanientiB i3 3actiiHoro CH3u®B imMmaHTallis NpUCTPOO MIATPHUMKH
¢ynkii JIII Mmoxe 3Ha4YHO 3HU3UTH a00 HaBiTh HOpMaiizyBatu CpTJIA [675], aie miporo
He JocsaraeTbes y Beix marieHTtiB [676]. Ilinpumenuit JIJII' BBakaeThCs HEraTHBHUM
MPOrHOCTUYHUM (PAKTOPOM MICHS IMIUIAHTALI] NPUCTPOIB AJid mATpUMKA pyHkiii JIT
[677]. omo JIAT -cnenmdiuauX JiKapchbKuX 3ac00iB, TO 003¢HTaH OyB AOCITIPKCHUH Y
PKJ] y mnamientiB 3 JII', moB’si3anoro 3 CH3u®B [678], moka3yrouu BiICYTHICTB
e(eKTUBHOCTI, 30UIbIICHHS MOOIYHMX €(EeKTIB y MOPIBHSIHHI 3 Manedo, mepeBaxHO
OB’ AI3aHUX 13 3aTPUMKOI0 pinrHu. HeBenuki qOCIIKeHHS MPUMYCTHIIN, IO CUieHad1
MO>K€ MOKPAIUTHA FTeMOAMHAMIKY Ta 3AaTHICTh A0 (i3MUHOro HaBaHTaxeHHs npu JII' Ta
CH3u®B [679-681], ane PK/] BigcyTHi.

8.3.1.2. Cepuesa nedocmammnicme i3 30epexcenoro gppaxuicto euxudy JIII

VY mnamientiB 13 CH30®B ciig xoutpontoBatu AT, HaBaHTaXEHHS PIAMHOIO Ta
(axTopu pusuKy, mo Mmoxe 3Hu3uTH T3JIA Ta TUCK B JiereHeBii aptepii [27]. HemonasHe
3actocyBaHHs iHri0iTopa iH3KTI'2 emnarmigno3uny nokpamusiao nepedir y namieHTiB 3
¢pakuiero Bukuay JIIII 40-60% [682]. AEP He BusiBUIMCS yCHIITHUMY Y il MOMYJIALI],
ockinbku 0o3eHTaH [683] Ta ManuTenTan [684] He mokazanu e(EKTHBHOCTI, a HAaBIAKH
pU3BEIH A0 30UTbIICHHS MOOIYHUX e(eKTIB (3aTpUMKa PITMHU) TOPIBHIHO 3 TU1aedo y
namieHTis 3 JII', mor’a3anoro 3 CH30®B ta CH 13 ¢pakuiero Bukugy >35% Tta
koMOiHOBaHO TmocTKamusipHoro JII', BimmoBigHo. 1DJIE-5 Oynu omiHeHI y JBOX
HeBenukux PKJl y mnamientie 3 CH30®@B Ta JII' 3 pi3HUMH TeMOIMHAMIYHUMU
XapaKTepUCTUKaMU. Y TAIIE€HTIB 3 NepeBaXHUM MpodiJIeM 130J1b0BaHOT TOCTKAMUISPHOT
JII' cunpenadin He BrummHyB Ha CpTJIA (mepBuHHa KiHIleBa Touyka) abo 1HIII
reMOJMHAMIUHI Ta KIIHIYHI MMOKa3HHMKH IMOpPiBHAHO 3 Iuianebo [685]. V marienrtiB 3
nepeBaXHUM TpodisieM KoMOiHOBaHOI mocTkamuispHoi JII' cunaeHadin mokpamivs
remoauHaMiky, Gynkiito [T Ta skicTh )KUTTS Ha 6 Ta 12 MICAIIB TOPIBHAHO 3 TIaIie00
[686]. Kpim Toro, peTpocreKTHBHI aHATI3H Ta JaHi PEECTPIB MPHUIIYCTUIH MOKPAIICHHS
TOJIEPAHTHOCTI 10 P13MUHOTO HaBaHTakeHHs npu Tepanii iI®J[E-5 y nanientis 3 CH36DB
3 KOMOIHOBaHOIO MocTKanuisgpHor JII' Ta 13 TSHKKUM Mpe-KaniIspHUM KOMIIOHEHTOM
(OJIC 3aebinbimoro >5 ox. Byna) [450,687].

8.3.1.3. Ilpucmpoi 011 miricnepedceponozo ulyHmye8aHH:

OcranHl faHl cBimMYaTh, MO CHENHU(IYHI BTPYYaHHS MOXYTh OYTH PO3TIISAHYTI B
okpemux Bunaakax CH36®B, a came mpucTpoi st MiKIIEpeACepIHOTO ITYHTYBAHHS JJISI
PO3BaHTAXXEHHS JIIBUX BIIALIIB cepisi. Xoda 11e Oyo MoB’a3aH0 3 KOPOTKOCTPOKOBUMH
MOKpANCHHSIMH (QYHKIIIT JIereHeBUX CynuH [688], moBrocTpokoBuil BIUIUB Ha JICTCHEBY
MUPKYJIALio 3anumaeThess HeBimoMuM. Octanne nociimkenas REDUCE LAP-HF II we
MOKAa3aJ0 3MEHILIEeHHS Moaii, moB’si3anux 13 CH, micist BCTaHOBIEHHS TMPUCTPOIO JJIS
MDKTIEpECepIHOTO MIyHTYBaHHS y momyJsmii mamieatis 3 CH i3 @B JIII >40% [689], i
OyJio moripimeHHs repediry 3a HasBHOCTI CyAUHHOI JiereHeBoi aucdyHkimii [690]. [Tpu
IIbOMY, TIOCTiHHE 30LUTBIIIEHHS KpPOBOTOKY B JIETEHEBIM aprepii MOXXe BUKIUKATH
3aHETIOKOEHHS, OCKUIBKH 1€ MOXKE€ CIIPUYNHUTH CYJAMHHE PEMO/ICTIOBAHHS y MAIIEHTIB 3
noriepeiaboto JII
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8.3.1.4. /lucmanuitinuit MOHIMmopuHz MUCKY 6 JleceHesiil apmepii npu cepuyesiil
HedocmamHuocmi

BaxnuBicTh 3MeHIIEHHs 3acTol0 piauHu Yy mnamieHtiB 3 CH migkpecmroeTses
BUKOPUCTAaHHSM IMIUIAHTOBAHUX JATYMKIB THUCKY, Kl AUCTAHIIHHO MOHITOPSTH THUCK B
JIEreHeB1d apTepil K 3aMIHHUK TUCKY HAaIllOBHEHHs JIBUX BiAAUIB cepisd. KopuryBanus
tepanii CH Ha OCHOBI THCKY B JIET€HEBIM aprTepii 3HAUHO 3MEHILIWJIO TOCHiTaIi3amii 3
npuBony CH Ta nmokpammio pe3ynbratu sk y nauientis 3 CH30dB, tak i 3 CH3ad®B
[691-694], npuyoMy KOpWryBaHHS Tepamii AlypeTHKaMH Majio HaHOLIbII MOMITHUN
TepaneBTUUHUN edekT. [lomanmpmii cTpaTerii onTuUMizalii JIKyBaHHS 3aJIeKHO BiJ
remouHamiyHorOo (penoruny npu JII'-3JIBC me nanexuts BcranoButu. [Ipu CH3a®B
HOBI JIIKapChbKi 3aco0M, Takl K OjokaTtopu perentopi anbaoctepony Ta iH3KTIZ,
3MCHIIWJIN JUCTAHI[IHHO MOHITOPOBAHHMM THCK B JISTCHEBIH apTepii Ta BHKOPHCTAHHSI
aiypeTukiB [695-698], moreHIiiiHO HaJAI0YM MOMKJIMBOCTI JUIS TOJANBIIOT ONTHUMI3aIil
tepamnii CH.

8.3.2. JlereneBa rinepreHsisi, 10OB’f13aHa i3 3aXBOPIOBAHHAMMU KJIANAHIB cepust

JII' yacTo BUHHMKA€E SK HACTIJOK 3aXBOPIOBAHb MITPAJIBLHOTO Ta/ab0 aopTaIBLHOTO
KJIanaHiB cepii. Xipypriudi abo 1HTEpPBEHI[IHHI MIAXOAU 0 PEKOHCTPYKIIII KianaHiB
MOKPAIIYIOTh KapIioNmyJIbMOHAJIBHY TEeMOJMWHaMIKy, 3HWKyrud T3JIA Ta THCK B
JIeTeHeBil apTepil Ta MOKpaIIyoTh cepieBuit Bukua [699], ane critika JII' micias Kkopekiiii
3aXBOPIOBAaHb KJIAMAHIB CEPIs 3YCTPIYAETHhCS YacTO Ta MOB’si3aHA 3 HECHPUSTIMBUMU
Haciigkamu [634,700].

8.3.2.1. 3axeoprosannsa MimpaibHo20 K1anana

S MiTpalbHUI CTEHO3, TaK 1 PErypriTallis perysipHO IPU3BOIATH 10 (GOpMyBaHHS
noctkamisgpraoi JII'. dyHkiioHabHa (BTOPUHHA) MITpalibHA perypriTaliis 3yCTpi4aeThCs
sk npu CH3a®B, Tak 1 npu CH30®B, i € BaxnmuBuMm akropom, 1o crpusie JII' npu
3JIBC. 3HmwkeHHs MiTpanbHO1 perypritaiii BiamosigHo no pexkomennpamiin ESC/EACTS
2021 momo JiKyBaHHS 3aXBOPIOBaHb KianaHiB cepiis [28] Mae BupimaabHe 3HAYCHHS IS
MOKparieHHs remoauHamiku y namieHTiB 13 CH3u®B, ockinbku ne 3umkye CpTJIA Ta
T3JIA 1 mokpamye cepueBuii ingekc [699]. Tum He MeHm, gaHi peecTpy
MIPOJICMOHCTPYBAJIM, 110 HABITH MOMIPHO IiJBUIICHUN CUCTOJIIYHMA THCK B JICTCHEBIU
aptepii HEraTUBHO BIUIMBA€ Ha MICISAMPOIEAYPHI pPE3ydbTaTH MICHS KaTETEPHOTO
nikyBanus [700].

8.3.2.2. Aopmanvnuii cmenos

VY marieHTiB 3 aopTadbHUM CTEHO30M, SIKI MPOXOJATH XIpypriuHe abo KaTeTepHe
JIKyBaHHS aOpTaJbHOTO KjamaHa, mnepeninTepBeHmiiHa JI[T acomiroeThcss 3 BUIIUM
PU3UKOM  BHYTPIINTHBONIKAPHSIHUX  HECTPUATIMBUX TOMIM Ta  HECHPHUATIMBUX
JIOBFOCTPOKOBHX pe3ynbTaTiB [646-651]. Xoua micasmponenypae mokpamnieras JII
KOPEJIIOE 3 TMOJIETHICHHSM CHMITOMIB Ta CHPHUSTIMBUMHU pe3ynbratamu, criika JII' €
MOITUPEHOI0, 1 HaBiTh MoMipHa JII' acomiroeThes 3 BUIUM pu3UKoM [646-651].

Crin 3a3HAYMTH, IO MEIMKAMEHTO3HA Tepalris MOCTKIAmanHoro BimHoBieHHS JIIT
MOXe OyTH IIKiIJIMBOIO. PaHaomizoBaHe JOCIIDKEHHS 3a ydacTio 231 marieHra 3
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XIpypriyHo CKOPUTOBaHUMH 3aXBOPIOBaHHSIMH KJIanaHiB ceplis Ta criiikoto JII' mokasaio,
mo Tepamisi cuiaeHaduUioM TMOpPIBHAHO 3 Twianebo Oyna moB’s3aHa 3 TIPUIMMHU
pesynbratamu  [701]; omHak 1e JoCHiKeHHs He po3pizHsuto pizHi Tamm  JIT
(mpekanuisgpHa, 130Jp0BaHa Ta KOMOIHOBaHa nocTkanuisipaa JII).

8.3.2.3. Tpuxycnioanvna pecypzimauis

Tsokka  TpuctynkoBa — perypritauis  (TP)  acowmitoeTscss 3 00°€MHUM
MepeBaHTAXCHHAM, TMIABUIICHUM HaBaHTaxeHHsM Ha [IIII Ta HeamanTUBHUM
PEMOJEIIIOBAHHAM, 10 IPU3BOAUTH 10 CHUMIITOMHOI IIPAaBOLIYHOYKOBOI CEPLEBOI
HEJOCTAaTHOCTI Ta 3HWKeHHs BrkuBaHocTi [702,703]. Xoua mepBunHa TP € BigHOCHO
piakicHoro, ¢yHKIloHATRHA TP MOXXe BUHMKATH BHACIOK JujaTallii KUTbI HA TJi K
JI', Tak 1 3aXBOpIOBaHb JIBHX BIIAUIIB cepil. HemomaBHO 3’sIBUIUCA KaTETEpHI
BTPYYaHHS Ha TPUKYCIiTaTbHOMY KJIanaHi, CIpsIMOBaHi Ha 3MeHIeHHs TP Tta 06’ eMHOTO
nepeBanTaxkeHus [1111. BapTto 3a3naumnth, mo xopekiis TP y mauientis 3 JIAI" a6o JII'
npu (HEKJIAMaHHOMY) Ypa)KE€HH1 JIIBUX BIIUTIB CEpIls 3 CYTTEBO MiJBUILIEHUM OIOPOM
JereHeBux cyauH Ta/abo guchyskuiero Il wmae 3mificHIOBaTHCS 3 BEIHMKOIO
00CpPEeXKHICTIO, OCKUIbKM IIe MOke Oyt HeOesmeuno [704]. 3uerutenns [HI-JIA €
HE3JIC)KHUM MPEAUKTOPOM CMEPTHOCTI BiJI yCiX MpUUWH y Takux naifienTis [705]. Bubip
MAIli€EHTIB € BHUPIMIAJBHUM, 1 JJIS OIIIHKUA Tepesl PEKOHCTPYKIIIE TPUKYCIITAIHBHOTO
KJIallaHa HEOOXITHWNM KOMIUICKCHMHM JIarHOCTMYHHMM MiAXia, [0 I1HTErpye METOIu
Bi3yastizallii Ta i1HBa3WBHY TE€MOJMHAMIUYHY OIlIHKY, 0C00JHMBO OCKiIbKH EXoKI
Henooiidoe CTJIA npu HasiBHOCTI TsKKOT TP.

8.3.3. PexoMeHnamii moa0 BUKOPUCTAHHS JIKAPCHKHUX 3aC00iB, CXBAJIEHUX JIIA
JikyBaHHs nauieHTis 3 JIAT, npu JII'-3JIBC

Pexomenarii 1mo/10 BUKOPUCTAHHS JIIKAPChKUX 3aC001B, CXBAJIGHUX JIJIS JIIKYBaHHS
JIAT', y namienTtiB 3 JII'-3JIBC 6a3ytoTbcsi Ha MOJOXKEHHSAX KIHOYOBOTO HAPATHBHOTO
nuTaHHg 5 (momaTkoBi mani, po3nin 8.3). Pekomenmarii moao Bukopucranus i®JIE-5 y
naIieHTiB 3 KoMOiHOBaHOO TocTKamusspHoro JII', moB’s3ano0t0 3 CH30®DB, 6a3yroTecs Ha
pesyapratax IIJIKIT Il (momatkoBi mawi, po3min 8.4). bymo BusiBieno asa PKJI, mio
sasrydanu mamiedTiB 3 CH30®PB ta JII', ane He Oyno >KOJHOTO JOCIHIKEHHS, sKe O
cnemianbHOo 3anmydano mamientiB 3 CH30®B Tta komGinoBaHoto moctkaniiasipaor JII.
HeratuBHi egexTr HE MOKYTh OyTH BUKIIIOUYEHI, HABITh SKIO JOCTYITHI JIaH1 KITHIYHUX
JOCIIHKeHb, Cepiil BUMA/KIB Ta PEECTPIB MPUITYCKatOTh, 0 1DJIE-5 MoxyTh Oe3nedno
3acTocoByBaTUCh y maiieHTiB 3 CH30®B Tta 3 kombiHoBaHOIO0 mocTkamimsiproro JII'.
Tomy, 3aranpHi pekoMeHallii moma0 3a ado npotu Bukopuctanusa iIOJIE-5 y narieHTis 3
CH36®B Ta xom6iHoBaHOIO mocTKanisipHoo JII' He MOkyTh Oyt 3pobseni. OmHak
KIIHIYHO BaXXJIMBO HAJATH PEKOMEHJAIlll MPOTH iX BUKOPHUCTAHHS JJIsS TAIlIEHTIB 3
CH36®B JII Ta i30;1p0BaHO0 mocTKamisspaoro JII'.
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Pexomennaniiina tadiauus 22A. Pexomenaanii 1moao JereHeBoi rimeprensii,

acoUiOBAHOI 3 MATOJIOTICI0 JIBUX BiAiIiB cepus
PexoMmenganis Kuaac PiBeHb
DEKOMEHIaIil | TOKA30BOCTI

[Mamiearam 13 3JIBC pexkoMeHIyeTbCS ONTHMI3YBaTH JIIKyBaHHS
OCHOBHOTO 3aXBOPIOBAaHHS TEpeJl OLIHKOIO XapaKTepy Ta HasiBHOCTI
JIT" [27,28]

Karetepusariist mpaBux BiIAUTIB cepiist pEKOMEHAYETHCS TIPH MiT03pi
Ha JIT' y mamienTi i3 3JIBC, akmro 1ie qonoMarae npuidHATH PillIeHHS
010 JIIKYBaHHS

Karerepusariiss mpaBux BIAALIIB cepls PEKOMEHIY€EThCS Mal[lEHTaM
13 TSDKKOIO TPUKYCITIIAIbHOIO perypritaiiero 3 ado 6e3 3JIBC nepen
XIpypriyHUM ab0 KaTeTepHUM BIITHOBJIEHHSIM KJlallaHa

[Mamientam 13 3JIBC Ta migo3poro Ha JII' 13 O3HaKaMM TSKKOTO
MPEKanUIIPHOTO KOMIIOHEHTY Ta/abo mapkepamu aucdyskiii [T
PEKOMEHJIOBAHO HampaslieHHs 10 uneHtpy JII' g1 moBHOTO
JiarHocTH4HOTO oOcTe)ReHHs [29,47,142]

[Tamientam 13 3JIBC Ta komOiHoBaHOW mocTkamiisapHoto JIIN 3
BUpPAQXEHUM TpeKanuIipHUM KoMIOHeHTOM (Hampukiazn, OJIC
>5 on1. Byna) pekoMeHTIyeThCsl 1HAUB1YIBHIUH T1IX11 10 JIIKYBaHHS
PexomennyeTscss  peTenbHUNM — MOHITOPWUHT  TAIllEHTaM,  SIKi
otpumytoth JIAI-cnenudiuni nikapceki 3acobu Ta mawots JIIN 3
nekibkoma ¢akropamu pusuky 3JIBC, MaroTh HOpMaJIbBHMA THCK
3aKJIMHIOBaHHS JIETEHEBUX apTepii y CIOKOi, aje aHOMallbHy
peakiriro Ha (hi3MYHE HaBAaHTAXEHHS a00 MPOBOKAIIIIO PITMHOIO

VY namienTiB 13 JIT', y skux npu kateTepusaliii mpaBux BiUIUTIB CepLIs
OTpUMaHi TpPAaHUYHI 3HAYEHHS TUCKY 3aKJIMHIOBaHHS JIETEHEBUX
aprepiit (13-15 MM pr.cT.) 1 BOoHM MawTh nposisu CH36®B, moxHa
PO3IIISIHYTH J10/IaTKOBE TeCTYBaHHSA 3 (DI3MUHUM HaBaHTaXKEHHSIM abo
MIPOBOKAIIIEI0 PIIUHOO, 11100 BUSABUTH nocTKanustpuy JII' [133,143]
Jlikapcbki  3aco0m, cxBameHi juis  JikyBanHs  JIAI, He
pekoMeHayroThes mamientam 3 JII', acomiiioBanoro 13 3JIBC

[631,678,683,684,701,706]

Pexomenpaniiitna tabauusa 22b. Pexomenaanii 1momo JereHeBoi rimepreHsii,
acolliiioBaHol 3 NATOJIOTI€I0 JiBUX BiUIiJIiB cepust

Pexomenaamist Kaac
SkicTh Cuana Kaac PiBenn
JO0KA30BOCTi | peKOMeHIalil | peKOMeHJauil | J0Ka30BOCTI
He Moxma HagaTH  KOIHHX Hwuzbka Hemae - -

pexoMeHalii moao 3a abo mpoTu
Bukopuctanusa i®JE-5 y nmaiieHTiB
i3 CH30DB Ta KOMOIHOBaHOMO
1ocT- Ta npekanuisipHoro JII'

3acrocyBanns 1®JIE-5 y mamieHTiB Husbka YMoBHa C
i3 CH30®B Ta i30150BaHOIO
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MOCTKAIUIAPHOIO JIr HE
PEKOMEHYETHCS

3JIBC — zaxBoproBanHs niBux BignimiB cepus, i®JIE-5 — inriditopu dochomiecrepasu 5, JIAI' — nerenea
aprepianbHa rineprensis, JII' — nerenea rineprensist, OJIC — omip nereneBux cyaus, [T — npaBuii NITyHOUOK,
CH — cepueBa nemocraticts, CH30DB — cepiieBa HemocTaTHICTS i3 30epexenoro ¢ppakuiecto Bukury, OB JII —
(dpakiis BUKUIY JTIBOr0O IUTYHOUKA.

9. JJETEHEBA TIIEPTEH3IsI, ITOB’SI3AHA 13 3AXBOPIOBAHHSAM
JIETEHb TA/ABO I'lITOKCI€1O (I'PYIIA 3)

JI' ywacto cnocrepiraerbess y mnamieHTiB 3 XO3JI Ta/abo emdizemoro, 13JI,
KOMOIHOBaHUM JiereHeBUM (i0po3oM Ta em(pi3eMOI0, CHUHIPOMAMH TIMOBEHTHJIALIT
[52,165,707,708]. JII' € piakicHOIO MpH OOCTPYKTHBHOMY aIllHOE CHY, SKIIO HE
CHIBICHYIOTH iHIIN cTanu, Taki sk XO3JI abo nenna rinoBentwsiis [709]. Ha Bucori
nonax 2500 M BBaxaeThCs, 1110 JiereHeBa rinokcis Bukiukae JII' y nonan 5% naceneHHs.
[Tpu nboMy po3Butok JII' moB’si3aHMiA 3 TeorpadivyHIMHU Ta TCHETHYHUMHU (aKTOpamMu
[710].

Hocnimkennst 13 ckpuninry Ha JII', mpoBenene Ha Benukiii xoropti moHaa 100
naiieHTiB 3 JiMdaHrioaenomMioMaTo3oM, MiATBEpAUIo, 1o cTyminb JII' 3a3Buyail €
JIETKUM: 3 IIeCTH nauieHTiB (5,7%) 3 npe-kaninspHoto JII' xxonen ne mas 3Hauens CpTJIA
>30 MM prt.cT., 1 JII' Oyna moB’s3aHa 31 3MiHaMH (YHKIIIOHAJIBHUX TECTIB JIETEHb, 1110
CBIAUNTH PO Te, 110 migsuinenns CpTJIA mos’s3aHe 3 ypakeHHsAM mapeHximu [711].
Taxum unnroMm, JII' npu mimdanrioneifomiomaTosi Tenep kinacudikyerbest B rpymny 3 JIII
[1].

VYV mnamientiB JII'-3JI knacudikyerbes sk He3HauyHa abo0 TsDKKa, 3aJI€KHO Bij
remoauHaMmiunux ganux (pucynok 12). Y Kepiuunrei €TK/EPT 2015 mromo
niarnoctuku Ta nikyBanus JII'-3J1, Tsoxka JII' Oyna Busnadena sik CpTJIA >35 mwm pr.cT.
a6o CpTJIA >25 MM pT.CT. 3 cepleBMM iHaekcoM <2,5 n/xB/M? [25,26]. IIpore nBa
HeJaBHIX nociipkeHHs mokasanu, mo OJIC >5 ox. Byaa € kxpamum moporoMm s
IPOTHO3YBaHHS TIpIIKUX pe3ynbTariB y namieHTiB 3 JII', moB’s3anoto sk 13 XO3JI, Tak 13
13J1[712,713]. Buxoasuu 3 IIUX JaHUX, IIOTOYHI KEPIBHUIITBA BUKOPUCTOBYIOTH OJIC myist
po3piznenHs Mix HeznauHoto JII' (<5 on. Byzna) ta tsxkoro JII' (>5 ox. Byna). V Toii uac
ak HezHayHa JII' e mommpenoro cepen Tsokkux XO3JI ta I3JI, mo Bu3HaueHi 3a
CHIpOMETPUYHUMHE KpuTepisimu, Tsokka JII € piakicHoOIo, 3ycTpidatouucs y 1-5% Bumnaakin
XO3JI ta <10% marientiB 3 TsokkuM [3JI, 3 0oOMEKEHUMH MaHUMHU TIPH CHHIPOMI
rimoBeHTWIAIMIT Tpu oxupinHi [714,715]. Hapite He3nauna JII'-3J1 HeraTHBHO BILIMBAE
Ha CUMIITOMH Ta BHJKHBAHICTh 1 TIOB’s13aHa 31 30LIBIICHHSIM YaCTOTH rocmiTanizanii [715-
717]. TlamieHTH 3 JTIETEHEBUMU 3aXBOPIOBAHHAMH Ta TsOKKO0 JI[T MaroTh ripmuii mepeoir,
HIX Ti, y Koro He3HauHa JII', Mo CBiq4uTh TpO KJIiHIYHY 3HAYYIIICTh IBOTO THUITY
[51,712,713,718,719]. BapTo 3a3HauuTH, 110 PO3BUTOK TsKKOI JII' 3HAUHOIO MIPOIO €
HE3aJIe)KHUM BiJ] TIOKa3HUKIB CITIpOMETIi, ajie 3a3BUUail CympOBOIKYETHCS TIMTOKCEMIETO,
HU3bKUM THCKOM PaCO; Ta 3naunmnm 3umxennsm DLCO [51,714,718,719].
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JlereneBa rimepTeH3isl y MAILEHTIB 13 3aXBOPIOBAaHHSAMHU JIET€Hb MOXE OyTH
BUKJIMKAaHA PsJIOM MPHUYWH, BKItoYaroun HexiarHoctoBany X TEJIT a6o JIAT [714,720].
KapnaianbHi cymyTHI 3aXBOPIOBAHHS TaKOXK MOLIMPEH] y MAILIEHTIB 13 3aXBOPIOBAHHSAMMU
neredb 1 MoxyTh crnpusatu JII'. Byno 3anpononoBaHo kibka pizHux ¢enorumiB JII' y
MAIIEHTIB 13 3aXBOPIOBAHHSMH JIET€Hb, BKJIIOYAIOUM JIET€HEBUN CYAMHHUN (EHOTUI
[51,720]. JlereneBuit cyauHHUN (EHOTUI XapaKTEPU3YEThCS Kpaile 30eperKCHUMHU
NoKa3HUKaMu cripometpii, Hu3bkoto DLCO, rimokceMiero, pi3HUM CTYIIEHEM YpaKeHHS
NapeHxiMi Ha 300paKeHHSAX JIEr€Hb Ta OOMEXEHHSM KpOBOOOIry mnpu (i3MYHOMY
HaBaHtaxenHi [51,714,718-722]. OcranHi OOCHIIKEHHS IOKa3ald, IO KIIHIYHI
XapaKTEPUCTUKHU, TIEpeOIr 3aXBOPIOBAHHS, BIANOBiNb Ha JikyBaHHsS [451,718,719] Tta
ricTojoriyHi nposisu [723,724] y nauieHTiB 3 Tskkowo JII' Ta HE3HAUHUM YpaKeHHSIM
JIereHb BIAPI3HAIOTHCS BiA naiieHTiB 3 [JIAD, BKiIro4arouu ripiuii mporHos.
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X03J1 1371

PeMoeTI0EaHHA ANXATEHUX IIUIAXIE, JTeTeHe ROl TapeHXiMH Ta CyXHH

Emdizema o4 . OGpizanua cymHH

He mae JIT Iomipua JIT (JICO > 5ng‘3)
IomupeHicTs ~70% ~20% ~5-10%

Tinoxcemia y cnokoi Ta/abonig yac GisHIHHX HABAHTAKEHB

1 @ESC @ ERS—

Pucynok 12. Ilarodisiosioris JereHeBoi rinmeprensii, acouiiioBaHoi i3
3aXBOPIOBAHHAM JereHb (rpyna 3)

I3JI — inTepcrunianbHi 3axBoproBaHHs jnereHs, KJIDE — xombinoBanwmii nerenesuii ¢iopo3 ta emdizema, JII' —
nerenesa rineprensis, OJIC — omnip nereneBux cynud, OB — ogunung Byna, XO3JI — xpoHiuHe 00CTpYKTHBHE
3aXBOPIOBAHHS JIET€Hb.

[loka3aHo OCHOBHI 3aXBOPIOBAaHHS JIereHb (BEpXHS IAHENb), L0 CHPHIOTH NMAaTOTCHHUM JIETEHEBUM 3MiHAM
MUXabHUX [UIAXIB, MapeHXIMH Ta CyIuH (CepemHs TMaHenb); 1 3B’S30K PEMOJIETIOBAHHS AMXAIbHUX
LUISXIB/TIApEHXIMH Ta CyIMHHOTO peMoentoBanHs 3i crynenem JII' Ta ioro HacniakaMu, 1o oOMexyroTh hiznuHe
HABaHTAXEHHS (BEHTWIILIHHI HACHIAKH IPOTH HUPKYISATOPHUX, HUKHS TAHENb).

9.1. diaruo3
VY mamieHTiB 13 3aXBOPIOBaHHIMH JieTeHb cumnTomu JII', 0cobmmBO 3auiika mpu
Gi3MYHOMY HaBaHTAXEHHI, IEPEKPUBAIOTHCS CUMIITOMAMH OCHOBHOTO 3aXBOPIOBAHHS.
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@Di3UYH1 O3HAKU TaKOX MOXYTh OyTH HeCNEeUU(PIYHUMHU, HAIPUKIIAd, HAOPSK TOMLUIOK €
MOIIMPEHUM M1 Yac emi30/1iB AuXaibHOoi HegpocTtaTHOCTI pu XO3J1, ne akTuBalis peHiH-
AHT10TEH3WH-AJTBJOCTEPOHOBOT CUCTEMH MOXE BHUKJIMKATH 3aTPUMKY DiIWHH, 3a3BUYAM
npu 30epexeniid Gpynkiii [TLI.

HeinBasusHi TectH, Taki sik EKI', 110 mokasye BiIXUJIEHHS €JIEKTPUYHOI OC1 BIIPaBO
a6o nepeBanTtaxkenus I, migumeni pisai MHYII/HKMHVII, pesynbratu KPT 3
HAaBaHTAXXEHHSM a00 MEBHI1 O3HAKU Ha MONEPEYHUX 300pAKEHHIX, MOKYTh CBITUUTH MPO
niarno3 JII' y mamieHTiB 13 3axBOprOBaHHAMM JiereHb [725,726]. ExoKI' 3anumaerscs
HaAWTIUpIIE 3aCTOCOBAHUM HEIHBA3MBHUM JIarHOCTUYHUM 1HCTPYMEHTOM JIJIS1 BUSBIICHHS
JI'. Opnak tounicth ExoKI' y mnamieHTiB 13 NPOCYHYTHMH PpECHipaTOPHUMHU
3aXBOPIOBaHHAMM HU3bka. HemoxximBo Oyno Bumipstu mBuakicte TP y monang 50%
NaIll€HTIB Yy JESIKUX JOCHDKeHHSAX. ICHye TeHaeHiis g0 mnepeominku TJIA Ta
HETpaBUILHOTO KiacudpikyBanHs namienTis 3 JII' [86,87,727]. biibin HOBI JaHi cBiT4aTh,
IO TOETANHO CKJajJieHa exokapjiorpadiyHa IIKaja JOIMOMAara€ BUSBUTHU TMAIlIEHTIB 3
Tspkkoro JII, 3 ominkoro mBuakocti TP ta 6e3 Hel, BukopucToBytouu iHII ExoKI o3Hakw,
Brurovaroun rromny I, cmiBigHomenns ITIHIJIII ta inpexkc excrueHTpuaHocTi JIII
[728]. Tam, nme mimosproerscs JII', moemananus ExoKI' 3 kontpactHOoro KT wmoxe
JIONIOMOTTH B JIIATHOCTUYHINM OIliHII Ta kiacugikamii 3axBoproBanus [108,729-731].
Posmupenns: nereneBoi aptepii, rineptpodis BuHocHoro Tpakrty I Ta miaBumiene
craiBBigaomenss [THI:JIII mosxyTs cBigumnth npo giarao3 JII' [108]. IneaapHO MpOBOAUTH
OIIHKY a00 TMEpEeOoIiHKY KOJW MAaIll€eHT KIIHIYHO CTaOUIbHHM, OCKILIBKH 3aroCTPECHHS
MOKYTh 3HAYHO MIJBUIIUTH THCK B JIETEHEB1H apTepii.

KitouoBoto yacTuHOIO OIIHKKM Migo3proBaHoi JII' mpu 3aXBOprOBaHHSAX JIET€Hb €
iaTerparis: (1) HasBHOCTI abo BiAcyTtHOCTI (akropiB pusuky JIAI, XTEJI[' abo
3axBoptoBanb JIBC; (2) KIIIHIYHUX O3HAK, BKJIIOYAIOYM TMepedir 3aXBOPIOBAHHS
(HampuKJIaJ, IIBUJKE HEAABHE MOTIPIICHHS a00 MOCTYyNmoBa 3MiHA MPOTITOM POKIB Ta
notpedba B kucHi); (3) pesynbrath, Bkimodatoun DLCO Tta anamiz rasiB kpoBi; (4)
suMiptoBanHss MHYII/HKMHYVTI, EKT" ta ExoKI'; Ta (5) monepeuHni 300paxkeHHs TIpH
koutpactHii KT, omgHo-doTorHO emiciitHoi KT aGo BenTumsmiitHO-iepdy3iiHUX
CKaHyBaHHSX JICTEHb T4, y BUOpaHux Bumaakax, MPT cepus [732], sika HeoOXigHa IS
ominku porminbHOCTI mpoBeaeHHs KIIC. KIIHT moxke Oyt KOPHUCHHM ISl OIIIHKH
JTUXaJbHUX a00 CepreBUX OOMEXKEHD Y MAIlIEHTIB 13 3aXBOPIOBAaHHAMH JiereHs [121,733],
aJie HeJOCTATHRO JAaHUX MO0 HOro KIIHIYHOTO 3HAYEHHS I BUSABICHH rmamiecaTis 3 JII
MIPY 3aXBOPIOBAHHSX JICTEHb.

ITokazannst mst KIIC npu 3aXBOproBaHHSAX JIET€Hb BKJIIOYAIOTH OIIHKY MAIli€HTIB,
BiMiOpaHUX i XIPypridyHUX BTPy4YaHb (TpaHCIUIAHTAIlSl JIETEHb Ta XIpypridyHe
3MEHIIICHHS 00’€My JIeTeHb), Tijo3py Ha HasBHICTH JIAI a6o XTEJIl', Ta Tomi, komu
nomaneina iHdopmallis JomoMoke y (EHOTHIYBaHHI 3aXBOPIOBaHHS Ta BHOOPI
TepaneBTUIHNX BTpydaHb (pucyHok S3) [712,718,734]. Take TecTyBaHHS TOBHHHO
npoBoauTHUCS Yy eHTpax JII', Komu mamieHTy KIiHi9HO CTabTbHI Ta JTIKYBaHHS OCHOBHOTO
3aXBOPIOBaHHS JiereHb onTuMi3oBaHe. HeoOXigHO BpaxoByBaTH TEXHIKY MPOBEACHHS
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BUMIPIOBaHHS THUCKY, K€ 3MIHH BHYTPINTHROTPYIHOTO THCKY MOXYTh BIUIMBATH Ha
JICTEHEBY IeMOJIMHAMIKY ITiJT 9ac TUXaJbHOTO MUKITY (MuB. po3nia 5.1.12) [735].

9.2. JlikyBaHHA

JlikyBauna JII' rpynu 3 moyuHAeThCs 3 ONTUMI3alli Tepamnii OCHOBHOTO
3aXBOPIOBAHHS JIETE€Hb, BKIIIOYAIOYHU JTOJATKOBHIM KUCEHb 1 HEIHBa3WBHY BEHTHIIALIIIO, /€
1€ MOKa3aHo, a TaKOX 3aJIy4eHHsI O MporpaM pealduriTalii mpyu 3aXBOPIOBAHHSAX JIET€Hb
[736]. IcHyroTh OOMEKEHI Ta CymepewnBi JOKa3d IOJ0 BHUKOPUCTAHHS JIIKAPCHKHUX
3aco0iB, cxBanenux st JIAI, y manientis 3 JII' rpynu 3. L1 aikapchki 3ac00M MOXKYTh
MaTd PI3HOMAaHITHI Ta 1HOJI WIKAJIMBI €PEeKTH Ha TeMOJMHAMIKY, TOJIEPAHTHICTH IO
(I3MYHOr0 HABAHTAXKCHHS, Ta3000MIH Ta MPOTHO3 y Il momyssnii manieHtis [181,737-
740].

9.2.1. JlereHeBa rimepTreH3i, NOB’si3aHA 3 XPOHIYHMM OOCTPYKTHMBHHUM
3aXBOPIOBAHHSAM JIereHb a00 em@izeMo010

Jloc/miJPKeHHsT 3 BUKOPUCTAaHHSIM JIIKaApChKUX 3ac00iB, cxBajmeHux s JIATL y
nanieHTiB 3 JII', moB’si3anor0 3 XO3JI ab6o emdizemoro, Janu cynepewinBl pe3yabTaTH 1
31e0UIBIIOr0 OOMEXKEH! HEBEIUMKUM pPO3MIPOM BHOIPKH, KOPOTKOIO TPHUBAIICTIO Ta
HEJIOCTaTHBOIO TeMOAMHAMIUHOIO Xapaktepuctukoro JII' [739,741,742]. VY 16-
tixxHeBomy PKJI 3a yuacTtio 28 marienTis 3 XO3JI ta Tsxkoro JII', miareepkenoro KIIC,
Teparis criiaeHadiIoM MpU3BeIIa 0 CTAaTUCTUYHO 3Hauymux mokpamieHb OJIC Ta skocTi
xutts [743]. Jlani peectpiB mokasanu, 1mo y npubiamsuo 30% mnamientis 3 XO3J1 ta
Tspkkoro JII', mepeBakno nikoBanux 1MJIE-5, nokpamunucs @K BOO3, nucraHiis 6-tu
XBUIUMHHOI X0a601 Ta OJIC mOpiBHSAHO 3 BUXIIHHM pIBHEM, 1 Y THX, XTO BIiANOBIB Ha
JIKyBaHHS, IOKpaIIWiIacs BIDKUBaHICT, Oe3 Tpancmwiantamii [51,718]. Opnak 3a
BIJICYTHOCTI BEJIMKUX PaHJAOMI30BaHUX JOCIIKEHb, HAABHUX JJOKA31B HEIOCTATHHO IS
HMIATPUMKH 3arajbHOTO BHUKOPHUCTAaHHS JIKapChKUX 3aco0iB, cxBajmeHux st JIAL, y
narieHTiB 3 XO3JI ta JII'. [TamientiB 3 XO3JI ta migo3proBaHo abo MiATBEPIKEHOIO
Tspkkoro JII' cin HanpaBiaTu 1o 1eHTpiB JII' 11t npuiiHATTS 1HIUBIAYaTbHUX PIlIEHb.

9.2.2. JlereneBa rinepreH3isi, moB’si3aHa 3 iHTePCTUIiATLHUM 3aXBOPIOBAHHAM
JiereHb

Yucnenni gocmimkeHas gaszu 2 Ta ¢asu 3 gochipKyBaau Bukopuctanas AEP s
nikyBanHs [3J1, yci 3 HeratuBHuMEU pe3ynbratamu [740,744,745]. Kpim Toro, i®AE-5
cwineHadin OyB JOCTIKEHUH y KIIHIYHUX BUNIPOOyBaHHAX (asu 3 y mamienTis 3 131,
TaKOXX 3 HETaTUBHUMU pe3ynbratamu [746,747]. HasBui HeuncnenHi nani 3 PKI ms
namientiB 3 JII', moB’s3anot0 3 13J1, 1 6araTo mociimkeHb, IPOBEACHUX JJIA 1Ti€T KaTeropii
naiieHTiB [748,749], maau Ti caMi 0OMEKEHHS, 10 1 paHiIle 3rajgaHi JOCIIIHKCHHS Py
JIT', mow’si3an0i 3 XO3JI. Kpim Toro, Oyno Kiibka CUTHAJIIB PO HECTIPUSITINUBY OE3MEKY:
amMOpizeHTaH OyB TOB’SI3aHUN 3 MIABUIIEHUM PU3UKOM KJIIHIYHOTO TIOTIPIICHHS Y
narientiB 3 I3JI 3 JII' ta 6e3 wei [740,750], Toxi sk piomuryar OyB IOB’sI3aHUN 3
MIIBUIICHUM PH3UKOM KIIHIYHMX ITOTIPIIEHb, BKIIOYAIOYM ITOTCHIIIHHO MiABUIICHY
CMEpTHICTh, y mamieHTiB 3 JII', acomiiioBaHO 13 1IIOMATHYHOK IHTEPCTHIIATBLHOO
nHeBMoHi€ero [181].
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HaBmaku, oOHaxiinuBl pe3ynbTaTd Oyau  OTpUMaHI 3  BUKOPHUCTAHHSIM
iHramsauiiaoro TpenpoctuHiny. ®asza 3 PKJ (nocnimkennss INCREASE) nocnimkyBana
IHrASLIMHUA TPEMPOCTUHI y LUIBOBIM 1031 72 MK, 110 MpUIIMaBCA YOTUPH Pa3u Ha
aeHb 'y 326 mamientiB 3 JII, mow’s3anoro 3 I3J1 [734,751]. [liarmo3 JII' Oys
niaTBepakennid KIIC npotsarom 1 poky no BxiatoueHHs. Ha 16-My THKHI cCKOpUTOBaHUMN
Ha TUIanedo TecT 6-TM XBWIMHHOT XOALOM ToOKpamuBcia Ha 31 M 3 iHrajusmiiHuM
TpenpocTuHUIOM. Takox croctepiranucs 3HmwkeHHs piBHa B HKMHVII Tta 3meHmenHs
YacTOTH KJIIHIYHUX MOJIM, sike Bi10yBajioch, B OCHOBHOMY, 32 PaxyHOK 3MEHILIECHHS
YaCTKU TAIIEHTIB, YV SIKUX AUCTAHIIS TeCTy 6-TH XBWJIMHHOI XOJbOM 3MEHIIWJIAch Ha
noHaz 15% Bij BUXITHOTO PiBHS.

3 ornsay Ha 3HAYHUW BIUIMB HAsBHOCTI HaBiTh He3HauHoi JII', marieHTtiB i3
3aXBOPIOBAHHSIMU JIETE€Hb, SIKI BAMOBIAAIOTh MEBHUM KPUTEPISIM, CIIiJl HAMPABIATH HA
OITIHKY MOYKJIMBOTO TIPOBEJICHHS TpaHCIUIaHTaIlii iereHb. Y narieHTis 3 [3JI ta JII' moxe
OyTH PO3TJSHYTO IHTaJSAUIMHUNA TPENPOCTUHLI HAa OCHOBI pPE3yJbTaTIB JIOCHIJKEHHS
INCREASE, ane HeoOxigHI MOJAaTKOBI JlaHi, a OCOOJMBO, IIOJAO0 JOBIOCTPOKOBUX
pe3yibTatiB. PyTuHHE BUKOPUCTAHHS 1HIIUX JIKapChKUX 3ac00iB, cxBaneHux s JIAT,
HEe pekoMeHayeThes y nanieHTiB 3 13J1 ta nesnaunoro JII'. [ns marienTiB 3 Tspkkoro JIT
Ta/abo Tsokkoto nauchyHkiiero T, abo xonmu € HeBU3HAUCHICTH 1100 JIiKyBaHHs JII,
PEKOMEHY€EThCS HampaBiieHHs 10 neHTpy JII' 11 peTenbHOoT OMIHKY, CIPUSIHHS y4acTi B
PKJI ta po3ristHyTdH MOKIHMBICTh Tepanii JIAD Ha iHAuBIAyaIbHIA OCHOBI (pUCYHOK S3).
JlaHi peecTpiB MOKa3y0Th, 1m0 Aeski marieHTd 3 JII' rpynu 3 oTpUMYIOTh JiKyBaHHS
nikapcbkumu 3acodamu mis JIAT, nepeBakno iDJIE-5 [718,752,753], ane HeBimomo, un
OTPUMYIOTh KOPUCTD BiJ IILOTO JIKYBaHHS Ta HACKUJILKY 111 TIAIIEHTH.

9.2.3. PexoMeHaaIii o0 BUKOPUCTAHHS JIKAPCHKHUX 3aC00iB, CXBAJIEHUX JIA
agikyBanHs JIATL', npu JII', noB’si3aHiii i3 3aXBOPIOBAHHSIMH JieT€Hb

Pexomenparii moa0 BUKOPUCTAHHS JIIKAPCHKUX 3ac00iB, cxBajmeHux mia JIAT, y
narieHTiB 3 JII', moB’s3anoro 3 XO3JI Ta I3J1, Oynu BCTaHOBJIEHI Ha OCHOBI KIHOUOBHX
HapaTUBHHX MUTaHb 6 1 7 (01aTKOBI JaHi, BiAOBiAHO po3aimm 9.1 Ta 9.2).

Pexomennarii oo Bukopuctanus iOJE-5 y mamienTis 3 Tspkkoro JII', o’ s3aHO10
3 I3JI, 6a3yrorbest Ha mocmimkenni [TJIKIT Il (momatkoBi mani, pozmin 9.3). Hemae
npsamux nanux 3 PKJl momo Oesnexu, mepeHocumocTi Ta edextuBHOCTI 1DJE-5 y
namientiB 3 JII', mop’s3anoro 3 13JI. Hempsmi maHi, BKIIOYEHI A0 KEpPIBHUIITB, HE
JI03BOJITIOTH 3pOOUTH TBEPAMX BUCHOBKIB. BpaxoBytoun BiICYTHICTh HAaIMHUX JTOKA3iB,
yiieHn Po0odoi rpynu He 3MOTNIM HaJlaTh PEKOMEHJAIlilo 3a a0 MPOTH BUKOPHUCTAHHS
1®JIE-5 y mamienTiB 3 13J1 ta Tsxkoro JII', 1 peKOMEHAYIOTh HAIIPABJISATH ITUX TAIIEHTIB
1o nentpy JII' aiis iHIUBIAyaIbHOTO IPUHHSTTS PIlICHb.
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Pexomenpaniiina tadauus 23A. PexkoMeHaganii 1moao JiereHeBoi rinmepreHsii,
NOB’SI3aHOI i3 3AXBOPIOBAHHAM JIer'eHb Ta/a00 IiMoKCi€l0

PexoMmenganis Kuaac PiBeHb
DEKOMEHIAIii | J0Ka30BOCTI

Sxkmo e mimo3pa Ha JII' y mamieHTiB i3 3aXBOPIOBAHHSM JIETCHb, C
peKoMeH/IyeThCsl IPOBECTH exokapaiorpadio” Ta iHTepmpeTyBaT
OTpUMaHi pe3yJbTaTH B TMOEJIHAHHI 3 BH3HAUCHHSM Ta3iB
apTepiaibHOT KPOBI, MOKa3HUKaMU cripoMeTpii, Bkirouatoun DLCO,

Ta JJAHUMH KOMT IOTepHOi ToMorpadii opraniB rpyJHOI KIIITKH

VY mamieHTiB i3 3aXBOPIOBaHHSIM JieTeHb 1 migo3poro Ha JII
PEKOMEHIYEThCS ONTHUMI3yBaTU JIKyBaHHS OCHOBHOTO
3aXBOPIOBAHHS JIETEHb 1, 38 IOKa3aMH, T'IIOKCEMI, pO3JIajiB IUXaHHS
yBI CHI Ta/a00 aJIbBEOJISIPHOI I'IOBEHTUIISIIT

[TamienTaMm 13 3aXBOprOBaHHSM JIET€Hb 1 M1103poto Ha TsokKy JIT' abo
SKII0O HEMae BIEBHEHOCTI om0 JikyBaHHs JI[', pekoMeHI0BaHO
HarpasJIeHHs J10 neHTpy JII'

[TamienTamM 13 3aXBOpIOBaHHSIMM  JiereéHb 1 Tskkoro  JII
PEKOMEHIOBAaHHM 1HIUBINYaATbHUHN TIAX1T 10 JIIKYBaHHS

PexomeHnoBaHO ~ HampaBiIATH  BIANOBIAHUX  TAIIEHTIB 3
3axBOoproBaHHsAMH JiereHb 1 JII' mist omiHKM 11070 HE0OXITHOCTI
MIPOBEJICHHS TPAHCIUIAHTAIII] JIETCHb

[TamienTamM 13 3axBOPIOBaHHAM JiereHb 1 migo3poro Ha JII
PEKOMEHIYEThCS TIPOBEICHHSI KaTeTepu3allii mpaBuX BiIUTIB CepIis,
SIKITO OYIKYETHCS, 10 PE3YJIBTATH JAOTIOMOXKYTh MPUUHSITH PIICHHS
1010 JTIKYBaHHS

[HTaNSiHIN TPEMPOCTHHIT MOKHA PO3MIISIHYTH y naifieHTiB 3 JII,
0B’ I3aHOIO 3 IHTEPCTHUIIAILHIUM 3aXBOPIOBAHHSAM JiereHb [734]

3acTocyBaHHs aMOpI3eHTaHy HE PEKOMEHIYeThCs marfieaTam i3 JII,
I10B’13aHOIO 3 1II0MaTHYHUM JiereHeBuM ¢ioposom [740]

3acTocyBaHHSI pIONMTYaTy HE PEKOMEHIyeTbesi marieHntam i3 JIT,
OB’ S3aHOIO 3 1II0MAaTHYHOIO IHTEPCTHUIIATLHOIO MHEBMOHIE [181]

3actocyBanns JIAI'-cnenudiuaux  JTiKapchkuX  3aco0iB  HE
PEKOMEHIYEThCS MAI[IEHTAM i3 3aXBOPIOBAHHSIMHU JIET€HB 1 HETSHKKOIO
Hr***

Pexomennaniiina tadauusa 23b. Pexomenpanii momo JiereHeBoi rimepreHsii,
MOB’SI3aHOI i3 3aXBOPHOBAHHSM JiereHb Ta/a00 IiMnmoKciew

Pexomenpauis Kuaac
SAxicTs Cuna Kuac PiBenn
JA0KA30BOCTi | peKOMeHIaNil | peKoMeHalii | J0Ka30BOCTi
I®JIE-5 MoXxHa po3rismaTH Y Hdyxe YMoBHa b C
MAaIli€EHTIB 3 TSKKOIO JIT, HHU3bKa
[IOB’A3aHOI0 3 IHTEPCTHUIIAIbHUM
3aXBOPIOBAaHHIM JIereHb
(iHOUBiNyalbHE NPUHHATTA pillleHb
y nenrpax JII')
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3acrocyBanns i®J[E-5 y naifieHTiB 3 Hyxe YMoBHa C
IHTEPCTULIAILHUM 3aXBOPIOBAHHAM HU3bKa

jJereHp Ta HeTskkorwo JIIT  He

PEKOMEHYEThCS

i®JIE-5 — inribitopu docdomaiecrepasu 5, JIAI' — nereneBa aprepianbHa rineprensis, JII' — gerenesa rimeprensis,
DLCO — audys3ilina 31aTHICTB JIeT€Hb, OLlIHEHA 32 JIOMTOMOT0I0 MOHOOKCHTY BYTJIEIIIO.

* — OiHKy B imeani CIiJi TPOBOJUTH, KOJIM MAIE€HT € KIIHIYHO CTaOUIbHUM, OCKUIBKH 3arOCTPEHHS MOXYTh
3HAYHO IMiBUIIUTH THCK Y JIET€HEBIH apTepii.

** _— [la pexoMeHmallisl HE CTOCYEThCS MAIIEHTIB 13 TEPMIHAJIBHOI CTAJIEI0 3aXBOPIOBAHHS JICTCHb, SKI HE
BB@)KAIOTHCS KaHIMIATaMH Ha TPAHCIUIAHTAIIIO JICTCHb.

*** _ e He BKIIOYAE IHTAALIAHUN TPEPOCTHUHII, AKUH MOXHA po3rissaaT y naiieHTis 3 JII', mos’s3aHom0 3
13J1, mesanexno Big Tsoxkocti JII.

10. XPOHIYHA TPOMBOEMBOJIIYHA JIETEHEBA TIIEPTEH3IA
(I'PYIIA 4)

Yci mamieHTH, CUMIITOMH SKUX MOXHA IOSCHUTH IOCTTPOMOOEMOOIYHOIO
($16p0o3HOI0 OOCTPYKIIIEIO JET€HEBUX apTEPiil, BBAXKAIOTHCSA TAKUMH, 10 MAIOTh XPOHIUHE
TpoMmboembomiuHe 3axBoproBanHs jereHb (XTE3JI) 3 abo 6e3 JII'; XTEJIT 3anumaetses
HepeBaKHUM TepMiHOM Jutst narfienTis 3 JII', sk Bu3HadeHo B po3aimi 3.1 (tabuuis 5) [54].
Jo XTE3JI BigHOCSATHP CHUMITOMHUX Mali€HTiB 3 jAedekramu nepdysii, s[Ki He
CHIBIAJAIOTh 3 AUISHKAMU TMOPYIIEHHS BEHTWIALII MPU BEHTWISALINHO-TIEpY31HHOMY
CKaHyBaHHI, Ta 3 O3HAKaMH XPOHIYHHX, OpraHizoBaHuX, (iOpOo3HUX TPOMOIB MpHU
KOMIT FOTEpHIN ToMorpadiuHii aHriomyiabMoHorpadii ado 1udpoBiid cyOTpakIlifiHiMi
aHrionyiabMoHorpadii, a came 3 KUIBIEMOAIOHMMU CTEHO3aMH, I1aByTHHO/IIUIMHO-
NoMiOHMMHU Ta XPOHIYHUMH TOTAIBHUMHU  OKIIO31IMH  (MIMIKOMOAIOHUMH — abo
KOHIYHOMOAIOHUMHU YpaKEHHSIMHM) TIICJS, TpPUHAWMHI, 3 MICAIIB TepaneBTUYHOI
antukoaryssiii. [Tpu mpomy, JII' € He TUTbKHM HacHiaKoM 00CTpyKIlii JIA opranizoBaHUMU
¢i6po3HUMH  TpoMOaMM, ajie TaKoX Moke OyTH TIOB’s3aHa 3  acoIiiOBaHOIO
MIKPOCYJMHHOIO TIATOJIOTiE€l0. Y THX TAaIlieHTiB, fki He MmaroTh JII' y craHi crmokoro,
3aauIIKa Moxke 0ytu 3ymonieHa JII' mpu (i3nuyHOMYy HaBaHTa)XEHH1 (IMB. BU3HAUCHHS B
po3aiii 3.1, Tabmauis 5) Ta/a0b0 301IbIIEHHSIM BEHTHIALIT MepTBOro mpoctopy [54]. dyxke
BaxBo y naiieHTiB 3 XTE3JI 6e3 JII' BUKII0OYNTH BEHTHIIAIIHHI OOMEXKESHHS, CHHIIPOM
BUCHKCHHS (IEKOHJMIIIIOBAHHS), IICUXOTCHHHM TINEPBEHTWIALINHUN CHHAPOM 3a
nornomoroto KITHT ta Bukmtountu miokapaiansHe abo kiamnanne 3axBoproBanus JIII 3a
nornomoroto ExoKI' nmepes npuitHATTSIM TepaneBTHYHUX PIlICHb.

10.1. diarnos

XTEJIT' € mommpeHoro Ta BaxiauBoro npuuuHoio JII' 3 ocoOiamBoIO cTparterieio
nikyBanHs. MoxnuBicTs HassBHOCTI X TEJIT i peTenbHO po3risnaTy y BCiX MAIli€HTIB
3 JI' (pucynok 13). Ilpu roctpiii TEJIA mpo XTEJII' ciim momymartu: (1) skimo
pamiosoriuyHi O3HaKW (IeTanbHO omucani B po3aim 5.1.7) cBiggats mpo XTEJII mpu
npoBenenni KT-anriomynemonorpadii, BuKoHaHi mis giarHocTuku roctpoi TEJIA
[112], Ta/abo sikmio po3paxynkoBuii CTJIA mepepumye 60 mm pr.ct. [112] 3a nanumu
ExoKT'; (2) xonu 3aauiika abo GpyHKIIOHATIbHI OOMEXEHHS 30€pIiratoThCs y KIIHIYHOMY
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nepeOiry micns roctpoi TEJIA [754]; Ta (3) y 0e3cMMNTOMHUX HAIliEHTIB 3 (pakTOpamu
pusuky po3Butky XTEJII" abo Bucokum Oanom nepeadauyBanoro BuHukHeHHs X TEJIT
[755]. Taki xmiHIYHI CTaHM SIK TOCTIHHI  BHYTPIIIHBOCYIWHHI  TPUCTPOT
(KapalOCTUMYNSATOP,  JAOBrOTpHUBAaNl  KaTeTepd B LEHTPAJIbHUX  CYJMHAX,
BEHTPUKYJIOATpIaibHl IIYHTH), 3alajibHI 3aXBOPIOBaHHS KUUICYHHKA, €CEHI[lalbHa
TPOMOOIMTEMIs, ICTUHHA MOJILUTEMIs], CIUIEHEKTOMIs, aHTU(OCHOMINITHUN CUHAPOM,
3aMiCHa Teparliss BHUCOKMMHU J03aMU TUPEOITHUX TOPMOHIB Ta 3JOSKICHI MyXJIWUHU €
daxropamu pusuky XTEJIT [54,103,756].

AnbTepHaTUBHI IpUYKHU 00CcTpyKLiK JIA (Takoxk BKItOYEH1 B Tpyny 4 kinacugikarii
JIT'), Brimroyatouu capkomu JIA, 1HII1 3M0SKICHI TyXJIMHU (HAalpUKIIaJ, HIPKOBOKJIITUHHA
KaplMHOMA, KapIMHOMa MaTKU Ta MyXJUHHU 3apOJAKOBHX KIITHUH s€uyka), TOOPOSIKiCHI
NyXJWHA (HampuKiaa, JedoMioMa MaTKh), apTepiiTd 0e3 CHUCTEeMHHUX 3aXBOPIOBaHb
CIIOJIYYHOT1 TKAaHWHHU, BPOJIKEeH1 a00 HaOyTi cTeHo3u JIA, mapa3utu (riaTuaHa KicTa) Ta
eMO00J11i CTOPOHHIX TiJI, MOBUHHI po3risaaatuca y nudepenuiiniii giarnoctui XTE3JI
[757]. Bonu MoskyTh OyTH BHSIBJICHI 3a JOIIOMOTOFO CIIEI[ialIbHOT J01aTKOBOT Bi3yastizaiiii,
a came npu IIET-ckanyBanui 3 18F-2-hayopo-2-ne3okcu-D-rimoko3010, sIKE MOXeE
HaJlaTH JOJaTKOBY iH(opMallito mpu migo3pi Ha capkomy JIA [758].

Bentunsuiitno-nepdysiitna cuuaturpadis [207] 3anuinaerscs HaiieheKTUBHIIIAM
iHCcTpyMeHToM g BukiaoueHHss XTE3JL. AnbrepHatuBHI MeTogu nepdy3idHOI
Bi3yastizallii, Taki ik cyotpakiiine kaptyBaHHs womoM, KT ta MPT nepdy3is, maroTh
YUCJICHHI TEOPETUYHI IepeBaru nepea BeHTWIALINHO/Iepdy31iHUM CKaHYBaHHSIM, aJie €
OUTBIII TEXHIYHO CKJIQJHUMH Ta JOPOTHMH, MAIOTh OOMEXEHY JOCTYMHICTh 1 Hapa3i He
MarTh MYJIBTUIIEHTPOBOT BaJliIallii.

KT-anriomyasMoHorpadgiss 3  JABOIUIAHAPHOK  PEKOHCTPYKINIEID  IIMPOKO
BUKOPHUCTOBYEThCS 151 miarHocTUKU X TE3JI Ta orinku onepabenbHOCTI, ajleé HeTaTUBHI
pesynsratu KT-aHrionynsmoHorpadii, HaBiTh BUCOKOT sIKOCTi, He BUKIouaroTh X TE3JI,
OCKUIBKH JUCTaJIbHE 3aXBOPIOBaHHS Moke Oytu mpomymieHe. [ludposa cyOTpakiiiina
aHTionyJbMOHOTrpadist BCe 11e BUKOPUCTOBYETHCS JIJIsl OI[IHKH BapiaHTIB JIIKYBaHHS, KOJIU
KT-anriomyasMoHorpadis € HenepekoHnnBoio. CeleKTHBHA CerMEHTapHa aHriorpadis,
konycHo-ipomeHeBa KT Tta KT 3 ngerekropom o0jacti JO3BOJNSIOTH TOYHIIIE
Bi3yasli3yBaTH CyOCErMEHTapHY CYIWHHY MEpPEeXy Ta € KOPUCHUMH JI MPOLETypHOTO
KepiBHHITBA Tpu OanoHHid nereHeBid anriommactuimi (bJIA). IlepeBarm HOBUX
TEXHOJIOT1 MOTpeOyIOTh Bajifallii B MPOCIEKTUBHUX IOCTIKCHHAX TEpea THUM, SIK
PEKOMEHYBAaTH 1X Il PYTHHHOTO KIIIHIYHOTO BUKOPWCTAHHS; Hapas3l TPUBA€E BEIHKE
€BPOTICHCHKE MYJIBTHIICHTPOBE OCIiKeHHS [759].
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JiarHocTuHuH aaropuTM X TEJIT 1 CHMITTOMHUX AI[IEHTIB

Benenna JIT' abodaxropnpuzky B X TEIT
L ' . 3 |
| ¥
IepdyziitHa Bisyamisania
(cxanyeaHHA V/Q
aboHOBa Mo,twmuicrg )
By HegimoEiHi
medexTH nepdyai

Exoxappiorpadin _ 1TeCTiE 3 HABAHTAKEHHAV
IIpomixkHaaGoBHCOKa  ° @» , CTpec-exorapiorpadis),
iimoeipHicrs JIT TIPH 03Pl HA X TESTT

@ :

JIT
WWWI
(Tatrmnya 1, Tatnana 2 Pex.)

I

KIVIA+IICA TA KIIC

R KTVTA 062 2ak0YeHHA

TIaIjeHT! 2 I ATEEPIAeH0I0 X TET

I

(Kxacl)

! @ESC @ ERS

Pucynok 13. /liarHocTMyHa cTpaTerisi Nmpu XPOHIYHIA TPoMOOeMOOTIYHIN
JiereHeBiil rineprexsii

JEKT — nBoeneprernuna komn rorepHa Tomorpadis, KITHT — kapaionyisMoHaIhHHN HaBAaHTAKYyBATBHUH TECT,
KTJIA — nereneBa anriorpadis mpu xomm torepHiid Tomorpadii, KIIC — karerepuzamis nmpaBux BiIAUIIB cepIid,
JII'- nerenena rineprensis, JIE — nerenesa emOonis, MJIK — mynpTraucimmiinapaa komaana, MPT — maraiTHO-
pe3onancHa tomorpadis, CTJIA — cucroniunmii Tick y nereHesii aprepii, TEJIA — tpomOoembonnist iereHeBoi
aprepii, XTE3JI — xpoHiune TpomOoemboiniune 3axBoproBanHs JiereHb, X TEJII" — xpoHiuna TpomOoemOomiuna
nereneBa rineprensis, LICA — uudpoBa cyOrpakuiiina anriorpadis, H — ni, PerCO. — napuianeHuii THCK
BYTJIEKHCIIOrO a3y B KiHIN BUAUXY, Pek — pekomennartii, V/Q — Bentwsiis/nepdysist, VE/VCO, — BeHTHIIAINHHI
ekBiBasienTH st Byriekuciioro razy, VOo/HR — okcurenartiiinuii myssc, VO, — norauHaHHs KMCHIO, T — Tak.

* — XTEJII' mimo3proerscs mpu HasBHocTi B aHamue3i TEJIA, BpaxoByroum mimsumenuii CTJIA mpum

exokapiorpadii Ta ozHaku, mo BkazyloTs Ha XTEJI npu KTJIA, Bukonawniit mig yac roctpoi TEJIA (po3min
5.1.7).
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b _ AnbTepHAaTHBHI MeTomM Bi3yamizauii mepgysii, Taki sk cybrpakuiiine kapTyBamHs iomom, JEKT Ta

nepdysirina MPT, Hapasi 3HaXOAAThCS HA CTaii OLIHKH.

¢ — Tunosa kapTuHa, BKIrodatoun HU3bkuil PerCO,, Bucokuit VE/VCO,, Huzbkuit VO2/HR 1 HU3bKUMI MIKOBUIT
VO3 (po3min 5.1.11).

_ KommuiekcHe 06CTeKEHHs Micis 3 MicAIiB IPUHOMY aHTHKOATY/ISHTIB a60 paHille y HecTaGilIbHUX MAIli€HTIB
YM MaIi€HTIB 13 MBUAKUM noripiieHHsM ctany. B ineani KTJIA, IICA ta KIIC Bukonytotses B rienTpax XTEJIL,
asie 1HOJli BOHU BUKOHYIOThCA B LieHTpax JII, 3ajexHo Bix KpaiHu Ta opraHizaiii.

10.2. JlikyBaHHs

Anroputm nikyBaHHss XTEJI[' 6a3yerbcs Ha MyJIbTUAMCUUILTIHAPHOMY MMIJIXOJ1 13
noeqHaHHsIM JiereHeBoi  TpomOenaaptepioekromii  (JITE), OGanonnoi nereneBoi
anrioractuku (BJIA) Ta MmeaukaMeHTo3HO1 Tepanii. MeToro 1boro mixoAy € BIUIMB Ha
3MillIaH1 AHATOMIYH1 YPa)K€HHS: TPOKCUMaJIbHI, TUCTaJIbHI T4 MIKPOCYJUHHI BIAMOBIIHO
(pucynku 14 i 15). 3araneHi 3axoau, pekoMeHoBani st JIAT, Takox 3aCTOCOBYIOThCS
no XTEJII', Bkitoyaroum KOHTPOJIbOBaHI (DI3MUHI1 TpeHYBaHHS, SKiI € €()EKTUBHUMHU Ta
OesneunnMu y manieHTiB 3 HeonepadensHoto XTEJIT [760], a Takok Ha paHHIX eTamax
micJis MyJIbMOHANIBHOI eHapTepeKkToMii [761].

JloBiuHa TepaneBTUYHA aHTUKOATrYJIALISl peKOMEHAYEThCs I nanieHTiB 3 X TEJIT,
OCKUTbKU PEIUAMBYIOYA JIET€HeBa TPOMOOEeMOOIisl, 0 CYNPOBOIKYETHCS HEAOCTATHIM
PO3CMOKTYBaHHSAM TpOMOIB, € KJIIOYOBOIO MaTo(]i310JOTIYHOK O3HAKOK I[bOTO
3axBoptoBaHHd. Xoua Hemae PKJl momo XTEJII' 3 Oyap-skum 13 3aTBEpAKEHHUX
AHTUKOATYJISIHTIB, HE3BaKAIOUM Ha BIJCYTHICTh JIOKa3iB, E€KCIEPTH PEKOMEHAYIOTh
antaronictu BiTaminy K (ABK), ski Halimmpiioe BUKOPUCTOBYIOThCA SK (HOHOBE
nmikyBanHa gy mamieHTiB 3 XTEJII. Octannim vacom HOAK Bce wactime
BUKOPUCTOBYIOThCS sIK anbTepHaTnBa ABK, ane, 3HOBY %k Taku, 6€3 10Ka3iB OTpUMaHUX
npu PKJI. PerpocniektuBHa cepis BunaakiB 3 BenukoOpuraHii Ta GaraToHaIioHAIBHUN
npocnektuBHui peectp (EXPERT) npoaeMoHCTpyBain OJJHAKOBY YaCTOTY KPOBOTEY JIJIsI
ABK ta HOAK mpu XTEJIT', ane yactora peruanByr040i BEHO3HOI TpoMOoemOo0ii Oyia
BUILOIO y THX, XT0 orpuMyBaB HOAK [762,763]. ¥V marieHTtiB 3 aHTHPOCHOTIMITHIM
cuaapomom (10% nmomyssnii XTEJIT) pexomenaytoteess ABK [103,764,765]. Cxkpuninr
Ha aHTHGOCHOMIMITHUNA CHHAPOM Ciia mpoBoauTH mifa 4dac miarHoctukd XTEJIT. 3a
BIJICYTHOCTI OyIb-KUX JIOKa3iB HAa KOPHCTh a00 MPOTH TPUBAJIOI AaHTHUKOATYIAIIl Y
naitieHTiB 3 XTE3JI 6e3 JII' 1oBrocTpokoBa aHTUKOATYISTHTHA Teparis 0a3yeTbcs Ha
IHAUBIAYyaTbHOMY TPUHHATTI pilieHb. BoHa peKOMEHIYETHCS, KOJIU PU3UK PEIUINBY
TEJIA € cepennim abo BucokmMm, BignoBigHo jgo KepiBaumrea €TK/E€PT 2019 momo
JIarHOCTUKHM Ta JIIKYBaHHS TOCTPOi iereneBoi eMOoii (tadmmrst 11) [103].
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MEFA 95 OIFTIAIMATEHE
JIEA IK OIFrTHMATHH

Pucynok 14. Ctparerisi JJikyBaHHS XPOHiYHOI TPOMOOEeMOOIIYHOI JIereHeBoL
rinepreHsii

BJIA — Oanonna nereneBa anrioruiactuka, JIAI — nereneBa aprepianbHa rimepren3is, JIEA — nereHera
eanaprepektomisi, JII' — nerenesa rinmeprensis, MJIK — mynpruauciumiinapaa komanga, XTE3JI — xponiune
TpomMOoembomniune 3axBoproBanHa jJeredb, X [EJII" — xponiuna TpomboemOoniuna nerenesa rineprensist, H — Hi,
OJIC — omip nmereneBux cyauH, Pek. — pekomennanii, On. Byna — omuauns Byna, T — tak.

a — Bubpani cumnromui nanientu 3 XTE3JI 6e3 JII' Takoxx MoxyTh JiKyBaTucs 3a gonomororo JIEA Tta BJIA.

b — 3ycrpiui MJIK MOXyTh OyTH BipTyalbHUMH.

¢ — OmiHka JTiKyBaHHS MOX€ BIAPI3HATHCS 3aJI€XKHO Bif piBHSA ekcreptusu moxno JIEA Tta BJIA.

d — Jlns neonepabenphux mauientiB i3 OJIC >4 ox. Byna cmin po3risHYTH MHUTaHHS HPO MEIUKaMEHTO3HY
tepamnito nepen bJIA; e oomexeni aani mozao BJIA sk Tepamnii nepiuoi miHii.



®iOpOTUIHA OOCTPYKINIA d)i561 = e
npoxcuMaIbHuX JIA micTammJIA NP

MynstumoznasibHe JiikyBaHHA XTEJIT
K @ESC @ ERS—

Pucynok 15. Ilepexkpurrss B JIKyBaHHI/MyJbTHUMOJAJbHI MiAXOAWM NPH
XPOHiYHii TpoMO0oeMOOIIYHIM JereHeBil rimepreHsii

BJIA — Ganonna nereneBa aHrioractuka, JIA — nerenesi aprepii, JITE — nereneBa TpomOeHmapTepioeKToMis,
XTEJII" — xpoHiuHa TpoMO0eMO0iyHa JIereHeBa rinepTeHsis.

Bepxui naneni: (A) @idbpornuna oOcTpykuis npokcuManbaux JIA (cynunu niamerpom 10-40 mm). (B) @ibposna
0OCTpYKLisl JUCTANbHUX CETMEHTApHUX Ta cyocermeHTapHuX JIA morenuiiino nmigxonsats 1 amst JITE, 1 ana BJIA
(cynunn giamerpom 2-10 mm). (C) ®ibpornyna oOCTPYKLisl OUCTaNbHUX cyOcermeHTapHuxX JIA 3 maByTHHO-
nomiOHMM ypaxkeHHsM cyOcermenTapHoi rinku JIA minxomute mis BJIA (cymunu aiamerpom 0,5-5 mm).
(D) ®ibporrynHa 06CTPYKILis AUCTATBHUX cyOcerMeHTapHuX JIA 3 maByTHHO-TIOMIOHUM ypa)KEHHSM, sIKa MOXKE
CYIIPOBOKYBATHCS MikpoBackynonartieto (cymuau miamerpom <0,5 mwm). (E) MikpoBackysomnaris (CyauHU
niamerpom <0,05 MM) Mae JikyBaTHcs: MearkaMeHTo3Ho. Hukni maneni: (A) 3niBa: JITE; cyaunu niamerpom 0,2-
3 cm. [IpaBa JIA BizkpuTa Ta BiICMOKTYBaJbHUH PO3CiKa4 PO3MIIIEHO MK CTIHKOIO apTepii Ta (iOpoTHIHUMHU
Macamu. [logmaneine mpocyBaHHS BcepeauHi apTepii BHH3 1O CETMEHTApHOTO Ta CyOCerMEeHTapHOro piBHIB,
($i0poTHUHUIT MaTepia BIIOKPEMITIOETHCS BiJ CTIHKM Ta BUIJAJISETHCS MiHIETOM. (A) cripaBa: 3pa3oK Martepianry
Buganenoro npu JITE 3 «xBocTom» cyOcermenTapHuX Ti10K JIA, y onepeuHoMy po3pisi 4acTKOBO OpraHi3oBaHi
Ta MpOHM3aHi TPOMOOTHYHI Mach BujaneHi mpu aucekuii Bemukoi JIA mix wac JITE. (B, C, D) IlpoBinauk
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BCTaBJicHW MiK (iOpotnunuMu macamu (1), moTiM OalloH PO3AYBAETHCS, IO BeAe JO pydHyBaHHS (2).
®dibporuunmii Matepian 3’enHanuii i3 crinkoro (3). (E) Mani JIA mM’s3eBoro Tuiy 3 eKIeHTpUYHUM (Hidpo3oM
IHTUMH, il TOTOBIICHHAM Ta Tipotidepartiero — Micie Jii MeTMKaMEeHTO3HO1 Tepartii.

10.2.1. XipypriuHe JiKyBaHHS

Xipypriuna sereHeBa TpomOennaptrepioektomiss (JITE) € Bubopom mikyBaHHS JIst
namieHTiB 3 goctymHuMu  ypaxeHHsmu JIA [102]. Ockinbku omepaiis MoXe
HOpMaJTi3yBaTH JiereHeBy remouHamiky (3HmxkeHHs OJIC Ha 65%) [766] Ta mokpanutu
(GyHKIIIOHANIBHY 3/IaTHICTh, [JIsi OIIHKA OMNEpabesbHOCTI TMallieHTa Ta MNPUHHATTS
OCTaTOYHOT'O pIlICHHS MIOJ0 JIKyBaHHS € OO0OB’SI3KOBMM (DOPMYBAaHHS EKCIIEPTHOT
MYJbTUIUCIUTIIIHAPHOT KOMaHIM, sKa BKJIIOYAE Xipypra 3 JOCTAaTHIM JOCBIIOM
BukoHaHHs oneparii JITE (1Ha micii abo B TicHi# criBmpari) [102].

Busznauenns onepabenbHOCTI 0a3y€eThCsl HA IOCB1I1 KOMAaH/IH, JOCTYITHOCT] ypaKeHb
JIA, xopensuii Mk TspkkicTio JII' Ta crynenem oOctpykiii JIA Ta HaiBHOCTI CyMyTHIX
3aXBOpIOBaHb [767]. XipypriuyHa TeXHiKa CKJIaJiHa, ajie JoOpe CTaHAapTU30BaHA 3 TIOHA]]
30-piunuM nocBinoM. BoHa mossirae y moBHIM JBOCTOpOHHIN eHpapTepekTomii JIA mo
CErMEHTApHOTO Ta CyOCEerMEHTAapHOrO PiBHIB MiJ Yac TIMOOKOT TMOTepPMIYHOT 3yITUHKU
KpoBooOiry (pucynok 15) [767,768]. YV cnemuianizoBanux tiearpax XTEJI[' xipypriusxi
pe3yapTatd A00pi, 3 pIBHEM INEpHONEpaIliiHoi cMepTHOCTI MeHme 2,5% 3aBIsKu
MIOKPAIICHOMY BEJCHHIO MAIlIEHTIB 13 CEPIICBUMHU Ta JICTCHCBUMHU YCKIAIHCHHSIMHU Ta
BUKOPUCTAHHIO TMPHUCTPOIB EKCTpaKopHopaibHOi MeMOpaHHOi okcureHamii [768].
[Micnsonepartiitna JII' vacto cioctepiraetbest (0u3bko 25%) [766], ane m0BrocTpokosi
pesyabsTatu micis onepaitii JITE € BimMiHHUMH 1110710 BUXKKUBAHOCTI (B cepenHbomy 90%
yepe3 3 pOKHM) Ta SKOCTI KATTA [769-771], HaBiTh y NAIiEHTIB 3 IUCTAIbHHUMH
obctpykitismu JIA [772]. 3 iHmroro 00Ky, MamieHTH 3 TPOKCHUMAIbHUMH YPaXKCHHIMH, SKi
BHU3HAHI orepadeIbHUMH, aje BiIMOBIISIOTBCS Bl  omepairii, MarpTh IOTraHi
JIOBTOCTPOKOB1 pE3yNbTaTH, 3 S-piyHOI0 BWXHBaHICTIO 53% mopiBHsSHO 3 83% Yy
narfientiB, skuMm nposeacHo JITE [773]. Tomy JITE cmig npomoHyBaTH BCiM
ornepabesIbHUM Malll€eHTaM, SKi MalOTh CHPHUSATIUBE CITIBBIIHOIICHHS PU3UK:KOPHUCTH, 1
OakaHO 11e POOHUTH ITiJl YaC 0COOMCTOT KOHCYIbTAIIl MiXK HarfieHToM Ta xipyprom [102].

Biniopanux cumnromuanx namientiB 3 X TE3JI 6e3 JII' MokHa yCHIITHO JIIKYBaTH 32
nomomoroto JITE, 3 kIiHIYHUMH Ta TEMOJAUHAMIYHAMHU TOKPAIIEHHSMH y CTaHI CTIOKOIO
ta npu QisuuHoMy HaBaHTaxeHHI [135,774]. HeoOXimHO peTeNbHO OIIHUTH
CIIBBITHOIIICHHS PU3UKU.KOPUCTH Y IIUX MAIIEHTIB.

10.2.2. MeaukamMeHTO3HA Tepamnis

Jis  mikyBaHHS ~— MikpocynuHHOro  kommoHeHTa XTEJIIT  (pucynok  15)
MEIMKaMEHTO3HA TEPAITisl 3a3BUYail BUKOPHUCTOBYBAIACH 11032 TokazaHHsamu (“off-label”)
0a3ylounch Ha pe3yJbTaTaX HEKOHTPOJbOBAHUX JOCHIIKEHb Ta/ab0 perioHaJIbHHUX
yxBasieHb. Tum wacoM tpu PKJl Oynu ycmimmao mpoBeneni. [lepmre gocnimkenss, daza 3,
BHUBYAJIO €(DEKTUBHICTH pioNHryaTy y maimieHTiB 3 HeonepabensHoto XTEJI abo Tux, y
koro 30epernacs/peuuauByBana JII' micaa JITE [775]. Piouuryart, micns 16 TWxHIB
Teparnii, 30UTbIKUB ucTaHIlifo mpu npoBeneHHi 6-X T ta 3au3uB OJIC Ha 31% mopiBHIHO
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13 Tuiane0o, 1 OyB 3aTBEpAKEHUM K TakuH, 1m0 mae nokasaHHs XTEJII'. TpenpoctuHin
MNIAMKIpHO OyB JOCHIKEHUH Yy JochHikKeHHI (asu 3, ske mnokazajo 30UIbLICHHS
nuctaniii 6-XT Ha 24 TwxHI y naiiedTiB 3 HeonepabenbHoo XTEJI abo Tux, y xoro
30epernacs/peuuauByBaia JII' micns JITE, mpu BucOkiil 1031 MOPIBHSHO 3 HU3BKOIO
no3oto [776]. IligmkipHUA TPENpOCTUHIN 3aTBep/uKeHUH i jikyBanHs XTEJIL. V
JochipkeHHl (a3u 2, 1m0 BKIIOYANO JMIIE NamieHTiB 3 HeomnepabdenbHoro XTEJIT,
ManuteHTal 10 mr 3menmuB OJIC Ta 30u1pUB AUCTaHIO 6-XT MOpiBHIHO 3 IIane00
Ha 16 Ta 24 TwxHi BianosinHo [777]. TpuBae nocnimkenas Gaszu 3 st OIIHKA O€3MEeKn
Ta €(EeKTUBHOCTI MalMTEHTaHy 75 MI y TMalli€eHTIB 3 HeomnepadeabHo abo
ctiiikoro/penunuByrodoro X TEJI (NCT04271475).

[Huni mikapebki 3acobu — 1OJIE-5 (Hanpuknan, cunaeHadin) ta AEP (manpukian,
003eHTaH) — BUKOPUCTOBYBAJIMCS 1032 MOKa3aHHSIMH, OCKUIbKH iX €(EeKTUBHICTh IpPH
HeonepabenbHiit XTEJII ne Oyna nosenena PK]I abo manumu peectpis [769,778,779].
Opnak, nepopanbHa koMOiHOBaHa Teparlid, sika Bkitoyana iOJIE-5 ta AEP, € nommpenoro
npakTukoro y namieHTiB 3 XTEJID 13 TsKKMMH reMOAMHAMIYHUMHU nopyiieHHsMu [780].

Komenmap pooouoi zpynu: Pioyueyam ma mpenpocmunin mawoms HpAMI
nokasauwus 01 3acmocyeanus: XTEJII y neonepabenvnux nayienmie abo nayicumis, y
akux 3amuwaemocs JII' nicns onepamusnozco empyuanns. Jocnioxcenns MACITEPH
(NCT04271475) 6yn0 npununeno 00CmMpoOK0O80 uepe3 GIOCYMHICMb HOBUX OAHUX U000
be3nexu ma eexmusHocmi Mayumenmauy 75 me Ha NPOMINCHOMY emani anaiizy OaHux.

10.2.3. InTepBeHuiliHEe JiIKyBaHHSA

BJIA (pucynok 15) cranma 3aTBepKEHUM METOJIOM JIIKYBaHHS IJisd BIAIOpaHUX
narieHTiB 3 HeomnepadenpHOol0 XTEJIIT abo criiikoro/peruausyrodoro JII' micns JITE,
nokpamytoun remoauHamiky (3umxeHHs: OJIC Ha 49-66%), dyHKIIIO MpaBUX BIIALTIB
ceplsl Ta TOJEPAHTHICTh 10 ¢i3MYHOro HaBaHTakXeHHS [781-794]. JloBrocTpokosi
pe3yiabTaTh € OOHAAIMIMBUMH, aJie IOKa3u Bce e oOMexeHi [795].

[TepeBary HaaroTh MOETAIMHIN IHTEPBEHIIMHIN MPOIEYP1, KO 32 OHY IPOLIEAYPY
BIIKpUBAIOTh 0OMexeHy KilbKicTh cermeHTiB JIA [102,788]. KinbkicTh HEOOXiMHUX
CEaHCIB Ta TeMOJHWHAMIYHI pe3yJbTaTH 3ayiekarh Bim gocBimy [781]. Xoua BJIA €
e(eKTHBHOIO, BOHA TOB’S3aHA 3 CEPHO3HUMHU YCKIIATHEHHSMH, SKI MOXYTh OyTH
datanparmu. [IponenypHi Ta MICHSIHTEPBEHIINHI YCKIAQHEHHSI BKIIOYAIOTh CYJIWHHI
MOIIIKOKEHHS depe3 nepdopariito JpoToM 3 MOIIKOKEHHSIM JIETeHb 3 KPOBOXapKaHHAM
ta/abo rinokciero [102,781,796,797]. Sk 1 ang BCiX IHTEPBEHLIMHUX MPOIIEIYP, PIBEHb
YCKJIAJTHEHb 3MCHIIYEThCS 3 4YacOM BHKOHaHHS (HaBuaHHs) [781]. Tomy 1o mporenypy
ciig mpoBoauTy B ieHTpax X TEJII™ 3 BenmukuM 00CAroM MarieHTiB I IHTEPBEHIIIHHOTO
BTpydaHHs. OCKIUIBKM YacTOTy IHTEPBCHIIIMHUX YCKIAAHEHh MOXHA 3HU3UTH 3a
JOTIOMOT 010 MEUKAMEHTO3HOT0 ITONIEPEAHBOTO JTiKyBaHHS, mamieHTiB 3 OJIC moHax 4 og.
Byna ciin nikyBatu nepen BJIA (pucynok 15) [798].
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Binibpannx CUMIITOMHHUX MMaI[ICHTIB 3 XTE3JI oe3 JIT Ta
CErMEHTAPHUMHU/CYOCETMEHTAPHUMH ~ yPAKEHHSMH MOXXHA YCHIIIHO JIIKyBaTH 3a
nonoMoror BJIA 3 KIIHIYHMM Ta FéMOJMHAMIYHUM IMOKPAIICHHSIM y CTaHl CIOKOIO Ta
npu Gpi3UYHOMY HaBaHTakeHH1 [799].

[Tonepenani nanHi MOM0 JEHEpBaIllil JEreHeBoi apTepli BKa3ylOTh Ha IMOKpAaIECHHS
MEePEHOCUMOCTI (hI3UYHOTO HABAHTAXKEHHS Ta JIETEHEBOI TeMOJAMHAMIKU Yy TAIlI€HTIB 31
criikoto JII" micist JITE [800]. [Mogasnbiie migTBepaKEHHS O4iKY€EThCS.

Komenmap pobouoi epynu: na momenm po3pooOku OaHoi K1iHIYHOI HACMAHOBU 8
Ykpaini ne nposoosmocs ineasusHi npoyedypu ons aikyeants XTEJIL.

10.2.4. MyabTHMOAAJIbHE JIIKYBAHHS

MynbTUMOAIBHE JIIKYBaHHS, BKITFOYAIOYH XipYPrifo, MEIMKaMEHTO3HY TEepaITiio Ta
IHTEepBEHIIIMHE JIKYyBaHHS, IPONOHYETHCs BiniOpanum namientam 3 X TEJIT (pucynok 15)
[102].

BukoprctaHHS ~ MEIWKaMEHTO3HOI  Tepamii y  TAIli€eHTIB 3  BHCOKHM
nepeponepamniiitnum OJIC nns mokpamieHHst jereHeBoi remoauHamiku nepen JITE e
3arajJbHONPUKUHATO MPAKTUKO, ajie BCE IIE 3aJUIIAETHCS CYNEPEUIUBOIO, OCKIIBKH
BBKAETHCH, 110 II€ 3aTPUMY€E CBOEYACHE HANPABIICHHS Ha XipypridyHe JIIKyBaHHS, OTXKE,
IIc BIUTMBAE HAa OCTaTOYHMI pe3ynbraT JikyBanHs [801-803].

3HayHa YaCTUHA CUMIITOMHUX Malli€HTIB MOXe MaTu CTidKy abo peruauByrouy JII
micas JITE. BoHM MOXyTh OTpHMaTH KOPHCTh Bl MEIMKAaMEHTO3HOI Ta/abo
iHTepBeHIiHOT Tepamii (pucyHok 15) [804-806]. CpTJIA >30 MM pT.CT. aCOLIIOETHCS 3
noyatkoMm MearukameHnTo3Hoi tepanii micis JITE, a CpTJIA >38 mMm pr.cT. Ta OJIC >5 og.
Byna acortiroeThbCs 3 TipIo JOBroCTPOKOBOKO BIDKUBaHICTIO [806].

Hesxi mamienta 3 XTEJIIT mMoxyTe MaTtu 3MmiliaHi aHATOMIYHI YpaKeHHS, 3
XIpypriqyHO JOCTYITHUMH YPaKCHHSMH B OJIHIH JIET€HI Ta HeolepadeIbHUMHU YPaKEHHIMU
B iHIII# jereHi. Taki MamieHTH MOXKYTh OTPUMATH KOPUCTh BiJl KOMOIHOBAHOTO IIX01y
3 BJIA (mo a6o mim yac xipyprii) ta JITE nns 3HWKEHHS XipypriyHOTO PHU3HMKY Ta
MOKPALIEHHS OCTaTOYHOTO pe3yibTaty [807].

Pexomenpamnii momo BJIA Ta MemukaMeHTO3HOI Tepamii y TMAaIi€eHTiB 3
HeonepabenpbHoro XTEJII' Oynm BCTaHOBIEHI Ha OCHOBI KJIFOYOBOTO HApaTUBHOTO
nuTaHHsa 8 (momatkoBi maHi, po3ain 10.1).

Pexomenpariss  1m010  BUKOPHCTaHHS  MEJIMKAMEHTO3HOI  Tepamii — rmepen
iHTepBeHIIIHOIO Tepamicto y narieHTiB 3 XTEJI[, skux BBaXkaroTh HeornepabeIbHUMH,
ane kauaunatamu Ha BJIA, 6a3yetbest Ha pociimkenni [TJIKIT IV (moxaTkoBi naHi, po3iia
10.2). Jloka3u cBimuaTh, IO MEPEMTIKYBaHHS TOKPAIIy€E JICTEHEBY T€MOJIWHAMIKY Ta
6e3mneky nporeaypu. Lle miaTBepKy€eThCS KITHIYHUM JOCBiOM dieHiB PoOo4oi rpymm.
OpnHak yepe3 HU3bKY JOCTOBIPHICTH JIOKA31B PEKOMEH/IAIIIS € YMOBHOIO.
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Komenmap po6ouoi epynu: Hewjo0agHe O0CNIONCEHHS NPOOEMOHCMPYBANO, U0
Kombinosane sacmocysanius pioyueyamy ma bJIA y nayienmis 3 XTEJII, axi 6yau susnami
HeonepabenvHumu 011 nposedenns JITE, 0oszeonsie ompumamu 3HAYHO Kpauje
sudcusantsi, Hidic sacmocysanns mononixysanns [Wiedenroth CB, Rolf A, Steinhaus K,
Adameit MSD, Kriechbaum SD, Haas M, Roller F, Hamm CW, Ghofrani HA, Mayer E,
Breithecker A, Guth S, Liebetrau C. Riociguat and balloon pulmonary angioplasty
improve prognosis in patients with inoperable chronic thromboembolic pulmonary
Hypertension. J Heart Lung Transplant. 2023 Jan;42(1):134-139. doi:
10.1016/j.healun.2022.08.011].

10.2.5. Cnocrepe:xeHHs1

Hezanexuno Bix pesynbtaty JITE/BJIA, mamieHTiB ciif peryjisipHO CIOCTepiraTw,
BKJIFOUAIOYM 1HBa3UBHY OLIHKY 3a jonomororo KIIC yepes 3-6 MicAiliB micist BTpy4aHHS,
IO JO3BOJISIE PO3TIIAAATH MYJIbTUMOJATbHUM MiAXia A0 JikyBaHHsA. [licis ycmimmHoro
JIKYBaHHS PEKOMEHIOBAaHO IIOpPIYHE HEIHBA3MBHE CIIOCTEPSIKCHHS, BKJIIOYAIOYU
exokapaiorpadiro Ta OIIHKY TOJIPAHTHOCTI JO (PI3MYHOTO HABAaHTAXKEHHS, OCKUIbKU
Oyno onucano peruausu JII' (pucynok 14) [806].

Ominka pu3uKy 3a gomomororo ado mkamu pusuky €TK/EPT, abo REVEAL,
po3pobnienoi mnsa JIAL, Oyma BanigoBaHa y MEIUKaMEHTO3HO JIIKOBAHMX MAIlIEHTIB 3
XTEJI [300,808,809], ane HEBimOMO, Ud Ma€ ii BUKOPUCTAHHS Oyab-AKI TEpareBTHYHI
HACJIJIKU a00 YM BIUIMBAE HA pe3yJIbTarT.

Hemae pganux abo KOHCEHCyCy WHIOJIO TOrO, SIKOKO € TepaleBTUYHA MeTa TMICHs
JITE/BJIA abo menukameHnTo3HOi Teparii y mamieHTiB 3 XTEJI. BitbimicTe excriepTiB
BBAXKalOTh, 1[0 METOIO € TOCSITHEHHs Kpaioro ¢pyHkiionansHoro kiuacy (I-11 @K BOO3)
Ta/abo HOpMaiizallis abo Maibke HOpMalri3allisi TeMOJWHAMIKM Yy CTaHl CIOKOIO, SIKY
ominioTh Tpu KIIC vepe3 3-6 micami micas npoueaypu (JITE a6o ocrannst BJIA), ta
MOKPAICHHS SIKOCT1 KHUTT.

10.3. Komanga 3 XpoOHIYHOI TPOMO0eMOOJIiYHOI JiereHeBOi TimepreH3ii Ta
KpuTepii 10cBixy

Jns  ontumizarii mepebiry xBopoow 1eHTpu XTEJIIT moBuHHI BigmoBimaTH
kputepisam nentpy JII' (po3aun 12) 1 matu mympraaucuumitinapay komauay XTEJIL, mo
CKJIQJIa€ThCA 3 Xipypra, SSKHil Mae qocTaTHik qocBin nposeaeHHs JITE, iHTepBeHITiOHICTa,
SKAW BOJIOJIIE MeTOAMKOW BHKOHaHHS bJIA, cmemiamicta 3 JII' Ta TopakaabHOTO
pazaiosyora, HaBYEHUX y IIEHTpax 3 BenukuM obOcsrom mposenenns JITE Tta/abo BJIA.
KoMaHnnma moBWHHA peryiasipHO 3yCTpidyaTHCSA IJIs PO3TIIANY HOBUX HAMpaBICHb Ta
BUTAJKIB Ticis JikyBaHHA. Imeanbno, mo6 nentpu XTEJII mpoBoammm Oinmbrre 50
onepariit JITE na pik [810] Ta manu 6imbmie 30 marienTiB abo BukonyBanu 100 mporeayp
BJIA na pik [781], ockinbku i U PU aCOIIIOIOTHCA 3 KpalluMH pe3yibTaTamu. LlenTpu
XTEJIT" Tako MOBUHHI MPOBOJIUTH MEIMKAMEHTO3HE JIIKYBaHHS MalieHTiB. Buxoasuu 3
perioHaTbHUX BUMOT, IIi TGP MOXKYTh OYTH CKOPUTOBAHI BIATIOBITHO /10 HACEJICHHS
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KpaiHu, ajie i/iealbHO KOHIICHTPYBATH BEJCHHS Ta €KCIEPTHU3Yy MAIlIEHTIB Yy LIEHTpax 3

BEJIMKHUM 00CATOM.

Pexomenmaninna TA0JIMIA 24A. Pexomengamii

oo

XPOHIYHOL

TPOMO00eMOOJIiYHOI JIereHeBOl TrinepreH3ii Ta XPOHIYHOro TPOMOOEeMOOTIYHOIO

3aXBOPIOBAHHS JIEreHb 0e3 JiereHeBol rineprexsii

Pexomennanis

Kiaac

pexomMenaamii

PiBenn
TOKA30BOCTI

XponiuHa TpoMG0eMOG0JIiYHA JiereHeBa rinepTen3is

JIoBiuHA y TepameBTUYHUX JI03aX AHTHKOATYJISHTHA Teparis
pekomenoBaHa s Beix namientis i3 XTEJIT [762]

[Mamienram 3 XTEJII' pekoMeHIOBaHO TECTyBaHHA Ha
anTudochomimiHuil CHHAPOM

[Tamientam 3 XTEJII' Ta antudocdominmiaHumM CHHIPOMOM
pEeKOMEHJ0BaHAa AaHTHUKOAryJIsiHTHA Tepamis AaHTaroHICTaMHu
Bitaminy K [103,764,765]

Pexomennyernscs, mo6 yci mamientn 3 XTEJII Oynu orisHyTi
koman 1010 X TEJIT" fy1st O1iiHKKM MYJIbTHMOIATBHOTO BeieHHs [54]

JITE pexomeH0BaHa SIK JIKYBaHHS BHOOpY JUIsl MAlLIEHTIB 13
XTEJIT" Ta ¢i0po3HUMHU OOCTPYKIISIMU B JIETEHEBUX apTepisix,
JOCTYIHUX JJIs1 XIpypriuHoro Brpy4anss [54,102]

BJIA pexoMeHmoBaHa Talli€eHTaM, $KI MaOTh TEXHIYHO
HEJOCTYITHI ypaxkeHHs a00 maroTh 3anumikoBy JII micnsa JITE ta

TUCTAIBHI OOCTPYKIIii, sIKI MiJIAIOTHCA OAJIOHHOMY BTPYYaHHIO
[54,102,783,784,789,793,798,811]

Pionuryar pexomMeHIOBaHWN JUIsi CHMIITOMHUX TIAII€HTIB 13
HeorepadenbHor0 XTEJIIT abo mepcucTyrouoio/penumBy0u0io
JIT" micnst JITE [775]

Pexomennyerncst TpuBasie cnocrepexenns micis JITE Ta BJIA, a
takox 3a namieHTamu 3 XTEJII, cradini3oBaHiii 3a JOIIOMOTOO
MeanKaMeHTOo3Ho1 Teparrii [782,805,806,812]

MyabTUMOJAIBHUHM MIIX1M CIIIJI 3aCTOCOBYBATH Il BEICHHS
namieHTiB 13 cridkoro JII' micns JITE Ta y mamientiB 3
neomnepabensnoro XTEJIT" [804,805,812]

C

C

lla

TpenpocTuHLT MIAMIKIPHO MOXHA PO3TIIsAHYTH y mamientis 3 I1I-
IV ®K BOO3, saxi wmators Heonepabenbny XTEJII' abo
criiiky/pennauyrouy JII' nicist JITE [776]

b

3acTocyBaHHS JIIKApPChKUX 3aC00iB, CXBAJECHUX MJIs JIIKYBaHHS
JIAT, ue 3a npusnaueHusm (off-label), moxxna posrmsmata y
CHUMIITOMHHX TMAIli€HTiB i3 HeomepabenbHoto XTEJI [55,777-
779,801,803]

b

VY mnauientis 3 HeomnepabenbHor0 XTEJIIT MokHa poO3risHyTH
koMOiHamito crumynsaropa pl'U/iDJIE-5, AEP [777] abo
NapeHTepaIbHUX aHAJIOTIB MPOCTAUKIIHY [776]

b

BJIA MoHa pO3TIISIHYTH 71 MAIIEHTIB 3 TEXHIYHO JOCTYITHUMH
YPaKEHHSIMH 3 BHCOKOIO YaCTKOIO TUCTATBLHUX OOCTPYKIIN 1 3

b
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HECTIPUATIMBUAM  CHIBBIIHOWIGHHSIM  PU3HUK:KOPHCTH  JUIS
nposeneHHs JITE
XponiuHa TpomMG0eMO0JIiYHA XBOP0Oa JiereHb 0e3 JiereHeBoi rinmeprensii

V nanientiB 13 XTE3JI 6e3 JII' JIOBTOTPUBAITY AHTHKOATYIHTHY IHA C
Tepariio Ciliji pO3TIIAIATH Ha iHMBiTyanbHiil OCHOBI
VY oxpemux cumntoMuHux mnamieHTiB i3 XTE3JI 6e3 JII' crix IHA C

PO3IIISIHYTH MEPCHEKTHBH ITyJIbMOHAIBHOT €HJapTepeKToMii abo
0aJOHHO{ aHTIOTIACTUKH JIETEHEBHUX apTepii

Pexomenpaniiina  tabuuusa  24b. Pexomenpgamii moao  XpoOHiYHOI
TPOMO00eMOOJIiYHOI JIereHeBOl TrinmepreH3ii Ta XPOHIYHOro TPOMOOEeMOOTIYHOIO
3aXBOPIOBAHHS JIereHb 0e3 JiereHeBol rineprexsii

Pexomenpauis Kunac
SkicTh Cuaa Kaac PiBenn
J0KA30BOCTi | peKoMeHaalil | pekoMeHaamii JA0KAa30BOCTi
V namienris 13 XTEJI, sxi € Hyxe YMoBHA lla B
KaHIUJAaTaMd  Ha  OaJoOHHY HU3bKa
aHT10TUTACTUKY JICTEHEBHX
apTepiif, 10 BTpy4YaHHS CIiJ
PO3TIITHYTH MOJIUBICTh
BHKOPHUCTAHHS
MeIMKaMeHTO3HO1 Teparii [ 798]

AEP — anTaroHicTi eHIOTENHOBUX perenTopis, bJIA — 6anonHa jereHeBa anriomiactuka, i®JE-5 — inribitopu
dhocdomiecrepasu 5, JII' — nerenena rineprensisa, JITE — mereneBa tpombenmaptepioekTomiss, XTEJII" — xpoHidHa
TpoMmbOoemOoiuHa JierereBa rinmeprensis, X TE3JI — xpoHigHa TpoMO0OeMOOITidHE 3aXBOPIOBAHHS JICTCHb.

* — JIOBrocTpOKOBAa aHTHKOATYJITHTHA Tepallis peKOMEHIOBaHa, KO PU3HK PEIUANBY TPOMOOEMOOITii TereHeBoi
aprepii € cepennim abo Bucokum [103], abo koM B aHaMHE31 HEMaE BEHO3HOT TpOMO0eMOOITii.

11. JIETEHEBA I'MTEPTEH3IA 3 HEACHUMUAU TA/ABO
MYJIbTU®AKTOPHUMU MEXAHI3BMAMU BUHUKHEHHS (I'PYIIA 5)

JIT' 3 HesicHuMu Ta/ab0 MynbTH(HAKTOPHUMH MEXaHi3MaMH PO3BUTKY (TaOmuist 24)
BKJIIOUYAa€ KUTbKAa CTaHIB, $KI MOXYTh YCKIQIHIOBATHCS CKJIAJHUMHM Ta 1HOII
B3a€MOIIEPEKPUBAIOYMMHU YPAXKEHHIMU JIETEHEBUX CyAuH. Xo4a rpyna 5 JII' npeacrasiisie
MeHI gociipkeni Gopmu JII', BoHa cKilagae 3HAYHY YAaCTHHY TJIOOQIBHOTO TATAps
JIT [1]. T'pyna 5 JII' BKiIro4ae: TeMaToioTidHI 3aXBOPIOBAHHS, TakKi SIK CEepIIonoiioHa
kiitnaHa aneMis (CITIKA) ta xponiuHi mienomnpodidepaTiBHI HOBOYTBOPEHHS; CHCTEMHI
po3JIain, Taki K capKoino3; MeTadoiuHI 3aXBOPIOBAHHS, TaKi K XBOp0Oa HAKOTTMYCHHS
TJIIKOTEHY; Ta IHII, Takli SK XpOHIYHA HHUPKOBA HEIOCTATHICTh, MyXJIMHHA JICTCHEBA
TpoMOoaHrionatis Ta ¢pidpo3Huit MeniacTuHiT. CITBHOI0 PUCOIO X 3aXBOPIOBAHD € TE,
o mexaHi3mu JII" morano po3ymirOThCs, @ YUHHUKH, 1110 CIIPHUSIOTh, MOXKYTh BKJIIOYATH,
OKpeMO a00 B KOMOIHAIll: TIMOKCUYHY JIET€HEBY Ba30KOHCTPHUKIIIIO, PEMOJICTIOBAHHS
JETCHEBUX CyIWH, TpoMm0o03, (iOpo3He pyiiHyBaHHS Ta/ab0 30BHIIIHE CTHUCKAHHS
JIETEHEBUX CYJIMH, JICTEHEBUW BACKYJIT, CEPIEBY HEIOCTATHICTh 3 BHCOKHM CEPIIEBHM
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BUKHMJIOM Ta JIIBOLUIYHOUKOBY CEpLEBY HEAOCTaTHICTh. Ll mamieHTH noTpeOyroTh
PETENbHOI OI[IHKH, a JIKyBaHHS OBUHHO OYTH CIIPSIMOBaHE HAa OCHOBHE 3aXBOPIOBAHHS.

Tadoauusa 24. JlereneBa rimepreH3sis 3 HesiCHUMHM Ta/a00 0aratopakTOpHUMH

MeXaHi3MaMH BUHUKHEHHS
Po3saau, noB’si3aHi 3 J1ereHeBoI0 rinepreH3icio

I'emaTonoriyni po3naau CrnankoBa Ta HaOyra XpOHIYHA T'€MOJITHYHA
aHeMis

* CepItOBUTHOKITITHHHA aHEMIst

* B-Tanmacemis

* Chepornutos

* CTOMaTo1MTO3

* AyTOIMYHHI po3iaau
XpoHiuyHi MienonpoidepaTuBHi po3aaau

* XpoHIYHA MIEJIOTEHHA JIEUKeMIs

* CripaB KHS TTOJTIIUTEM 5T

* [mionaTuyHMi Mienohiopo3

* EceHriaibHa TpPOMOOIIMTOTICHIS

* [ami
CucremHi posnaau Capkoinos
Jlereneswuii ricrionuTo3 KIiTUH JlaHTepranca
Hetipodibpomaros 1-ro tumy
MertabosniuHi po3naau XBopoOa HAKOTIMYCHHSI TIIIKOTEHY
XBopoba ['omre

XpoHIYHA  HHUPKOBA  HEIOCTATHICTH  0e3/3
reMogiajIiizoM

MikpoaHnrionaris, TOB’s13aHa i3 JIET€HEBUM ITyXJIMHHAM
TpoMO030M

Di16po3HUN MEAIaCTHHIT

11.1. I'emaToJsi0oriuHi MOpymeHHs!

[Tpu remorno6iHONATIAX 1 XPOHIYHUX TEMOJITHYHUX aHeMisiX, Bkitodaroun CIIKA,
JI' crana OCHOBHOIO MPHUYMHOKO 3aXBOPIOBAHOCTI Ta cMmepTHOcTi. Ilommupenicts JII,
nigTBepmkenoi KIIC, ctanosuna 6-10% y AOCTIIKEHHAX 13 TOPOCIMMH TaIlieHTaMH 31
crabimpHOrO CITKA [93,94,813]. [Namientn 3 CIIKA Ta npekaninspHoro JII' gacrimre €
TOMO3HWTOTHUMHU 33 TeMOTJIO0IHOM S, X04a neski MatoTh S-B0 tamacemiro (S-B0 thal) abo
remorio0in CIIKA [814]. TpomOoTH4HI ypakeHHS € OCHOBHMUM KoMmroHeHTtoM JII',
noB’si3aH01 3 CIIKA, gacrimme 3yctpivatorbes npu remorino0ini CITIKA [814]. [MamienTu 3
JIT" i CIIKA noBuHHI criocTepiratucs MyJdbTHARCIUILTIHApHUME KoMaHaMu 3 CITIKA Tta
JIT', OCKiJbKM JIIKyBaHHS aHeMil € KJIIOYOBOIO YacTHHOIO JikyBaHHs [814]. Icuye
HEJI0OCTaTHBO JAHUX JJIS MIATPUMKH BUKOPHUCTAHHS JIIKAPCHKUX 3aCO01B I JIIKYBaHHS
JIAT y namtientiB 3 JIT', moB’si3an010 3 CIIKA. ¥V nocmimkenni mamienTiB 3 CIIKA, y skux
mBuaKicte TP cranoBuna >2,7 M/c 1 nuctaniis 6-XT cranoBmia 150-500 M, JikyBaHHS
cuieHadUIoM HE MOKa3aJio BIUIMBY Ha MpOHAeHY AucTaHliio, 00’em TP abo piBeHb
HKMHVII, ane 301apmuiIo KUIBKICT rocmiTanizaii yepes oute [815]. [lonepenni nani
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CBIIYAaThb NPO KOPOTKOCTPOKOBY Ta JOBIOCTPOKOBY KOPHUCTh XPOHIYHHUX OOMIHHUX
TpaHcy3iid KpoBl y mauieHTiB 3 npekanuisipHoro JII', mo ycknagnioe CIIKA [816].
[Ipexaninspna JII', mo yckinaguioe CIIKA, Mae BaxnuBUM BIUIMB Ha BUKUBAHICTb, 3
3arajbHUM piBHEM cMepTHOCTI 2,0-5,3% y pi3HMX MONYJIALISAX 3 aHAJIOTTYHUM NEPI0IOM
crioctepeskeHHs (26 micsaiiB Ta 18 micaiiB BianosinHo) [94,817]. V Bunaaky B-tamacemii
1HBa3MBHA reMOJIMHAMIYHA OIlIHKa miATBepAwIa npekanuisipay JII' y 2,1% Bunaakis, Toi
K TMOCTKanuisipHuii npo¢ine Oyno 3Haineno y 0,3% [818]. Ilorenmiiini ctparerii
JIKYBaHHS OYIKYIOTh Ha IMOmIe po3yMmiHHA mnaTtodizionoriyHux mexanizmis. [lpu
cdeporuTosi crieHekToMis € pakropom pusuky s XTEJIT [819].

VY naiieHTiB 13 XpOHIYHUMHU MIENONpoaihepaTUBHUMH PO3JIaiaMu OyJI0 OMUCAHO
kibka npuyul JII' [820]. ¥V pa3i XpoHIYHOIO Mi€0JIeKO3y 30UIBIICHHS CEJIe3IHKU Ta
aHeMis  MOXYThb  TPHU3BOAUTH JO PO3BHTKY  TiMEPKIHETUYHOTO  CHHAPOMY.
['enarocrieHoMeranisi Takok MoxKe cipuuuHUTH po3BUTOK [lopT-JIAT. Binomi Bunanku
noteHuiitHo o6opoTHoi JIAI mpu 3acTOCYBaHHI TaKUX JIIKAPCHKUX 3ac001B, K Ja3aTHHIO,
003yTHHI0 1 MOHATHUHIO. Y pa3i cipaBKHBOT MOJIIUTEMIT Ta €CEHIIATLHOT TpOMOOIUTEMIT
HiIBUIIYEThCA PU3UK BeHO3HOI TpomOoemOomii ta XTEJII. Oxkpim Toro, tpom0 y
NIEYiHKOBHUX BEHAX MOJKE MPU3BECTH 0 cuHIpoMy banna-Kiapi ra, six Hacminok, no [Topt-
JIAT. TlozanereHeBuii TreMOIlO€3 Yy JIETCHSIX, SKUW YCKJIAIHIOE 1I10NaTHYHHUN abo
BTOPUHHUN Mi€T0(10p03, TAKOK MOKE CIPUUHHATH nucrHoe Ta JIT'.

JI' y rpymi 5 MOXe TaKOX CIOCTEpiraTucs TMpPH IHIIUX T'e€MaTOJIOTTYHUX
3aXBOPIOBAHHSX, TaKUX SIK 3arajbHUN BapiaOenpHUN IMYHOAEQIINUT, 3aXBOPIOBAHHS,
noB’si3aHe 3 imyHorioOymniHom G4, xBopob6a Kacimana ta curapom POEMS
(momiHeMpornarisi, opranoMerais, eHIOKPUHOMATIsl, MOHOKJIOHAJIbHA TaMManarisi, 3SMiHH
mkipu) [821-823].

11.2. CucteMHi nopyumieHHsI

3a moBimOMIICHHAMH, TTomupeHicTs JII' cepes mamieHTiB 13 capKoino30M CTAHOBUTH
6-20% [824]. Ilpuuunu € MyabTH(GAKTOPHUMH, BKIIIOUa0un (piOpo3yrode 3aXBOPIOBAHHS
JIeTeHb, TPAaHYJILOMH B JIETCHEBUX apTepisx 1/ab0 JereHeBUX BeHaX, (iOpo3yrouunii
MEJIIaCTUHIT Ta/a00 30BHINTHE CTUCKAHHS JTIM(PATHIYHUMHU BYy3J1aMU, JIETCHEBUM BaCKYJIIT,
XTEJII' i TIlopt-JIAI' [58,825]. ILle moB’s3aHO 3 BHCOKOIO 3aXBOPIOBAHICTIO Ta
IBUIIICHOI0 CMEPTHICTIO MOPIBHIHO 3 capkoigo3oMm 0e3 JII' [58,825]. 3rimHo peectpy
dakTopamu, K1 HE3aJIEKHO OyJIM OB’ 3aH1 3 MPOTHO30M, BKITIOYAIH MTOKA3HUKU (YHKIIIT
nerens (cmiBBigHOMEeHHS O®B1 mo ®XEJI i DLCO) i tonepaHTHICTh 10 (Hi3HUHOTO
HaBAaHTKEHHS (TECT 6-TH XBWJIMHHOI X060M) [58]. ¥V BemuMKOMY TOCIIIPKCHHI TSHKKOTO
capkoinosy, acomiiioBanoro 3 JII', mikapceki 3acobu mns mikyBanHs JIADT mokpamunu
KOPOTKOCTPOKOBY JIETCHEBY TE€MOJMHaMIKy Oe3 mokpaimieHHs auctaHiii 6-XT [59].
HeBenuki  panHmoMi3oBaHi  KOHTPOJBOBAHI  JIOCHIDKEHHS  TPOJEMOHCTPYBAIU
e(eKTHBHICTH JIIKAPCHKUX 3ac001B st JikyBaHHs JIAT y mux marfieHTiB, aje e norpedye
MATBEp/OUKEHHS Yy  Oumbmmx — gocuimkeHHsx  [826].  Koprtukocrepoinu  abo
IMyHOCYIIPECHBHA Tepallisi MOXYTh TMOKPAIIUTHA T€MOJIMHAMIKY Y BHOpaHUX TAIli€HTIB 3
AKTUBHMM TpaHyJEMaTO3HUM 3aXBOPIOBaHHSM. BaXiIMBO BiA3HAYUTH, IO KOJIHU
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M103PIOETHCS KOMIIPECs JIET€HEBUX CYAHH ((p10p0o3yrounii Me11aCTUHIT Ta/ab0 30BHIIIHE
CTUCKaHHS JIM(paTUHYHUMH By3samu), pe3yiapTatd KT anriorpagii nerenp ta [IET-KT
3a0e3MeuyloTh  J0JaTKOBY  1H(opMailito, sfKa  BUIPABAOBYE  3aCTOCYBAHHS
EHJIOBACKYJIIpHUX Ta/ab0 MpoTU3amabHUX MiAX0A1B. JIOBrOCTPOKOBE BHIXKHMBAHHS
3aJIMIIAETbCSI  HU3BKUM TMPU  CapKoigo3i, acouidoBanomy 3 JII, mo poOurts
TPAHCIUIAHTALIIO JIET€Hb PO3YMHUM BapiaHTOM JIIKYBaHHS i1 BHOpaHUX TAKKHUX
BUITA/IKIB.

Y Bumanky JereHeBoro ricriouuto3ly Jlanrepranca 3HIWKEHHS — (Di3UUHOL
mparne3aaTHOCTI, BIPOT1HO, HE TIOB’sA3aHEe 3 BEHTWISLIMHUMU OOMEXXECHHSIMHU, ajieé MOXKE
OyTu 1oB’si3aHe 3 TUChYHKIIEIO JereHeBux cyaud. Y 29 namienTis 3 JII', acouiiioBaHoro
3 JIereHeBUM ricTionuTo3oM JlaHrepranca, mikapcbki 3acoOu st JikyBaHHs JIAT
NOKPAIIMIIM TeMOJUHAMIKY 0e3 MoripieHHs piBHA KUCHIO [827].

Jlerenesa rinepTeH3sis, acolliiioBaHa 3 HeiipodidpomaTozom Tuty 1, € piAKicCHUM, ajie
TSOKKUM ~ YCKIIQJAHCHHSM, $IKE XapaKTePU3YETbCsS TMEpPEeBaKaHHSAM cepell JKIHOK
(cmiBBimHOIIEHHS >KiHKK/4900BiKK 3,9:1) [828]. V mmx mamieHTiB CHOCTEPIraeThes
cienudiyHe ypakeHHs JIETEHEBUX CYAWH, 1, HE3BaXAK4W Ha TMOTEHIINHUN
KOPOTKOCTPOKOBUHM e(eKkT JiKapcbkux 3aco0iB ana JjikyBaHHsS JIAI, mpornos
3aJIMIIAETHCS MOTaHUM. TPpaHCIUTAHTALIIIO JIETEHb CJIIJT pO3IJIsAaTH y BUOPAHUX MALlI€EHTIB
13 TSOKKOIO (opMOI0 3axBoproBaHHs. [lpu HasBHOCTI 3aJMIIKK HEOOXIIHO MPOBECTH
ckpuniar Ha I3JI 3a nmomomororwo KT 06e3 kontpacty Ta Ha JII' 3a momomororo
exokapaiorpadii [828].

11.3. MeTa0o0/1iuHi MOpymIeHHSA

XBOpoOM HAKOMHMYEHHS TJIIKOT€HY BHKJIMKAHI T'€HETMYHHMMH 3MIHaMH B OOMIHI
rKoreny, i Bunajaku JII' Oynu moB’s3aHi mpu XBopoO1 HAKOMMMYEHHS TIIKOTeHY Ty 1 1
2 [829]. Bunagxu JII" mepeBakHO omucaHi mpu XBOpoO1 HAKOMTWYEHHS TJIIKOTeHY TUIY 1,
Opu SIKIH 116 MOXE, YacTKOBO, OyTH CIPUYMHEHO Ba30KOHCTPUKTOPHUMH aMiHaAMH,
TaKUMH SIK CEPOTOHIH. Y JEAKUX CIOBIIICHHSAX JIKApChKi 3aco0u mis ikyBaHHS JIAT
BukopucroBysaiucs [830].

V marrieHTiB 13 XxBopoOoto ['o1ire, siki He OTpUMYBAIH JIKYBaHHS, MOKE PO3BUHYTHCH
JIT', mo cipuuriHeHa KOMOiHaIi€l0 (HaKTOPiB, BKIIOYAIOYH ACIUICHIIO, 3aKYIOPKY CYIHH
aHOMAJILHUMH MakpodaraMu Ta pEeMOJCIIOBAHHS JIETeHEeBUX CyauH. JIiKyBaHHS
(hepMEHTO3aMICHOIO TepaITiero Moke TokpamuTy repeoir JIT.

11.4. XpoHiuyHA HUPKOBA HEIOCTATHICTH

Xo4a XpOHIYHA HHPKOBA HEJOCTATHICTH 3arajioM BH3HAEThCS mnpuunHOn JIT,
natorene3 JII' 3anumaeTscst morano 3po3yMminmm, 1 JII' cmoctepiraeTbes y maiieHTiB 10
Ta mig 4ac pisHuX mianizHux mpoueayp [831]. HemaBue nmocaimkenns 3 KIIC 3504
MAIIEHTIB 13 XPOHIYHOIO XBOPOOOIO HUPOK MOKA3AJI0, [0 HAUTIOMHUPEHITUM (EHOTHIIOM
€ KoMmOiHOBaHa (3Mimana) moctkanuisgpHa JII', i el ¢peHoTun mMae HaWBUIIY CMEPTHICTh
[832]. Ioctkaminspua JII' 6yna onucana y 65% marieHTiB, SKi OTPUMYBaJIA TeMO/Iiai3,
ta'y 71% mnarienTiB 6e3 3amicHoi Tepamii Hupok [833].
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11.5. TpomOoTHYHA MIKpOaHTiONATIA NPH NYyXJIMHAX JereHb

JlereneBa myxJMHHA TPOMOOTHYHA MIKPOAHTr1ONAaTis MOB’sA3aHa 13 MIKpPOEeMOOTI€I0
NyXJUHHUMU KJIITUHAMU 3 OKIIIO31MHUM (DIOpO3HO-IHTUMAJIBHUM PEMOJIETIOBAHHIM
MaJiiX JIETEHEBUX apTepiil, JereHeBUX BeH Ta JiMpatuyHux cyaud. Lle pinkicHa npuynHa
JI', sika BUHUKAa€ BHACIIJIOK KUIBKOX MEXaHI3MiB, ajie, HMOBIPHO, 3aJHUIIAETHCS
HEJIOA1arHOCTOBAHOI0, 10 MIATBEP/KYEThCA pe3yiabratamu po3TuHiB [834]. lLle
MOPYIIEHHS  aCOLIIOETHCA 3  KapIMHOMAaMH, 30KpeMa KaplUWHOMOIO  IUTyHKA.
[Iporpecyroua OKJIO31s CyIWH 3pemTor0 mnpus3BoauTh 10 JII', ska 4acTto € TSHKKOIO,
BUHHUKAE PAITOBO, IIBUIKO MPOTPECYE 1 CYNMPOBOHKYETHCS MPOTPECYIOUYOIO TITOKCEMIETO.
KT rpynHOi KIiTKA MOKE TTOKa3yBaTH TUISIMUCTI 3aTEMHEHHS Y BUTJISAII MaTOBOTO CKJla Ta
cenTaabHi 3Haku (MaCKyBaHHS i1 JICT€HEBY BEHO3HOOKIIO31iHY XBOPOOY).

11.6. ®iopo3yrounii MeIiaCTHHIT

®i0po3yrounii MeniacTUHIT BUKIMKAHUM mpoiidepaniero ¢(piOpo3HOi TKAaHUHU B
MEJIaCTUHI, 110 OXOIUIIE OpraHu MeIIaCcTMHYy Ta CTHCKAaE MeIlaCTUHAIBHI
OopouxocynuaHi cTpykTypu [835]. Ilpe- abo moctkaniispHa JII' Moxe ycKiIagHIOBATU
nepedir ¢iopo3yryoro MeAiaCTUHITY Yepe3 30BHINIHE CTUCHEHHS JIETEHEBUX apTepii
Ta/abo nereHeBux BeH. DiOpo3yrouuii MeEAIACTHHIT MOXe OYTH IJIOMaTHYHUM a0o
BUKJIMKAaHUM OMPOMIHEHHSIM, 1H(]EeKIielo (TyOepKyabo3, TICTOIIa3M03) Ta CHCTEMHUMHU
3aXBOPIOBAHHAMM, TaKUMHM SIK Capkoigo3 Ta xBopoba, moB’s3aHa 3 IgG4,
¢bi16poiHhIaAMMATOPHUM 3aXBOPIOBAHHSIM, IO XapaKTEPU3YETHCS MiJBUIICHUM pIBHEM
IgG4 y cupoBarmi Ta iHUIBTpaIli€l0 TUIA3MAaTHYHUMHU KinituHaAMU [gG4+ 1 TsOKKUM
¢i6po3om B ypaxkeHux TkaHuHax [821]. JlikyBaHHS MOBUHHO OYTH CHpsIMOBaHE Ha
OCHOBHE 3axBOproBaHHS. UiTKe KIIIHIYHE IMOKpAIIEHHS MPH 3aCTOCYBaHHI JIKaApPChKHUX
3aco0iB misi sikyBaHHsS JIAIT He Oyno omucano. IlpomoHyrooThCs XIpypriuni Ta
€HJIOBACKYJISIPHI MPOIEAYPH I BUIAUICHHS a00 00X0 1y apTepiaibHUX Ta/ab0 BEHO3HUX
CTHUCKIB.

3a BimcyTHOCTI mo3uTuBHUX pe3ynbTaTiB PK]l momo 3actocyBaHHSI JiKapChKHUX
3aco0iB jus jikyBanHs JIADI' y mamientiB 3 JII' rpymu 5, JiKyBaHHS OCHOBHOTO
3aXBOPIOBAHHS 3alIMIIAETBCI CTaHAApPTOM BeaeHHs [836]. BaxiuBo, 1o ngeski
3aXBOPIOBaHHSI, ONMCaHi B Ta0auIli 24, MOKYTh MAaTH JICTCHEBUM BEHO3HUM KOMITOHCHT,
KWW MOJKE MPU3BECTH JI0 TIOTIPIICHHS CTaHy MPHU 3aCTOCYBaHHI JIKAPCHKUX 3aCO01B /IS
nikyBanns JIAI', mo Bka3ye Ha Te, 110 BUKOPUCTAHHS TaKUX JIIKAPCHKUX 3aC001B HE 3a
MpU3HAYCHHSIM Ma€ OyTHU JyKe 00epeKHUM, SKIIO B3araji MOKINBUM.

[Tname60-KOHTPOIBLOBAH1 PaHIOMI30BaH1 TOCTIKEHHS Hapa3i MPOBOASATHCS Y 100pe
¢denorunoBanux niarpynax JII' 3 HesichHumu Ta/ab0 MyabTH(GAKTOPHUMU MEXaHi3MaMH,
takumu sk JII', acorifioBana i3 capKoimo3oM.

12. BUBHAYEHHS HEHTPY JETEHEBOI I'TITEPTEH3II

Xoua JII' He € pigkicHuMm ctaHoMm, Tsokki ¢opmu JII', ocobmmso JIAIT i XTEJIT,
MOTPeOYIOTh BHCOKOCTICIIAII30BaHOTO JIKyBaHHSI. OCKUIBKM MEIWYHI IIEHTPU 3
MYJIbTUAMCIUIUTIHADHUMH KOMaHJIaMHd Ta BEJIUKHM OOCSTOM TIAIIEHTIB 3a3BUYai
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MPOMOHYIOTh HAWKpallMi CTaHJApT BEJAEHHS, AKUN MPU3BOAUTH JO KpaIIMX KIIHIYHHUX
pe3yabTaTiB, CTBOpeHHs LEeHTpiB JI[' € KIIHIYHO Ta E€KOHOMIYHO JyKe OakaHuM 1
MIATPUMYETHCSA MAIllEHTCBKUMH OpraHi3alisiMd Ta HayKOBUMHU TOBapucTBaMH. MeTta
ctBopeHHs1 ueHTpy JII' monsirae B ToMy, 1I00: mpuiiMaTd HOBUX TAIlIEHTIB 3a
HaIpaBJICHHSIM; BU3HAYaTH Ta JOCHIKYBaTH npuuuny JII'; peTenbHO (peHoTunyBaT Ta
PYTUHHO BECTH MAIIEHTIB 3 BUKOPUCTAHHAM MEIUYHUX, IHTEPBEHIINHUX Ta XIPYPri4HUX
MIJXO/1B; TICHO CIIBMIPAIIOBATH 3 1HIIMMHU 3aKJIaJlaMU CUCTEMU OXOPOHU 37I0POB’S JJIs
3a0e3MnedeHHs HallKpaluX pe3yabTaTiB s NAlIEHTIB; MPOBOJUTH ayAUT (3BITYIOUH PO
3MilIaHUM CKJIAJ] MAI[IEHTIB Ta MOKA3HUKH AKOCTI1); a TAKOXK OpaTH yyacThb y KIIIHIYHUX Ta
TPAHCIALIMHUX JOCHKEHHSIX 1 HaB4yaHHI. Bumoru, mo BKIIOYaOTh BHU3HAYEHHS,
MYJIbTUIUCHUIUTIHAPHY CTPYKTYPY, KUIbKICTh MAIIEHTIB Ta MPOLIEAYD, PIBEHb EPCOHATY,
a TaKOX HaBUYKU Ta pecypcu, HeoOxiaH1 y nenTpi JII', onucani Hux4ve Ta Ha pUCyHKY 16.
Kpurepii nns nutsauux uentpiB T1a uentpiB XTEJII' ommcani B 1HIIMX po3aiiax
(BimmoBimHO po3auau 7.8.3 Ta 10.3).
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f -

" -') Uentp serenesoi rineprensii

Koopaunyerbes roioBEHM wieHoM M/IK, BiAnOBiZa s HUM 32 My JIbTHAMCIMILUTIHAPHWH IAXIX

OcunosHa MJIK Posmupena M/IK

Kappaioaor/dapmakoiaor

KapaioTropakaasHuii Xipypr

IpunaiiMHi 2 cnenianicra,
AKI JIKYIOTB JIOCTATHIO
KUIbKicTh nanienTis JIT

rpstass sy ]
Akl Bonoairots EKMO
IaTepBeHniiiHMi _ —

CouiansHuii NpaniBHUK Mejcecrpa 3 HABYUAHHA —

BignoeizaasHMi 3a
SAROTA MeHeqzxep JaHHX

B€/ICHHSA NAIi€HTA 6
Siamoaimee © Temworr  pemmmonor

32 KOOPAHHALIIO

e CEhEEr e

PoGoui nponecu

Mepacecrpa

IIpunaiimui 2 mexcecTps,
AKi NPaIIoIoTh Ha 50%
3 xpopumu Ha JIT

MapmpyT i KIIHIYHAIH TPOTOKOJI Be/IeHHA NALIEHTIB

Etans Bij IarHOCTHKH /10 MOZAJBIIONO CIIOCTEPEesKeHH s, BKJIIOYAIOUH Mi3Hi cTajiil 3aXBOPIOBAHHSA, NAJIATHBHY CTA/Ii0 TA KiHellb JKUTTH

PerynsipHo, Ui 06roBOPeHHA MiX/IHCHHIUIIHAPHHEX ACIeKTIB iHAMBIlyaIbHOTO BeJIeHHSA NAIiEHTIR

Pozmipenns npag i MOAITHBOCTEH NAIEHTIB TA a/IBOKAIA

YiTka ycHa Ta MHCEMOBA iHGOpMalis /Uia NALieHTIB, AKa ONHCYE AIarHOCTHYHI POLEyPH Ta BaPIaHTH JIKYBaHHA;
CribHe ngﬂﬁnmﬂ Bill.lel-lb" cninm 3 EBOKAH_@' 0} TPYIOK0
B3aemozis 13 30BHINIHIME NOCTAYAIBHUKAMH Me/IHYHHX MOIYT Ta iHITHMH BIINOBITHHMH 3a1{iKaB/IEHHMH CTOPOHAMH

Jlikap 3aranbHOI NPAKTHKH, MicieBnii cnieniaict, corianbHi cmy:x6H, peabuniTaniiiei eHTPH, HalioHAIBHI CTy:k0H 3710poB’d, 1aGopaTopii,
CTPAaXOBHKH, IKOJ1a, po60Ta; CHOPTHBHHI KITY6, ICHXOJIOT TOIO

KonTtposs axoceri / AyinTH

36ip/peecTpallis JaHUX; MOHITOPHHT IHJHKATOPIB AKOCTI; PEryJIAPHi BHYTPIIIHI ayIHTH

JocniaxkeHHs, HABUAHHA Ta OCRITA

VuacTh y KJIIHIYHHX Ta TPAHCIANIHHAX A0WI/KeHHAX: BHK/IaZIaHHA KyPCiB Ha MiclleBiii, HanioHaIbHi# abo MikHAPOAHII OCHOBI

\ @ESC ® ERS

Pucynok 16. Cxema neHTpy JiereHeBoi rinepreHsii

BBC — Bpomxeni Bagu cepus, EKMO — exctpakoprnopaibHa MemMOpanHa okcureHanist kposi, JII' — nerenea

rineprensis, M/IK — mynpTuarcunIUTiHApHA KOMaH/A.
a — Kinbkicte Moke OyTu ajanToBaHa BiANOBIAHO A0 crienniku KpaiHu.

b — BixmnoBiganpHUM 3a BEACHHS MallieHTa MOXe OyTH CIelialbHO HaBYEHA MEICECTPa, COLlialbHHIl MPAI[iBHUK,

¢iziorepaneBT ad0 aIMiHICTpaTUBHUN NPALIBHUK 3 OpPraHi3alifHOro LEHTPY.
C — MoXyTb pO3TaIIOBYBAaTHCS B MAPTHEPCHKUX LIeHTpax. AganToBaHo 10 Biganzoli ta in. [846].
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12.1. YeraTrkyBaHHS Ta HABUYKH, HEOOXi/IHI /IS LEHTPY JereHeBol rineprensii

LlenTpn nereHeBoi TinepTeH3li MaloTh OOCIYrOBYBaTH JOCTAaTHIO KUIBKICTh
MALIEHTIB, SIKI OTPUMYIOTh Tepanito Bia JII', a Takok MaTh MOTIK HOBHUX Malli€HTIB, 100
BIJIMOBIZIATU CBOEMY cTaTycy. BianosigHo no Pexomenaaiiiii €Bponeicbkoro TopapucTBa
KapJioJiori/€Bporneicykoro pectiparopuoro toBapuctsa (ETK/E€PT) 2015 poky momo
niarHocTuku Ta JikyBaHHs JII' Ta BuMor €Bpomeiicbkoi pedepeHTHOT Mepexi 010
piakicHux pecnipatopHux 3axBoptoBaHb (ERN-LUNG), ineanbHa KiIbKICTh NAIl€HTIB,
SIKUX Ma€ 00CIIyTOBYBATH IICHTP IS TOPOCTUX IMOPOKY, HE TOBUHHA OyTH MEHIIIOIO HiXK
200, 3 sKUX IIOHaMeHIIIe TO0JIOBUHA MatOTh octaTtouHui aiarHo3 JIATL; uentp JII' Bene
monaiimenmie 50 namienTiB 3 JIAI' abo XTEJI' 1 npoBoauTh, moHaMeHIIIE, 1Bl HOBI
KOHCYJbTAIlli Ha MiCSIb 3 JOKyMeHTalbHO miaTrBepkeHow JIATT a6o XTEJIT
[25,26,837-839]. Lli mubpu MoxyTh OyTH amanToBaHi BIAMOBIAHO 10 CrHeHH(IUHUX
XapaKTePUCTHK KpaiHu (HEBEIMKE HACCIICHHSI, BeJTMKa reorpadiyHa TepuTopisi) 3a yMOBH,
1110 BCTAHOBJIEHO MILIHY CIIBIPAIIIO 3 IEHTPaMU 3 BETMKUM 00carom mnauieHTiB. Lle Hapasi
MOJICTITYEThCSl HASIBHICTIO O€3MEYHUX BIPTyadbHUX IIATGOpM (HAMpUKIad, CUCTEMA
yrnpaBiaiHHA KiiHIyHUMH nariieaTaMu ERN) [840].

Hanexna miaroroBka mnepcoHanay IEHTPY BKJIIOYAE€ OCHOBHI KOMIIETEHIIIi, K1
BUKJIQJICH1 Y paMKax Oe3nepepBHOro npodeciitnoro po3sutky €PT y cdepi 3axBoproBaHb
nereHeBux cyauH [841], 1 IpyHTY€eTbCSA Ha AOBIPAMBUX NPOdECifHUX A1SX, OMUCAHUX Y
OcHoBHi#t HaBuabHIM nporpami €TK [842].

Kuminiuni, pabGopaTopHi Ta Bi3yali3alliifHi MOMJIMBOCTI IIEHTPY BKIIOYAIOTh:
BIJIIIJICHHS, /1€ MEJHWYHI MpaliBHUKU MaroTh J0cBiA y jikyBaHHI JII'; cmerianizoBaHy
aMOyJiaTopHy clyx0y; BIIJIUIEHHS IHTEHCHUBHOI Teparii/peaHiMariito; Ii104000BY
€KCTPEHY JOTIOMOTY; BIJIIIJIEHHS 1HTEPBEHIINHOT paiojIorii; J1arHOCTUYHI BIITUICHHS,
K1 BKJIIOYAIOTh TpoBeacHHs exokappaiorpadii, KT-ckanyBaHHs, sepHy MEIUIMHY,
MPT, dizukanpHi TECTH Ta CHIPOMETPito; JIabopaTopiro KareTepu3allii mpaBuXx BiIiIiB
Ceplsi; TOCTYI J0 TEeHETUYHOTO KOHCYJIbTYBaHHS Ta TECTYBaHHS; a TAKOX IIBHIKHUH 1
JIETKUA JOCTYI JI0 KapaioTopakabHOI Ta CyauHHOI Xipyprii. KirodoBi miarHocTHYHI
IPOIIEYPH BUKOHYIOTHCS Y JOCTATHIN KIIBKOCTI JUIsl TapaHTIi €eKCIIepTU3H (HaNpUKIa,
BuMorn ERN-LUNG) [837]. AHanoriyHo 10 LEHTPIB «mepeqoBOi Teparii cepieBoi
HegoctatHOCTI» [843], entpu JII' mpononytoTs moBHUM criekTp Teparrii JIAL, qoctymHo1
y IXHIi KpaiHi (BKJIIOYAIOYM BHYTPINTHROBEHHI/MIAIIKIPHI MOXITHI MPOCTAIUKIIHY) Ta
MalOTh paHH1 MPOTOKOJW HampaBieHHs 10 1eHTpiB dikyBaHHs X TEJI[', Tpancruranraiii
JeTeHb Ta pealduTiTarifHux 1eHTpiB. OCKUIBKM OIiHKAa Ta paHHSA JOCTYIMHICTh HOBUX
JKAapChKUX 3aC00IB 1 METOJIB € KPUTHYHO BaknuBuMH, 1eHTpu JII' O6epyTh ydacth y
CHUTBbHMUX KIIHIYHUX JOCITIIHKEHHAX.

PerynspHi MyabTUANCIIUTUTIHAPHI 3YCTPi4l KOMaH/I1, BKIIOYAI0YH OCHOBHUX WICHIB
1, 32 HEOOXITHOCTI, 3aMPOIICHUX WICHIB (pO3MIUpPEeHa MYJIbTUIUCITUIIIIIHAPHA KOMaH 1)
(pucyHOK 16), € HCOOXITHUMU JIJISI BCTAHOBJICHHS Ta aJanTarii iHANBIAyTbHUX MUISXIB
BEJICHHS TMaIieHTiB. BemeHHs mamieHTiB (KOOpAWHAIlS 1HAWBIIYyaThbHUX MAapUIPYTiB
Malli€HTIB) MOBMHHO BKJIIOYATHU aJIMIHICTPATUBHY, COLIaJbHY Ta MEIUYHY MIATPUMKY.
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Huctanmiitnuii goctyn 1o nentpy JII' mo tenedony, enexkTpoHHIM momTi ado 1HIIMM
CIOoCOOOM € Ba)KJIMBOIO YAaCTUHOIO BeleHHs. HeoOXinHO BIpOBaKyBaTH CTpaTerii s
MIJBUIICHHS MEIWYHOI T'PaMOTHOCTI Ta MPUNUMATU CIHUIbHI PIIIEHHS IS MATPUMKHU
THCTPYMEHTIB, SIK1 JIONOMAararoTh MAlI€HTy NPUHHATH pimieHHs. [lepexin Binx AUTAYOTO
uentpy JII' 1o nopocnoro uentpy JII' BuMarae Hajies)kHOTO IJIaHYBaHHS JJIsI 3aM100ITaHHSI
nepepB y BeACHHI. 3aly4eHHs HaI[lOHATbHUX Ta/a00 MDKHAPOJAHUX acoIlialliil MaiieHTiB
JorioMarae po3poOUTH OpPIEHTOBAHY Ha Malli€HTa JOMOMOTY Ta MOIIMPIOBATH MEIMYHI
3HAHHS cepe]l MALIEHTIB 1 iX OMIKYHIB.

Lentpn JnereHeBoi TimepTeH3li MOBUHHI pPEECTPYyBaTH JaHI  MAII€HTIB,
BUKOPUCTOBYIOUM MICIIEBI, HalllOHaJIbHI a00 MDKHAPOAHI PEECTPU MAIIEHTIB, 1 MaTH
MOXJIMBICTh 3BITYBaTH NP0 I1HIAUKATOPU Mpolecy (IOTPUMAHHS MAIarHOCTUYHHUX 1
JIKYBAIBHUX PEKOMEHJAIliM, BKJIIOYAIOYM TPAHCIUIAHTAIlIO JIETEHb) Ta IHIUKATOPH
pesynbTaty JikyBaHHs, Takl sk @K BOO3, ¢izuuyna 37aTHICTH, TEMOAMHAMIKA, SKICTh
KUTTSI, YCKIIAJJHEHHSI Ta BHO)KMBAHHS. BOHM MOBMHHI PETYISPHO MPOXOAUTH ayIuT IJIs
OLIIHKH SKOCT1 HaJaHOI JOIIOMOTH.

Pexomennaniiina Ttabauust 25. PexomeHpamii Ji  LEHTPIiB  JereHeBOL
rinepreHsii
Pexomenmamii Kiaac PiBenn

OKA30BOCTI
C

Pexomennyerscsa, mo6 wuentpu JII' HamaBanm  momomory
MYJIbTHAUCIUIUTIHAPHOIO KOMAaHAOK (KapJioJior, IMyJIbMOHOJIOT,
pPEBMaToJIOT, MEIMYHA CECTPa, PaaioJIoT, CIEmialiCT ICUX0IOTIIHOT
Ta COIIATbHOT MATPUMKH Ta BIAMOBIIHA EKCIIEPTH3a 32 TTOTPEOOTO)
Pexomennyerncs, mo0 nentpu JIIT Manu mpsimi 3B’SI3KK Ta CXeMU
IIIBUIKOTO HAIMPABJICHHS 10 IHIIUX CIYX0 (TakKUX SK T'eHECTHYHE
koHcynbTyBaHHs, JITE/BJIA, TpaHcruianTtaiis JiereHb Ta CIy)kOa
JIIKYBaHHS BPODKCHHUX BaJI CEPIIST Y TOPOCIIHX)

PexomennoBano, mo0 nientpu JII' Beau peecTp mairieHTiB
PexomennoBano, mo6 nenrpu JII' cmiBmpairoBany 3 acoriiamisiMu
MaIicHTIB

Cnig  po3rIsiHYTM  MOXKIUBICTH — akpeautaunii  1neHtpis  JII' lla C
(https://ec.europa.eu/health/ern/assessment_en)
Cnin posrnsgHytd ywacte HeHTpiB JII' y CHUIBHMX KIIHIYHHX Ila C
JOCIIIKEHHAX
Hentpu JII' moBWHHI crmocTepiraTd 3a JOCTaTHBOIO KUIBKICTIO lla C
MAII€HTIB, 100 MIATPUMYBATH EKCIIEPTHHUM piBeHb (mpuHaiimMHI 50
natieuTiB 3 JIAT a6o XTEJII i moHaiiMeHIIIe 1Ba HOBUX BUITAAKH HA
Micsab 13 3agokymeHToBaHoto JIAIT a6o XTEJI), a Takox
PO3TIISIHYTH MOKJIMBICTh HAIAroXKEHHS CIIBIIpAIli 3 LIEHTPaMH, Je €
BEJIUKIH 00CAT Malli€HTIB

BJIA — 6anonHa nereneBa anriomactuika, JIAIT — mereneBa aprepianpHa rinmeprensis, JII' — nereneBa rinepTensis,
JITE — nereneBa Tpombennaptepioekromis, XTEJI" — xponiuHa TpoMOOEeMOOITiUHA JIeTreHeBa TilnepTensis.


https://ec.europa.eu/health/ern/assessment_en
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12.2. €Bponeiicbka pedepeHTHA Mepexa

VY 2017 poui €Bpomneiicbka KoMicis 3amycTuiaa €BponenchKi peepeHTHI Mepexi
(ERN) nns piakicHHX 3aXBOproBaHb, siki BkItouaiu ERN-LUNG 3 0CHOBHOIO MeEpexXero
JI'. €Bpomnelicbki pedepeHTHI Mepexi OpPIEHTOBAHI Ha TAIlIEHTIB YIMOBHOBAXKEHUX
LEHTPIB, Kl MPOMOHYIOTh KEPIBHUITBO Ta HaWKpalMi CTaHJAPT MEAUYHOI JOTIOMOTH Y
TPaHCKOPJOHHOMY KOHTEKCTi B €BponeiickkoMy Coro3i. Mepexa JII' Bkitouae monaz 20
MOBHOMPABHUX YJIEHIB, SIKI IIOPOKY 00cayroBytoTh 1500 HoBuX mamieHtiB 3 JIAT abo
XTEJIT" [844]. Bona Takox BKJIIOYAaEe MIATpUMYIOYl LEeHTpU y Benwukiii bputanii Ta
adiuniioBaHUX TapTHEPIB (SKIi HE O0OOB’S3KOBO MAlOTh BIAMOBIIATH MIHIMAJIbHUM
kputepism komreTeHTHOCTI Mepeki ERN-LUNG). ERN-LUNG Bumarae Ta KOHTPOJIIO€E
CTaHAAPTH JJI LIUX LEHTPIB.

12.3. Aconianii mani€eHTiB Ta pO3MIMPEHHS MOKJINBOCTEH NALIEHTIB

LenTpu nereneBoi rineprexsii MOBUHHI IH)OPMYBATH MALIEHTIB PO iX acoriallii Ta
320X0YyBaTH iX 0 BCTYIY B Taki Irpynu. Acolialii Dami€HTIB € [[IHHUM PEeCypcoM st
yIPaBIiHHS MAIlIEHTAMHU, OCKUIBKM BOHHM HAJAI0Th OCBITHIO Ta €MOIIMHY MIATPUMKY 1
MOKYTh MaTH TO3WTMBHMMA BIUIMB MJIA TOJOJIAaHHS CTPECy, HAJIaloud BIEBHEHICTH 1
dopmyroun norysian Ha KUTTS [845]. Pexomenayernces, mo6 nentpu JII' cniBnpaiitoBaiu
3 acolialisgMH TMaIll€HTIB B paMKax 1HIIATUB 3 PO3LMIMPEHHS MOXKIMBOCTEH MAIIEHTIB 1
MOKpAILIEHHS 1XHBOT'O JIOCBily, BUPIIIYIOYM Taki MUTAHHS, SK MEIUYHA TPAMOTHICTD,
u(poB1 HABUYKH, 3IOPOBUH CIIOCIO KUTTS, NICUXIYHE 3I0POB’S Ta CaMOYyIpPaBIiHHSI.
MenuuHa nonoMora MoOe HaJaBaTHCh OUIbII €(PEKTHMBHO Ta Pe3ylbTATUBHO, SKIIO
HallEHTH € TOBHONPABHUMU NapTHEPAMHU B LIbOMY IIPOLECI.

13. KIIFIOUYOBI IMOJIOKEHHSA

1) 'emonunamiune BuzHaueHHs JII' 6yno onoBieHo 3a napamerpom CpTJIA >20 mm
pT.cT. Busznauenns JIAI takox nepenbadae OJIC >2 on. Byzaa 1 T3JIA <15 mwM pt.ct. i
IPaHUYHI 3HAYEHHS Kpallle BioOpaxaroTh MeXi HOPMaJIbHHUX J1alla30HiB, aje MOKH 10
HE aCOIlIIOIOTHCS 13 HOBUMHU T€PANIeBTUIYHUMHU PEKOMEHAAIISIMH, OCKUTBKH €(DEeKTUBHICTH
tepamii JIAI' y namieHTiB 3 3axBoproBaHHsiM cyauH JiereHb ta CpTJIA 21-24 MM prT.cr.
i/a60 OJIC 2-3 ox. Byza mie HeBizmoma.

2) OcHoBHmil nmiarHocTH4HMIA anroput™ mus JII' OyB crhpoieHui, Claigyrodu
TPHUCTYIIEHEBOMY MIXO/y: BiJl MI03pH Y JIKapiB MEPIIOi JJAHKH, OI[IHKH 32 TOTTOMOTOI0
ExoKI" Ta miarBepmxenns 3a nonomororo KIIC y nenrpax JII'. [Ipu HasiBHOCT1 03HAK, SKi
ACOIIOIOTHCS 3 TIPIITUM MIPOTHO30M, BUIPAB/IAHUM € HeTallHE HAMpPaBIICHHS Ta JIIKYBaHHS
B nieHtpax JII'.

3) Crpareris ckpuniary JIAI' y maimi€eHTiB 3 CHCTEMHOIO CKIIEPOJICPMIEIO 1 THX, XTO
mae pusuk CJIAI, mpormoHyeThcsi Ha OCHOBI PE3yNbTATIB OMyOIIKOBAHMX KOTOPTHHX
JOCTifKeHb. 1i BHOPOBAIKEHHS MOXE CKOPOTUTH Yac BiJ TOSBM CHMITOMIB 0O
miarnoctuku JIAT .

4) IMokpamene po3nizHaBanHs o3Hak Ha KT 1 ExoKT" XTEJIT mig wac roctpoi TEJIA,
pa3oM 13 CUCTEMAaTHMYHUM CIIOCTEPEXKEHHAM 3a maiieHtamu micist roctpoi TEJIA, sk
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3a3HadeHo y Pexomennanisx €TK/€PT 2019 poky miofo QiarHOCTHUKU Ta JIIKyBaHHS
roctpoi TEJIA, NOBUHHO JOMOMOI'TH YCYHYTH «HefoaiarHoctyBanus» X TEJIL.

5) Ouinka cTpaTudikaiii pu3uKy 3a TpboMa rpynamu npu JIAI' Oyna yrouneHna micis
Baniganii B kuibkox peectpax. Kputepii MPT Tta ExoKI' Oynu gomani no tabmuii
E€TK/EPT, yrouyHIOIOYM HEIHBa3UBHY OLIIHKY ITiJ] 4aC JIIarHOCTUKH.

6) Crpatudikanis pu3MKy 3a 4OTHpPMa HaMpsIMaMHM, sKa PO3JAUISL€ BEIUKY Tpymy
CEPEIHbOTO PU3MKY HA MPOMIKHO-HU3BKUI 1 TPOMIKHO-BUCOKHM PU3UK, IPOIIOHYETHCS
MPU MOJANBIIOMY CIIOCTEPEKEHHI.

7) AnroputM nikyBaHHs JIAI' OyB CHpoOIlleHH, 3 YITKUM aKIIEHTOM Ha OIlIHII1
PU3HKY, KapIiOMyJbMOHAIBHUX CYNYTHIX 3aXBOPIOBAHHSAX Ta IUIAX JIIKYBaHHS.
[TouaTkoBa kOMOiIHOBaHa Teparlis Ta ecKajallisg JIKyBaHHS IIJI 4Yac TMOJAJIbIIOTO
CIIOCTEPEKEHHSI, SKIO 1€ HEOOX1/THO, € MOTOYHUMHM CTaHJAPTAMHU.

8) Poboua rpyma Hamaranacsi 3aKpuUTH PO3PUB MDK JUTAYOI0 Ta JOPOCIOIO
nornomororo mpu JIAT i3 TepaneBTUYHUMHU Ta MOAATBIINMH CTPATETiISIMU, 32aCHOBAHIUMHU
Ha cTpatudikailii pu3uKy Ta BiJMOBIJI1 HA JIIKYBaHHS, €KCTPANIOJILOBAHUMH 3 JIOPOCIHUX,
ajie aanTOBAaHUMM JIJIS BIKY.

9) PexomeHnpamii 1moa0 NUTaHb, IMOB’S3aHUX 31 CTaTT0, y mamieHTiB 3 JIAT,
BKJIFOUAIOYM BariTHICTh, OyJIM OHOBIIEHI, MpUYOMy 1HGOpMAIlis Ta CHUIbHE MPUNHHATTA
pIlICHb € KIIFOYOBUMH MOMCHTAMH.

10) Pexomenmariii momo peaburiTarii Ta nporpam ¢izudnux Brapas npu JII' Oynu
OHOBJICHI TICJIs MyOJTiKaIlil J0JaTKOBUX MIATBEPKYIOUUX JTOKA31B.

11) Bnepiie Hafano pekoMeHallli moao MeaukamenTo3noi tepanii JII' aiis rpymnu
3 JI', axi 0a3yrOThCS HAa OJTHOMY IMO3UTUBHOMY PAaHIOMI30BAaHOMY KOHTPOJIHOBAHOMY
JOCJTIJKEeHH] y namieHTi 3 [3J1.

12) Beeneno nousttss XTE3JI 3 a6o 6e3 JII', 1110 103BOJISIE MOAAIIBIIE TOCTIIKEHHS
IIPUPOTHOTO Tepediry Ta JiKyBaHHS 3a BigcyTtHocTi JII'.

13) Anroput™m nikyBanHs XTEJI[' 6yB 3MiHeHUH, BKIIOYAlOUW MYJITUMOAAIBHY

Teparito 3 BUKOPUCTAHHSAM XIpypridHOTO BTPYYaHHS, JIKAPChKUX 3aCO01B IS JTIKyBaHHS
JIT" Ta BJIA.

14. IPOTAJIMHU B JIOKA3OBIM BA3I

14.1. JlereneBa aprepianbHa rinepren3is (rpyna 1)

e HeoOxigHO BCTaHOBUTH €(EKTHUBHICTH Ta O€3MeKy JIKApChKUX 3ac001B s
nikyBanns JIAT y mamientiB rpynu 1 13 CpTJIA 21-24 mwm pr.ct., OJIC 2-3 on. Byna ta
JIT" mix yac pi3uyHOrO HaBaHTAKCHHS.

e [loTpiOHO mOCHIANTH POIB JIKAPCHKUX 3ac00iB /utst mikyBaHHsA JIAD' y pizHUX
miarpynax JIAT, smrogaroun JIAI, moB’si3aHy 3 IIMCTOCOMO30M.

e Ominka crpatudikarii pusuky npu JIAI moTpeOye momanbioi mpoCIeKTUBHOT
BaJlijamii 4epe3 JOCITIDKCHHS, OpPIEHTOBaHI Ha KIHIEBI TOYKH, Ta ONTHMI3AIlli Is
naitieHTiB 3 JIAI' Ta cymyTHIMU 3aXBOPIOBaHHSIMH.
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e Hosi ¢enotunu JIAI, ski croocTepiratoTbCsi y TMali€HTIB 13 3HAYHUMU
KapJIIOpECIIpaTOPHUMHU CYITYTHIMH 3aXBOPIOBAHHSIMHU, € MOUIMPEHUMHU 1 MOBUHHI CTATH
00’ €KTOM OUIBIIOT KUTBKOCTI JOCTIIKEHb.

e [loTpiOHO MOAATKOBO OLIHUTH BaxJIHMBICTh (heHOTHMIB mnauieHTiB 3 JIAI' Ta
3HAYYIIICTh CYMYTHIX 3aXBOPIOBAHb JJIsI IILOBOTO JIIKYBaHHS Ta JOCSTHEHHS KIHIIEBUX
TOYOK.

e [lorpibHO nomaTtkoBO ouiHWMTH BIIMB Tepamii JIAI' ta crparteriii jJikyBaHHS Ha
BIDKUBAHICTb.

e 3 ABIAIOTHCA JIIKAPChKi 3aco0u 1is aikyBaHHs JIAI' 3 HOBUMU MexaHi13MaMu i1
i HEoOXiZHO OIlIHUTH BIUIMB 1X JOJATKOBOIO BHUKOPHCTAHHS Ha pE3yJbTaTH B
paHI0MI30BaHUX KOHTPOJIBOBAHUX JAOCIIIKCHHSIX.

e Pousib MeTonIB Bi3yanizallii mpaBoro nuryHouka (exokapaiorpadis, MPT cepris)
y nmiarHoctuii Tta crpatudikamnii pusuky npu JIAI notpelOye moAanblioro BUBYEHHS.
3anponoHOBaHi IPaHUYH1 3HAYEHHS JUIs cTpaTU(iKallli pu3uKy NOBUHHI OyTH HaJIEKHUM
YUHOM BaJliJJOBaH1 B 0araToleHTPOBUX JTOCTIIKECHHSX.

e Poyib KapaiomyJbMOHAIBHOTO TECTY IIiJ Yac HABAaHTAKEHHS JUISI PaHHBOT
niarnoctuku JIAD y rpynax pusuky BunukHeHHs JIAI Ta B owinii nporno3y npu JIAT
Ha JIOJaTOK JO0 KIIHIYHUX Ta TeMOJAWHAMIYHMX JIaHUX TOTPeOYye IMOJaIbIIOTO
JIOCIIKEHHS.

e Pomp ExoKI' i KIIC mig yac ¢i3udHOTO HaBaHTaXEHHS Y TAIlI€HTIB, 5Kl
nepeOyBaloTh y Tpyni pusuky po3BuTky JIAI' Ta maroTh HEHOpMasbHI pe3yJbTaTH
KapAIl0MyIbMOHAJIBHOTO TECTy, ajnie HopMmaibHi nokasHuku ExoKI' B cTani cmnokoto,
TaKO0X MOTPeOye J0/IaTKOBOI OI[IHKH.

e BukopucranHs MeXaHIYHOI MATPUMKH KPOBOOOITY, 0COOIUBO, TIPU 00OPOTHIM
JII' abo y mamieHTIiB 13 MPOTPECYHOUYO IPABOOIYHOIO CEPIICBOI0 HEIOCTATHICTIO 3
BUXIJTHOIO CTpaTericro (HampuKiajd, TPaHCIIAHTAIllsl JIETEHb), IOBUHHO OyTH JOJIaTKOBO
BHUBUYCHO.

e [loTpiOHO AOMATKOBO JOCHIIUTH BIIMIHHOCTI B TPHPOJHOMY IIepediry Ta
BIJIMTOBI/I1 HA JIIKYBAHHS MIX JOPOCIUMH Ta JITHMH.

e HeoOxigHl momanmbIi AOCTIKEHHS MOA0 e(EeKTIB abiAIii JIereHeBoi apTepii
npu JIAI Ta inmux rpymax JII'.

e [loTpiOHO MOAATKOBO JOCTITUTH BILUIMB HaBAaHTa)KCHHS IICHTPIB, iX opraHizamii
Ta KOMIIETEHTHOCT] Ha PE3yJIbTaTH JIIKyBaHHS.

14.2. JlereneBa rinmepreH3isi, MOB’si3aHa i3 3aXBOPIOBAHHSIMHM JIiBHX BiJaijiB
cepus (rpyna 2)

o JlixyBanus mamieHtiB 3 JII' rpynu 2 moTtpeOye MOanbIioro BUBYCHHS B
pPaHAOMI30BaHUX KOHTPOJIBOBAHUX JAOCITIIKCHHSIX.

e HeoOxigHi J0MAaTKOBI  MOCHIDKEHHS IS TOJETIICHHS  HEIHBa3WBHOI
miarnoctuku JII', mos’a3anoi 3 CH30®B, ta BuBueHHs BigMinHocTi 11 Big JIAT .
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e Poip mnpoBokauiiHOI NPOOM 3 HABAaHTAXKEHHSAM PIAMHOI Ta TECTy Mif
HABAaHTAXXEHHSM JUIsI BUSBJICHHS JIIBOITYHOYKOBOI CEpIIEBOi HETOCTATHOCTI MOTpeOye
MMOAJbIIIOT BaIigarii.

e [loTpiOH1 HOMATKOBI JOCTIKEHHS, 10 30cepemkeni Ha 1DJIE-5 y naiieHTiB 3
CH306®B Ta ¢penorunom koMOiHOBaHOI ocTKanuisipHoi JII', 1 BOHU, Hapa3i, TPUBAIOTb.

e BrumB HOBUX JIKapChKUX 3ac00IB JJIsl JIIKYBaHHS CEPIEBOi HEAOCTATHOCTI
(OnoxaTopiB MIHEPAIOKOPTUKOIAHUX PELIENTOPIB Ta 1HI10ITOPIB HATPINA-3aJI€KHOTO KO-
TpaHcroprepa rimoko3u 2 tuny (IH3KTI2)) Ha JII', yepe3 3BOPOTHE PEMOCITIOBAHHS
JBOTO IUTYHOYKA, MMOTPEOYE MOATBIIOTO TOCTIIKEHHS.

14.3. JlereneBa rinmepreH3is, MOB’si3aHA i3 3aXBOPIOBAHHSIMH JiereHb Ta/ado
rinokcierw (rpyna 3)

e JlixyBanus mnauiedtiB 3 JII' rpynu 3 mnorpeOye mojanblIoro BUBYEHHS B
paHI0MI30BaHUX KOHTPOJIBOBAHUX JAOCIIIKCHHSX.

e VYTOuHEHHs (EHOTHIIB Oy/Ie KPUTUYHO BAXIMBHM, OCKIJTBKH II€ JOIIOMOXKE Y
PO3pOOIII KITHIYHUX BUIIPOOYBaHb.

e Heo06xigHO MOCHITUTH KITTHIYHY 3HAYYIIICTh Ta TEPANIeBTUYHI HACTIIKH TSHKKOT
JII' mpu 3aXBOPIOBAHHSX JIETEHb.

e [loTpiOGH1 TOBrocTpOKOBI AaH1 MPO €PEKTH IHTAIALINHOTO TPENPOCTUHLTY (Ta
IHIIUX JTIKapchkux 3aco0iB st nmikyBaHHs JIAIDY) y mamientiB 3 JII', moB’s3aHor0 13
3aXBOPIOBAHHSM JIETEHb.

e HeoOX1AHO MPOSICHUTH BIUIMB T1OOAPUYHOTO Ta TIMOKCHYHOTO CEPEOBHINA HA
noHaz 150 MUTBHOHIB JIFOACH, K1 )KUBYTh Ha BUCOTI moHas 2500 MeTpiB Haj piBHEM MODH,
1 TOTPIOHO TIPOBECTH JOCTIKEHHS JIJIsI OIIHKKH MOJKJIMBHX CTpPATeTriil JIKYBaHHS TaKoi
JIT.

14.4. Xponiuna Tpom00eM0O01iuHa JiereHeBa rinepren3is (rpyna 4)

e HeoOxigHOo moKpammTH JaUdEpeHIiaIifo MDK TOCTPOK Ta XPOHIYHOIO
Tpomboemboiero nereneBoi aprepii (TEJIA) na KT-anriorpadiuamnx 300pakeHHSX.

e V¥ mamienTiB 3 migo3poro Ha X TEJII" HeoOXiaHO BadiyBaTH 1arHOCTUYHY POJIh
JIBOEHEPIeTUYHOT KOMIT FOTEPHO1T ToMoTrpadii abo HogHOro cyOcTpaiifHOro KapTyBaHHS
MOPIBHIHO 3 BEHTWIAIIHHO-TIepy3iitHOIO crimaTUTrpadicto serens (V/Q).

e HeoOxigHO BCTAHOBHUTH BIUIUB MEIMKAMEHTO3HOI Teparlii Ha KiHIIEB1 TOYKHU TIPH
nikyBaHH1 namiedTis 3 XTEJIT.

e [lumi mixyBanus maimieHTiB 3 XTEJII' moBuHHI OyTH yTOYHEHI, OCKUIBKH JOCI
HesicHo, un HopmMatizariss CpTJIA ta OJIC npu3BOAUTH 10 TIOKPAIIEHHS PE3YIbTaTiB.

e Pomp BJIA mopiBasiHo 3 JITE moBuHHa OyTHM IOAAaTKOBO YTOYHEHA: SKE
JKyBaHHS MIIXOIUTh IS SKOro mamieHTa? Yu € BOHU €KBIBAJICHTHUMH JIJIS JIIKYBaHHS
CErMEHTApHOT0/CYyOCEeTMEHTapHOTO 3aXBOPIOBAHHS?

e V Bumagky HeomepabenpHoi XTEJII' abo mepcuctyrouoi/peruauBytodoi JII
JITE HeoOXimgHO OIlIHWTH TOTCHIIIMHY pOJb KOMOIHOBaHOi Tepamii JIKapChKUMU
3aco0amu auist JikyBaHHs JII'.
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e Poib MEIMKaMEHTO3HOrO JIIKYBaHHS SK MICTKa JIO0 IHTEPBEHIIMHOrO Ta
OINEpaTUBHOTIO JIKyBaHHA MOBUHHA OyTH O(iliiiHO MepeBipeHa.

e HeoOxigHl paHIOMI30BaHI KOHTPOJbOBAHI JOCHIKEHHS JUIsl PO3MEKYBAaHHS
edextiB JITE Ta panHboi peabuiiTallii B IpoI1ieci MOIadbIIOr0 CIIOCTEPEKEHHS.

e Bmus JITE, BJIA Ta MeaukaMeHTO3HOI Teparii Ha Mali€HTIB 13 XPOHIYHUM
TpOoMOOEMOOJIIYHIM JIETEHEBUM 3aXBoproBaHHsM 0e3 JI[' He BCTaHOBIEHU.

14.5. JlereneBa rimepTeH3issi 3 HeACHUMH Ta/a00 MyJabTH(HAKTOPHUMH
MexaHi3Mamu (rpyna 5)

e [loganwini qocmiKeHHS MOBUHHI 3a0e3neuntu iHGopmaliro s JikyBaHHs JII
rpynu 5, takux sik JII', 110 moB’si3aHa 3 cepnonoAioHO0 KIITUHHOI aHeMmiero, Ta JII', mo
OB’ s13aHa 13 CapKOig030M.

15. «IlI0 POBUTH» TA «4OIO0 HE POBUTH» BIJMNOBIIHO 10
CYYACHUMX PEKOMEHJIA LI

Pexomenmamii \ Knac? \ PiBenn
Pexomenaauii oo karerepu3anii mpaBuXx BijtijIiB cepiisi Ta TECTYBAHHSI HA BA30PeaKTUBHICTH
Katerepu3anis npaBux BiiijiB cepus

PexomeHnyeThCs TPOBOIMTH KaTETEPHU3AIIII0 MTPABUX BB CEPIls
g nigrBepkeHHs aiarHo3y JII' (oco6muBo JIAT a6o XTEJII) ta
JUIS IPUMHSATTS plllIeHb 1010 JIIKYBaHHS

VY martieHTiB 13 mimo3poro abo miaTBeppKkeHor JIIT pekoMeHyeThest
MMPOBOJIUTH KaTETEPH3AIlI0 MPABUX BIAAUIIB cepls Y JAOCBIIUEHUX
IIEHTpax

Pexomenayerscs, mo0 KareTepusaiisi MpaBUX BIIIUTIB  CEpIls
BKJIIOYQJIa TOBHUW Ha0lp TEMOJMHAMIYHHUX BHUMIPIOBaHb 1
BHKOHYBAJIACS BIAMOBIAHO JI0 CTAHAAPTHU30BAHUX MTPOTOKOJIIB
TecTyBaHHsI HA Ba30PeaKTHBHICTH

PexomeHyeThCss TTPOBOJIUTH TECTYBAaHHS Ha Ba3OpPEAKTUBHICTHh Y
MaIi€cHTIB 3 1II0IMaTUYHO K/ CIIaIKOBOK/aCOLIII0BAHO KO 13
JIKapChKUMU 3aco0amu uu TokcuHaMmu JIAD 1st BUSIBIICHHSI TUX, XTO
MOXe OYTH JIIKOBAaHHI BUCOKUMH JI03aMHU aHTArOHICTIB KaJIBIIIIO
PekoMeHyeThCSl MPOBOJUTH TECTYBAaHHS Ha Ba30PEAKTUBHICTH B
nentpax JII'

PekoMeHyeThCsl BBaKaTH MO3UTUBHOIO BIANOBIIb HAa TECTYBAaHHS
BazopeakTtuBHOCTI mpu 3HIKeHHI CpTJIA >10 MM pr.cT. 10
nocsrueHHst abcomorHoro 3HaueHHs CpTJIA <40 mm pr.cT. mpu
30UTbIIEHOMY 200 HE3MIHHOMY CEpPIICBOMY BHKH/II®

Jl11s mpoBeiIeHHs TECTYBaHHS HAa Ba30PEaKTUBHICTh PEKOMEH]IYETHCS
3aCTOCOBYBATH IHTIALINHUM OKCUA a30Ty, IHTAALIAHUNA UIOIPOCT
ab0 BHYTPIIIHHOBEHHUH E€MOMPOCTEHOI

TectyBaHHS Ha Ba30pEaKTUBHICTH JJIs BU3HAYEHHS KaHAWJATIB Ha
TEpaIlil0 aHTAaroHICTAMU KalblLil0 HE PEKOMEHIYETbCS Y MAIlIEHTIB
iHmux niarpyn JIAIT (okpiM i1i0naTH4HOT/cliaAKoBOi/acoLiioBaHoi 3
JiKapChKUMU 3aco0aMu uu TokcuHamu JIAT), a Takox y rpymax JII'
2,3,41a5

b

B
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Pexomenanii oo 1iarHOCTHYHOI cTpaTerii

Exokapaiorpadis (ExoKI')

ExoKI'  pexkoMmeHOyeTbcs  sIK  MEPLIOYEProBE  HEIHBA3WBHE
JIarHOCTUYHE AOCTIHKeHHsI pu mino3pi va JII

PexomenyeThcs Bu3HaunTH HMOBipHICTH JII' 32 nonomororo ExoKT,
IPYHTYIOUHCh Ha aHOMAJIbHIM IIBUAKOCTI perypriramii  Ha
tpuctyakoBomy kinamnati (ILITP) ta nassrocti inmmx ExoKI o3Hak,
ki cBiguath nipo JII' (quB. Tabmuiro 10)

PexomeHtyeThCsl 3aMIINTH paHilie BcTaHoBiIeHUH mopir st LITP
(>2,8 m/c) npu BuzHaueHHi imMosipHOcTi JII' 3a momomoror ExoKT,
HE JIMBJISIYMCH HA OHOBJICHHS T€MOIMHAMIYHOTO BU3HAYEHHS

MeToau Bizyasizamii

Bentunsamiiitno-niepdysiiine abo mepdy3iiiHe CKaHyBaHHS JETEeHb
PEKOMEHIYEThCS Yy TAIIEHTIB 3 He3 sicoBaHOO mpuunHoro JIIT s
omiaku HasiBHOCTI X TEJIT

KT-anriorpagiss nereHp pEeKOMEHAYETHCS MM Yac OOCTEKEHHS
nanieHTiB 13 migo3poro Ha X TEJI

PytunHi GioXiMi4HI, T€MaTOJOTIYHI, IMYHOJIOTIYHI JOCIIIKECHHS,
tectyBanHa Ha BIJI Ta Tectn Ha QyHKIIIO MMTOMOMIOHOT 3a7103U
pPEKOMEHIYIOThCA BCiM martieHTaM 3 JIAT myist BUSBICHHS CYMyTHIX
3aXBOPIOBAHb

AOnOMIHAIbBHE YIBTPa3BYKOBE MOCITIHKEHHS PEKOMEHAYETHCS IS
CKPUHIHTY MOPTAJIBHOI TinepTeH31i

T fiarHOCTHYHI TecTH

Tectn ominkm ¢yskiii gereab 3 DLCO pekoMeHayroTbes st
I0YaTKOBOI OIIIHKY maricHTiB 3 JII'

Binkputa abo TopakockormiyHa O10TICis JIEeTeHb HE PEKOMEHY€EThCS Y
namieHTis 3 JIAT

Pexomenganii moa0 CKpUHIHITY Ta MOKPAILIEHOr0 BHUSIBJIEHHSI JiereHeBOi apTepiajbHOI
rinepreHsii Ta XpoHiuHoI TPOMO0eMO0J1i4HOI JiereHeBoi rinepreHsii

CucremHa ckJjepojepMisi

VY mnamieHTiB 3 cuctemMHor0 ckiepojaepMieto (CC) peKOMEeHIyeTbCs
IOPIYHUIN CKPUHIHT Ha HasBHICTD JIAD

VY nmopocnux mamieHtiB 3 CC, TpUBaJICTh 3aXBOPIOBAHHS SKHX
CTaHOBHUTH OUIblIe 3 poKiB, 00’eM ¢opcoBanoro Buauxy (ODB)
>40% T1a DLCO <60%, pexkoMeHIyeTbcs BHKOPHCTOBYBATH
anroput™ DETECT nans BusiBiaeHHs 0€3CUMNTOMHUX TMAIlEHTIB 3
JIAT

V namienTiB 3 CC, K01 3aIHIIKA 3aJIMIIAETHCSI HE3 ICOBAHOIO MICIA
HEIHBAa3MBHOTO  OOCTEXEHHS, PEKOMEHAYETbCS  KaTeTepu3allis
MIpaBUX BIIUTIB cepiist Uil BUKItoYeHHs JIAT

XTEJI/XTE3JI

Y mamieHTiB 13 MEpPCUCTYIOYOr abo0 HOBOKO 3aHIIKOI0 YU
oOMexeHHsAM (i3MyHO1 akTUBHOCTI micis nepeHeceHoi TEJIA
PEKOMEH/YEThCS MOAANbLIE JAIarHOCTUYHE OOCTEKEHHS JUIsl OLIHKHI
HasisHOCTI X TEJIT/XTE3JI

@) @ @
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JUist CHMIITOMHUX TIAIIEHTIB 3 HEBIANOBITHUMH Aedekramu nepdysii
JereHb 4epe3 3 MicsAll MICHA aHTUKOAryssliifHOl Tepamii TrocTpoi
TEJIA pexomenayerscst HanpasieHHs 10 nentpy JII/XTEJI micns
BpaxyBanHsi pe3ynabTariB  ExoKI, MHYII/HKMHVYII Ta/a6o
KapAIoMyJIbMOHAIBHOTO TECTY ITiJI HABAHTAKCHHSIM

T

KoncyneryBanHs mono pusuky po3BuUTKy JIAIT Ta miopiunwmii
CKPUHIHT PEKOMEHIYEThCS I OCi0, sKI MaloTh IMO3UTUBHUN
pe3yibTaT Ha MYyTarlil, Mo TOB’s3aHi i3 po3ButkoM JIAL, Ta mis
POAWYIB TIEPIIOTO CTYICHSI CIIOPIIHEHOCTI MAIlI€HTIB 13 CIIaTKOBOIO
JIAT

VY nmamieHTiB, HampaBlieHMX Ha TPAHCIUIAHTAIII0 TICYiHKH, C
pexomenayetbest npoBoauTH ExoKI sik ckpuninroBuit Tect Ha JII'

Pexomenpauii momo OIIHKM THKKOCTI 3aXBOPIOBAaHHSI Ta PH3UKY CMepTi y nauieHTiB 3
JIereHeBOI0 apTepiaibHOI0 rinepTeH3icro

PekoMeHTy€eThCS OIIHIOBATH TSDKKICTH 3aXBOPIOBAHHS y TIAIIIEHTIB 3
JIAT Ha ocHOBI maHeN1 JaHUX, OTPUMAHUX MPU MPOBEAECHH1 KITHIYHOT
OIlIHKK, TeCTiB TiAg (IBUYHUM HaABaHTAKEHHSM, BH3HAYCHHI
6ioximiuaux mapkepiB, ExoKI" ta KTIC

JlocsiTHEeHHST Ta TMIATPUMAHHS HHU3BKOTO TMPOQUIF0 PHU3UKY 3a
JIOIIOMOT'OFO OIITUMI30BaHO1 MEIUKAMEHTO3HOI Teparmii
PEKOMEHIYEThCS SIK IUTh JIKYBaHHS y narieHTiB 3 JIAD

Jnst cTparudikaiii pu3WKy Ha MOMEHT BCTaHOBJICHHS JiarHO3Y
PEKOMEHIYEThCSI BUKOPHUCTAHHS TPUPIBHEBOI MoOeNli (HU3BKHUMA,
MPOMDKHHIM Ta BUCOKHUW PHU3MK) 3 YpaxyBaHHSM YCIX HOCTYIMHHUX
JAHUX, BKIIOYAIOUH TeMOIMHAMIYHI TOKAa3HUKH

Jnst crpatudikaiii pu3uKy Mia 9ac TMOMAIBIIOTO CHOCTEPEKEHHS
PEKOMEHIYEThCSI BUKOPUCTAHHS YOTUPHUPIBHEBOT Moemi (HU3BKUM,
MPOMDKHO-HU3bKHM, MPOMDKHO-BUCOKUN Ta BHUCOKHH PHU3HK), SKa
6azyerbcs Ha Bu3HaueHHI @K BOO3, pesynprarax 6-XT Ta piBHI
MHVYII/HKMHYVII 3 nonaTkoBUM ypaxyBaHHSIM IHIIMX 3MIHHHX 32
HEO0OXI1IHOCTI

Pexomenaanii oo 3arajbHUX 3aX01iB Ta 0COOJIUBUX 00CTAaBHH

3arajbHi 3ax01u

PexomeH1yeTbCsl TPOBOIUTH KOHTPOJIbOBaHI (DI3MYHI TPEHYBAHHS Y
naiieHTiB 3 JIAL nig yac MelMKaMeHTO3HO1 Tepanii

PexomeH1yeTbCsl HalaBaTH IICUXOCOLIAIbHY MIATPUMKY HalliEHTaM 3
JIAT

PexomeHtyeTbCsl TPOBOAUTH IMYyHi3alit0 mauieHTiB 3 JIAI mpotu
SARS-CoV-2, rpumy Ta Streptococcus pneumoniae

PexomennyeThes niypeTruHa Tepanis y namienTis 3 JIAI i3 o3Hakamu
IIPABOIIIYHOYKOBOI CepIieBOi HEIOCTaTHOCTI Ta 3aTPUMKOIO PIAMHU

PexomeHlyeTbCsSl TOBrOTpUBaia OKCUI'€HOTEpAIlisl y THallieHTIB 3
JIAT', y sikux mapuiajgbHHM THCK KUCHIO B apTepianbHiil kpoBi <§ klla
(60 Mm pr.cT.)"

Y pasi 3anidojgediuMTHOT aHeMii KOpeKIis 3amizofediuuTy
peKOMEHAYEThCs Y maiieHTiB 3 JIAT
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Buxopucranns iAIl®, BPAII, APHI, iH3KTI2, Gera-6iokaropis
abo iBabpaauHy HE peKOMEeHIyeThes y narienTiB 3 JIAL, skimio e He
BUKJIMKAHO CYIYTHIMH 3aXBOPIOBAaHHSAMHU (a came, BHCOKUM
KpPOB’SIHUM THUCKOM, IIEeMIYHOIO XBOpOO0OIO cepid,
JBOIIUTYHOYKOBOIO CEPIIEBOIO HEJOCTATHICTIO 00 apUTMIsIMU)

Oco00JMBi 00cTaBNHU

PexoMeHTyeThCsl IPOBOAUTH OKCHTEHOTEPAITIIO TMiJ 4ac MOJILOTIB Y
MAIIEHTIB, SIKI BUKOPUCTOBYIOTh KHUCEHb a00 y SIKUX MapliaibHUH
TUCK KUCHIO B apTepianbHiii kpoBi <8 klla (60 MM prt.cT.) Ha piBHI
Mopsi

Pexomenaanii 1151 :KiHOK AiTOPOJHOTO BiKYy

PexkoMeHyeThCs, 00 KiHKaM AiTtopoaHoro Biky 3 JIAIT Ha MOMEHT
JTIarHOCTUKKA OYyJI0 HAgaHO KOHCYJIBTAIIF0 MO0 PHU3HKIB 1
HEBU3HAYEHOCTEH, IMOB’SI3aHMX 13 BAariTHICTIO; II€ MAa€ BKJIIOYATH
PEKOMEH/IAIiI0 TIO0 3aro0iraHHs BariTHOCTI Ta HANpaBICHHS HA
TICUXOJIOTIUHY MIITPUMKY 3a OTpedu

PexomenayeTscss HamaBaTH KIHKaM JTITOpoaHOTO BiKy 3 JIAT wiTki
peKOMeHalii MO0 KOHTPAIEMIli, BPaxOBYIOYH I1HIWBiTyalabHI
MOTpeOU KIHKH, ajie BU3HAIOUH, 1110 HACHIIKA 30010 KOHTpALEIIIi €
3HauHUMU Tipu JIAT

Pexomenayetncs, mo0 xkinku 3 JIAT, sSiKi po3TIsIaloTh MOKIIUBICTh
BariTHOCTI a00 SIK1 3aBariTHUIN, OTPUMAJIA HETalHy KOHCYJIBTAIIIIO B
nocimgeHomy 1ieHTpi  JII'T 119 mOJermieHHS  TeHETHYHOTO
KOHCYJIbTYBAHHS Ta MPUUHATTS CHUIBHUX PIIIeHb, a TaKOX s
HaJIaHHS TICUXOJIOTTYHOT MATPUMKH MAIiEHTaM Ta IXHIM pOJuHaM 3a
noTpeou

Hms xinok 3 JIAI, ski BUpIIMIM TIepepBaTH  BariTHICTH,
PEKOMEHIIYETbCA TPOBOAUTH 110 mpouenypy B mentpax JIIT 3
HaJIaHHSM TICHXOJIOTTYHOT MIATPUMKH TMAIIEHTaM Ta iIXHIM POJIMHAM

OCKUIbKM TEpaTOTeHHUN BILTUB OYyB 3a(piKCOBaHM y NOKIIHIYHHUX
mozensx st AEP Ta piomuryary, Il JiKapchki 3acobu He
PEKOMEHAYIOTHCS M1 Yac BariTHOCTI

w @) (@) (@) @)

Pexomenaanii 1moao JikyBaHHsI Ba30peaKTHBHUX MALIEHTIB 3 ilionaTH4yHoOlI0, CIaAKOBOIO a00
acouiiioBaHow i3 JKapchbKUMH 3ac00aMH YHM TOKCHHAMM JIer€HEBOI apTepiaibHOI0
rinepreHsicro

PexoMeH1yt0TbCSl BUCOKI JI03M aHTAroHICTIB KaJbIIEBUX KaHAIIB y C
NAIIEHTIB 3 11101IaTHYHO0/ CTIaIKOBOIO/aCOLIIIOBAHOIO 13
JIKapCbKUMHU  3acobamu  abo  TokcuHamu  JIAL, ki €

«KPECIIOHACHTAMMWY IIPpU OI_[iHI_[i I‘OCTpOll. Ba30peaKTI/IBHOCTi

PeKOMeHJJyeTLC;I peTenbHe MOJNbllle CTIOCTEPEKEHHS 3 TOBHUM
HepeOI_IIHIOBaHH}IM yepe3 3-4 micsni Tepamnii (Bkiarouatoun KIIC) y
MAI[IEHTIB 3 1110MTaTHYHOIO/CIIaIKOBOIO/ACOII{0BaHOO 13
JiKapchKUMHU 3acobamu  abo TokcuHamu JIAI, dKki JIKyHOTbhCS
BHCOKUMH JI03aMHU aHTAroHICTIB KaJIbIIi10

ITponoBxkeHHsST BUKOPUCTaHHS BHCOKUX JI03 AQHTArOHICTIB KalbIIif0
PEKOMEHIyEThCS y MAIIEHTIB 3
1110ITaTHYHOIO/CIa/IKOBOIO/AaCcOIIIIOBAHOIO 13 JTIKAPCHKUMU 3ac00aMu
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a6o toxcuramu JIAI 3 I a6o II @K BOO3 3 noMiTHIM HOKpaIIEHHIM
remouHamiku (CpTJIA <30 mwm pr.ct. Ta OJIC <4 0. Byna)

Pexomennyerbcst posmouatn Tepamito JIAIT y mamieHTtiB, ki C
samumatoteest y 11 abo IV @K BOO3 abo y Tux, y KOro BiCyTHE

MOMITHE TIOKpAIIEHHS TEeMOJMHAMIKM TICIS  BHCOKHX 103

AHTaroHICTIB KAIBIIIO

AHTaroHiCTH KaJbLil0 HE PEKOMEHIYIOTbCS Yy TMaIli€eHTiB 0e3 C

MIPOBEJICHOTO JOCIIKECHHS Ha Ba30PEaKTUBHICTh a00 y THX, XTO HE
BIJINIOBIIa€ Ha JIIKYBaHHS, SKIIO TUTLKH BOHHM HE TPHU3HAYCHI JJIS
IHIIUX OKa3aHb (Hanpukiaja, penomen PeitHo)

Pexomenaauii oo no4aTkoBoi KOMOiHOBaHOI Tepamii epopajbHUMHM JiKAPChbKUMH 3ac00aMHu
AJISl MALIEHTIB 3 ilioNaTHYHOI, CNIaJKOBOI0 200 acouUili0BaHOIO i3 JiKapcbKMMM 3ac00aMu 4M
TOKCMHAMM JIereHeBOI0 apTepiajbHOI0 TrilepTeH3i€l0 0e3 KapAiomyJIbMOHAJBHUX CYHNYTHIX
3aXBOPIOBAHDb’

PekoMeHyeThCsl MOYaTKOBa KOMOIHOBaHa Teparisi aMOpi3eHTaHOM 1 B
Taganapiiom
PekomeHyeThCsl mOyaTKOBa KOMOIHOBaHa Teparisi MalUTEHTaHOM 1 B
Taganadpiiom
[TouaTkoBa KOMOIHOBaHa Teparis MallUTEHTAaHOM, TajaiadiioMm Ta B

CCJICKCHITIaroM HE pCKOMCHAYETHCA

Pexomenaauii oo mocaiioBHOi KOMOIHOBaHOI Tepamii JikapcbKUMHU 3aco0amMu ISl NALIEHTIB
3 imiomaTM4yHOI0, CNMAJKOBOI), ACOLIiOBAHOK i3 JIKAPCBKUMH 32c00aMH YU TOKCHHAMM
JIereHEeBOK0 apTepiaibHOI0 rinepTeH3iecro

3arajbHi pekoMeHaalii 1010 MOCaiI0BHOI KOMOIHOBaHOI Tepamii

PexomenyeThcst 6a3yBaTH ecKajalliro JIIKyBaHHS Ha OIIHII PU3UKY C

Ta 3araJIbHUX CTPATETIN JIKyBaHHS (IUB. aJITOPUTM JIIKyBaHHS)

Joka3u 3 gociaimkeHb i3 KOMOIHOBaHOI0 KiHIIEBOI0 TOYKOI0 3aXBOPHBAHOCTI/CMEPTHOCTI fIK
OCHOBHOIO MipOI0 pe3yJbTaTy

JlonaBaHHs MallUTCHTaHY 1o 1DJIE-5 abo B
MepOPATLHUX/ HT ATIALIIHHIX aHaJIoTiB MIPOCTALMKITIHY
PEKOMEHIYEThCS IIE 3HUKCHHS PHU3UKY o Tik

3aXBOPIOBAHOCTI/CMEPTHOCTI

JloraBaHHS ceNeKCUIIary Jo AEP'i/a6o 1DJIE-5 pexoMmeHy€eThCs 1151
3HI)KEHHS PU3UKY MOIH 3aXBOPIOBAHOCTI/CMEPTHOCTI

JlonaBaHHsS TEPOPATBHOTO TPEHPOCTUHUTY 1O MOHOTEparii 3
BukopuctanusiMm AEP a6o i®JIE-5/pionuryaty pekoMeHAyeThCs s
3HIDKCHHSI PU3HKY MOl 3aXBOPIOBAHOCTI/CMEPTHOCTI

JonaBanHs 0o3eHTaHy 10 cuiigeHadily He PEKOMEHIYETbCS s B

3HIDKEHHS PU3HKY MOMAIN 3aXBOPIOBAHOCTI/CMEPTHOCTI

Joka3u 3 gociilzkeHb i3 3MiHOI0 AUCTAHIil 6-XBHJIMHHOI X0AbOM SIK OCHOBHOI KiHIIEBOIO
TOYKOI0

JlonaBaHHs cuiaeHaduly 0 eHOoNpOCTEHONy PEKOMEHIYEThCS JUIs B

NOKpalieHHs (i3nuHOI 31aTHOCTI

Jloka3u 3 10ocaizKeHb i3 0e3neK00 KOMOIHOBAHOI Tepailil Ik 0CHOBHOIO MipOI0 pe3yJibTaTy

Komb6inyBanHs pionuryary ta i®JIE-5 He pekoMeH1yeThCst B

Pexomenamii o0 npoBeieHHs! INTEHCHBHOI Tepamii IpH JiereHeBiil apTepiajbHil rimeprensii
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[Ipn nikyBaHHI TMAIiEHTIB 13 MPaBOILIYHOYKOBOK CEPIIEBOIO
HE/IOCTATHICTIO Y BiIUIEHH] IHTEHCUBHOI Teparii peKOMEHIYETbCS
3aJy4aTd JKapiB i3 JOCBIIOM, JIKyBaTH NPUYMHHI (aKTOpH Ta
BUKOPHUCTOBYBATH HIATPUMYIOUYi 3aXOJH, BKIIOYAIOYM IHOTPOMH Ta
Ba30IPECOPH, 3MEHILICHHS 3aTPUMKH PIAWHU Ta JIKAPChKi 3aCO0H 15t
nikyBauHs JIAD, BiImoBigHO 70 cuTyaltii

Pexomenaauii moa0 TpanciuiaHTaiii JiereHb

PekoMeHyeThCSl HANPaBIIATH NMOTEHIIIMHO MIIXOIAIINX KaHIUATIB
Ha ONHKY /s TpaHCIUIAHTAIil JIeTeHb, KOJIM BOHH MAlOTh
HEaJIeKBaTHY BiINOBiOs Ha MEepopaibHy KOMOIHOBaHY Tepariro, 1o
BKa3ye Ha NPOMDKHO-BHCOKHUN ab0 BUCOKUHI pHU3MK a00 3a HIKAJIOIO
pusuky REVEAL >7

PexomeHIyeThCsSI BKIIFOYATH TAIEHTIB Yy JUCT HA TPAaHCIUIAHTALIIIO
JIeTeHb, SIKi MalOTh BHCOKHI PU3HMK CMEpPTi a00 3a MIKAJIOK PU3HKY
REVEAL >10, He3Bakaroud Ha OTPUMaHHS OINTHMI30BaHOT
MEIMKaMEHTO3HOT  Tepartii, BKJIIOUAIOYU MiAIKIpHI abo
BHYTPIITHHOBEHH1 aHAJIOTH TTPOCTAUKITIHY

Pexomenaauii o0 JiereHeBoi aprepiajbHOI rinepreH3ii, MoB’s13aH0i 3 JiKApCLKUMH 3ac00aMu
200 TOKCHMHAMH

Pexomennyerscss BcTanoBmoBaTd giarHo3 JIAI, moB’s3aHoi 3 C
JIKapChKUMHU 3aco0aMu ab0 TOKCHHAMH, Y TAIEHTIB, SKI Maju

BIJIMOBITHUMA KOHTAKT 13 UMW PEYOBUHAMH, 1 B IKUX BUKIIFOUCHI THIIT

npuannan JII'

VY mamienTiB i3 migo3poro Ha JIAD, ska moB’s3aHa 3 JIIKAPCHKUMU C

3acobamMu ab0 TOKCMHAMH, PEKOMEHAYETbCS HETailHO MPUIHMHHUTU
MPUIIOM IPUYUHHOTO areHTa, SKIIO 1€ MOKIMBO

Pexomennanii 1moao JiereHeBoi aprepiajbHOI rimepreH3ii, MoB’si3aHOi 3 3aXBOPIOBAHHSIMU
CIOJIYYHOI TKAHUHH

VY mnauientiB 3 JIAI, moB’s3aHOI0 3 3aXBOPIOBAHHSIMH CIOJIY4HOL
TKaHWHHM, PEKOMEHIYETHCS JIIKYBaHHS OCHOBHOTO 3aXBOPIOBAaHHS
BUIMOBIIHO JIO YNHHUX PEKOMEH IAITIN

VY mnauientiB 3 JIAI', moB’s3aHOI0 3 3aXBOPIOBAHHSIMHU CIOJIY4HOL
TKaHUHHU, PEKOMEH/IYETHCS 3aCTOCOBYBATH TOW CAaMUH alTOPUTM
JIKYBaHHS, 110 1 /U1 Mali€HTIB 3 igionatnyHoo JIAT

Pexomenpanii 1moao JiereHeBOi aprepiajibHOI rimeprensii, moB’si3aHoi 3 iHdekuicw Bipycy
imyHoneginuty aoaunau (BLI)

V nauientis 3 JIAT, nos’s3anoto 3 iHdekuiero BIJI, pekomenayeTbes
aHTHPETPOBIpYCHA Tepallis BIIMOBIAHO O YUHHUX PEKOMEHIAIlN

Pexomenganii mogo JiereHeBoi aprepiajibHOI rinmepreHsii, NOB’fA3aHOI 3 MOPTAJbHOIO
rinepreHsicro

ExoKI' pekoMeHlyeTbCs y MAlli€HTIB 13 3aXBOPIOBAHHSIMM MEYIHKH C
a00 MOPTAJILHOIO TINEPTEH31€l0 3 03HAKaMK ab0 CUMITOMaMH, IO
BKa3ytoTh Ha JII', a TaKOX SIK IHCTPYMEHT CKPUHIHTY y HAIli€HTIB, AKi
OLIIHIOIOTHCS JUIS TPAHCIUIAHTALil MeYiHKH ab0 TpaHC IOTYJISPHOTO

IIOPTOCUCTCMHOTO INYHTYBAHHA

Pexomennyethes, mo0 narientu 3 JIAI, moB’s3aHO0 3 MOPTATBHOIO
rinepTeH3iero, Oyl HampaBleHI OO LEHTPIB, SKi MawTh JOCBiX
BEJIEHHS MMAIlICHTIB 3 000Ma CTaHAMU

@
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Jlikapceki  3aco0m, cxBajeni gns  JikyBaHHs  JIAI, He
PEKOMEHYIOThCSI JUIsl TMAlLli€HTIB 3 MOPTAIBHOIO TIMEPTEH3i€l0 Ta
HeknacugikoBanowo JII' (tobro mimBumenuii CpTJIA, Bucokuit
ceprieBuit Buku 1 Hopmanbauii OJIC)

Pexomenaauii 11010 3aKpUTTS HIYHTIB Y NAWIEHTIB 3i CHIBBiIHOLIEHHSIM JIET€HEBO-CUCTEMHOTI0
KPOBOTOKY >1,5:1 Ha OCHOBI PO3paxX0BaHOI0 JIeT€HEBOI0 CYJAUHHOIO 010

VY marttieHTiB 3 Aedexrom MikmepeacepaHoi neperopoaku (JIMIIIT), C
nedexkrom MikILTyHOUKOBOT meperopoaku (JJMILIT) abo Bigkpuroro
aprepianpHoto  mpotokoro (BAII) ta OJIC <3 on Byna

PCKOMCHAYETHCA 3aKPUTTA IIYHTA

VY mnamientie 3 JIMIII ta OJIC >5 on. Byna, He3Bakarouu Ha C

nikyBaHHs JIAD', 3akpUTTS IyHTa HE PpEKOMEHIY€EThCS

Pexomenpaauii 1moao JereHeBoi aprepiajbHOi rineprensii, noB’si3aHol 3 BPOI:KEeHUMH BaJaMHu
cepis y 10pOCJauxX

Ouinka pu3uky

OniHka pU3UKY PEKOMEHAYETbCA sl MALIEHTIB 3 MEPCUCTYIOUYOIO
JIAT micns 3akpuTTs 1edexTy

JlikyBanust

Bo3eHTaH peKoOMeHIyeThCsl Y CUMIITOMHUX TMALIEHTIB 3 CUHAPOMOM
EilizenMenrepa asis nokpaiieHHs pi3su4HOi 3JaTHOCTI

Y xiHOK 13 cuHApoMoM  FEil3eHMeHrepa BariTHICTh  HE
PEKOMEHTYEThCSI

V nartienTiB 13 cuaapoMoM EiizeHMenrepa pyruHHa (ieboTomis s
3HIDKCHHS TIBUIIICHOTO TEMATOKPUTY HE PEKOMEHIYEThCS

O af W

Pexomenaauii moo JiereHeBoi aprepiajbHOI rinepreHsii 3 03HAKAMHM BeHO3HOI0/KANJISIPHOT O
ypaKeHHsI

PexomMeHIyeThCSI BUKOPUCTOBYBATH TIOEAHAHHS KIIHIYHHX —Ta
PaIioNIOTIUHUX JaHUX, aHAT3y Ta3iB apTepiaabHOi KPOBI, JIETEHEBUX
(YHKIIOHATPHUX TECTIB Ta TEHETHYHOIO TECTYBaHHS  JJIA
niarHocTuku JIAIT 3 0O3HaKaMu BEHO3HOTO Ta/ab0 KamuIspHOTO
ypaKeHHs  (BEHOOKIIIO3I{HOIO  XBOpPOOOIO  JIETCHB/JIETCHEBUM
KamuIIpHUM I'€MaHTiOMaTO30M)

InenTudikamis GianenpHux mytamiii EIF2AK4 pekomenmyerbes st
MiATBEP/PKCHHS  JlarHO3y  CIaJKOBOTO  BEHO3HOTO  Ta/abo
KaIuIIpHOTO ypakeHHA (BEHOOKII031iHA XBOpOo0a JiereHb/IereHeBUid
KamuUIIpHUA TéMaHTioMaTo3)

PekoMeHnyeThCs  HampaBJieHHS  BIANOBIAHUX  TAIli€HTIB 3
BEHOOKIJIIO3IHHOI0 ~ XBOPOOOK  JIEICHB/JICTCHEBHUM  KaIUISPHUM
reMaHrioMaTo30M JI0 LIEHTPY TPaHCIUIAHTALIl ISl OI[IHKH, SIK TUIbKU
BCTAaHOBJICHO J(IarHO3

bioncis nereHb He PEeKOMEHAYETHCS AJIS MiATBEP/UKEHHS IIarHO3y
BEHOOKJIIO31HHOT ~ XBOpPOOM  JIET€HB/JET€HEBOI0  KamuUIpHOTO
reMaHrioMaTo3y

Pexomenaauii o0 JgereHeBoi rineprexsii y airei

Hditn

PexomeHIlyeTbCSI ~ NPOBOAMTH  JIAarHOCTMYHE  OOCTEXEHHS,
BKJIIOYAIOYH KaTeTepH3allilo MpaBUX BB ceplisi Ta TECTYBAaHHS Ha
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TOCTPY Ba30pEaKTHBHICTH, 1 JikyBatu aireid 3 JI[' y meHTpax, mo
MAalOTh CIIELIaJIbHUM JOCBiA Y JiKyBaHHI qutsa4oi JIT'

Y pireii 3 JII' pexomMeHAyeThcs BceOIUHE OOCTEKEHHS st
MIATBEP/UKEHHS JiarHo3y Ta crenugiuHoi eriosorii (momidHo 10
JOPOCIINX, aJIe 3 AIANTAIIEI0 10 BIKY)

st minTBeppkenHs aiarHosy JIIT pekoMeHIyeTbesl KaTeTepu3allis
MPaBHX BIUIUTIB cepIst, OakaHO 10 MOYaTKy Oy/b-sKoi Teparii JIAT

VY niteit 3 imiomaTuuHOrO abo cmankoBoro JIAIT pekomeHyeTbCs
TECTYBaHHsS Ha TOCTPY Ba30PCaKTHUBHICTh Ul BHUSBICHHS THX, XTO
MOK€ OTpHUMAaTH KOPUCTH BiJ Tepamii aHTaroHICTAMH KaJbIi€EBUX
KaHaJIiB

PekoMeHIyeThCS OJIHAKOBO BW3HAYATH TO3WTHUBHY BIAIOBIb Ha
TECTYBAaHHSI TOCTPOI BA30PEAKTHBHOCTI y JAITE€H Ta TOPOCIIUX MUISIXOM
samkeHHs: CpTJIA >10 MM pT.cT. 10 JOCSITHEHHS aOCOJIOTHOTO
3HadeHHs1 CpTJIA <40 MM pT.CT., IpH 30UIbIIEHOMY 200 HE3MIHHOMY
CEPIICBOMY BUKH/I1

V nireii 3 JIAT pekoMeHyeThCs TeparieBTUYHA CTpATEr s, 3aCHOBaHA
Ha crpatudikamii puU3WKYy Ta  BIANOBIAl HA  JIIKYBaHHS,
eKCTParoJbOBaHa 3 IOPOCIHX, aJle aanToBaHa J0 BiKy

PexomeHnyeThCss MOHITOPHHT BIAMOBII HA JTiKyBaHHS y aite 3 JIAD
IUISIXOM CEPIMHOT OIIHKMA TaHesl JaHWX, OTPUMAHHMX 3 KJIIHIYHOT
omiaku, ExoKI', 6i0XiMiYHUX MapKepiB Ta TECTIB Ha TOJEPAHTHICTD
710 (I3UYHOTO HABAHTAKCHHS

HoBonapoakeni

PexomMeHIIyeThCSI  TPOBOJWTH ~ CKPUHIHT  HOBOHApOKEHHX 3
OpOHXOMYJIbMOHAIBHOO AWCIUIA3IEI0 HA HAsIBHICTD JIIT

Y HeMOBIAT 13 OpOHXOMYJIbMOHAIBHOW auctuiasiero ta JII' (abo 3
pu3uMKoM ii  po3BHTKY) Tmepen  modarkom  Tepamii  JIAT
PEKOMEH/YEThCSl JTIKYBaHHS 3aXBOPIOBAHb JICTCHb, BKIIOYAIOUU
riOKCilo, acmipallilo Ta CTPYKTYpPHI 3aXBOPIOBAHHA JUXaIbHUX
NUISIXIB, @ TAKOXK ONTUMI3AIlIS TUXAIbHOT MIATPUMKHI

Pexomenganii oo JiereHeBoi rinepreHsii, moB’si3aHol i3 3aXBOPIOBAHHSIMHU JIIBMX BilgijiB
cepus

Y nmarmieHTiB 13 3aXBOPIOBAaHHSAMH  JIIBUX  BUIIUTIB  cepIiist
PEKOMEHAYETbCS ONTUMI3YBaTH JIIKYBaHHS OCHOBHOIO CTaHy Iepes
PO3IJIs1I0M OIHKHU io3pu Ha JII

Karerepusaiiist npaBux BiIAUIIB ceplsl PEKOMEHAYEThCS P M1103pi
Ha JII' y marjieHTiB 13 3aXBOPIOBAHHSAM JIIBUX BiAJUIIB CepIs, SAKIIO 1€
JIOTIOMO>KE Yy IPUHHATTI pillleHb 1010 JIKYBaHHS

Karerepuzariis mpaBux BiAJILTIB Cepiisi PEKOMEHIYEThCS Y MaIli€HTIB
13 TSOKKOI TPUKYCHIIaIbHOK  perypritamiero 3 abo 0e3
3aXBOPIOBAHHS JIBMX BUAUIIB cepus Imepex XipypriyHum abo
IHTepBEHIIIHHUM BITHOBJICHHSM KJIanaHa

J171g maItieHTiB 13 3aXBOPIOBAHHAM JIIBUX BIUIUTIB Ceplls Ta MiJ03POI0
Ha JII" 3 03HaKaM¥ BUPaKEHOTO MPEKAMIIPHOTO KOMIIOHEHTa Ta/ab0
MapkepaMu TUCHYHKI[T TMPaBOro MUIYHOYKA PEKOMEHIYEThCS
HampaBiieHHs g0 ueHTpy JII' 11 TOBHOTO MIarHOCTUYHOTO
00CTe)KeHHs
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VY mamieHTiB i3 3aXBOPIOBAaHHSAM JIBUX BIAJIUIB cepus Ta
KOMOIHOBaHOI  (3MINIAHOIO)  TIOCTKANUISIPHOIO  JIETCHEBOIO
rinepreH3i€l0 3 BUPWKEHUM  MPEKANUIIPHUM  KOMIOHEHTOM
(manpuknam, OJIC >5 oJ. Byna) PEKOMEHIYEThCSI
THIMB1TyaJTi30BaHUH MiIXi] 0 JIIKYBaHHS

Ko nmanientu 3 JII' Ta KinbkoMa (akTopaMu pu3nKy 3aXBOPIOBAHHS
JBUX BIAIUTIB cepus, SIKi MalOTh HOPMAJIbHUI THUCK 3aKIMHIOBAHHS
JIETEHEBO1 apTepii y CTaHl CIIOKOK, ajieé aHOMaJIbHY BIAMOBIIL Ha
¢Gi3nyHe HaBaHTAXKEHHS a00 MPOBOKAaIiHHY MpolOy 3 PpiIuHOIO,
OTPUMYIOTh  JIIKYBaHHSI JIIKApChKUMH  3acobamu gt JIAT,
PEKOMEHIYEThCSl PETEIIbHUN MOHITOPUHT

Jlikapcbki  3acobm, cxBayieHi g JikyBaHHs JIAD, He
pexomMeHaytoThes npu JII, moB’s3aHiil 13 3aXBOPIOBAHHSAMH JIBUX
BizyIiniB ceprs’”

Pexomennauii moao JjereHeBoi rinmepren3ii, mMoB’sA3aHOI i3 3aXBOPIOBAHHAMM JiereHb Ta/a0o
rinokciero

Axmo mino3proerbest JII' y maimieHTiB 13 3aXBOPIOBAHHSIMU JIETEHb, C
pexomenyeTbes mpoBouTH ExoKI' Ta inTepnperyBaT pesyabratn
B TMO€QHAHHI 3  aHaNI30M Tra3iB  apTepialpbHOl  KPOBI,
(YHKIIOHATPHUMH JIETEHEBUMH TECTaMHU, BKIIIOYAIOYH AUQY3IHHY

3matHICTh JiereHb Ta KT-anriorpadiro rereHeBux CyauH

VY mnamieHTIB 13 3aXBOPIOBAaHHSAMH JIeTeHb Ta Mimo3poro Ha JII
PEKOMEHTYEThCSI OTNITUMI3YBATH JIKYBaHHS OCHOBHOTO
3aXBOPIOBaHHS JIETCHb, a TaKOX, 3a HEOOXITHOCTI, TIMOKCeMIi,
MOpYIIeHb JTUXaHHS i dYac CHY Ta/abo  ajbBEOJISIPHOI
riIOBEHTUIIALIT

VY marieHTiB i3 3aXBOPIOBAHHIMMU JIET€Hb Ta IMiI03pOI0 Ha TsHKKY JII
ab0 KoM ICHye HEBU3HaueHICTh 1momo JikyBanHa JIT,
PEKOMEHIYETHCS HAlpaBJIeHHs 70 eHTpy JII!

VY nmamieHTiB 13 3aXBOPIOBAaHHAMHU JiereHb Ta Tsokkoro JII
pPEKOMEHAYEThCS 1HAMBIAYaTi30BaHUN MIIX1J 0 JIIKYBaHHS

PekoMeHyeThCS  HaAmpaBiATH  BIANOBIAHUX — MAIll€HTIB 13
3aXBOpPIOBaHHAMU JiereHb Ta JII' Ha OIIHKY I TpaHCIUTAHTAIli
JIETEHb

VY naimieHTiB 13 3aXBOPIOBaHHSMHU JiereHb Ta mifgo3poro Ha JII
PEKOMEH/YETbCS KaTeTepu3allis NpaBUX BIAAUIIB cepls, SKIIO
OUIKY€ThCS, 110 PE3YJIBTAaTH JOIOMOXKYTh Y IPUHHATTI pillieHb 11010
JIKyBaHHS

3acTocyBaHHs aMOpi3eHTaHy HE peKOMEHyeThbes y nauieHTis 13 JIT,
OB’ 5I3aHOIO 3 11I0NAaTHYHUM JiereHeBUM (hibpo3om

3acTocyBaHHS PIOLMIyaTy He peKOMeHAyeTbes y mauieHTiB 13 JII,
MIOB’3aHOIO 3 11I0MATUYHUM IHTEPCTUIIAJIbBHUM THEBMOHITOM

3acTocyBaHHS JIIKapChbkMX 3aco0iB  ans  jikyBaHHa JIADT He
PEKOMEH/YeTbCS y TMAIllEHTIB 13 3aXBOPIOBAHHSMHU JIETeHb Ta
HeTsKKor0 JITX

Pexomenganii moao XpoHIYHOI TPoMO00eMOOJIIYHOI JiereHeBOI TrimepreH3ii Ta XpOHIYHOrO
TPOMO0eMOOJTIYHOr0 3aXBOPIOBAHHS JIereHb 0e3 JiereHeBoi rineprexsii

XTEJIT
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PekoMeHyeThCS  JOBIYHE 3aCTOCYBaHHS TEpPANeBTUYHHX JIO3
aHTUKOAryNsHTIB Yy BCix nanieHTiB 3 XTEJIT®

TecryBanns Ha antudochoMNiAHUNA CHUHAPOM PEKOMEHIYETHCS Y
namienTis 3 X TEJIT

YV mamientiB 3 XTEJII' Tta antHdoOCchOmmIHUM CHHAPOMOM
PEKOMEHYEThCSl aHTUKOAryJISTHTHA TEPAIlis aHTarOHICTaMH BiTaMiHy
K

Pexomennyerncst, mo0 yci mamientu 3 XTEJIIT Oynu ormsHyTi
koMaHnor XTEJII mist OMiHKA MOXJIMBOCTI MYJIBTHMOJAIHHOTO
JIKYBaHHS

JITE pexoMeHAy€eThCS SIK METOJT BUOOPY JIIKYBaHHS IS TIAIIE€HTIB 3
XTEJII' ta ¢iOpo3HUMH OOCTPYKIISIMH B JIETEHEBUX apTepifXx,
JTOCTYITHHMH ISl Xipyprii

BJIA  pexomeHIyeTbcs Y  TAami€eHTIB, SKi  TEXHIYHO €
HeorepabensHuMH, abo MaroTh 3amumkoBy JIIT micns JITE Ta
JMCTaBbHI OOCTPYKIIii, IKi MOYKHA YCYHYTH 3a gonioMororo bJIA
Pionuryar pexkoMeHIyeThcs I8 CUMIITOMHUX TAIlIEHTIB 3
neonepabensaoro XTEJIIT abo mepcuctyrouor/penuanByrodoro JII°
micast JITE

Pexomennyetnscs nosrorpusaie cnocrepexents micis JITE ta BJIA,
a takox juis namienTiB 3 XTEJIT, ski oTpuMyoTh MEIUKaMEHTO3HY
Teparito

PexomeHnaanii o0 neHTpiB JiereHeBoi rinepren3ii
Pexomennyerscsa, 106 uentpu JIIT  HamaBamm  AOMIOMOTY
MYJIbTHAUCIHUIUTIHAPHOIO KOMAaH/I0I0 (KapJioJioT, ITyJIbMOHOJIOT,
pPEBMATOJIOT, MEJICECTpa-CIeIlialicT, PajioJioT, CHEIIaIICT, SKAN
HaJa€ TICUXOJIOTIYHY Ta COI[iJIbHY IATPUMKY, BIIMOBidaTbHUN
yeproBuii (paxiBerrp)

Pexomennyetnces, mo6 nentpu JII' manu npsimi 3B°SI3KM Ta IIBHJIKI
JOCTYNU A0 IHIIMX CIyXO0 (TakuX SK FeHETHYHE KOHCYJIbTYBaHHS,
JITE/BJIA, tpaHcmiaHTaliss Je€reHb, Cay:K0a I JOpPOCIHMX i3
BPOJIKEHUMH BaJlaMU CeplLis)

Pexomennyetnces, mo6 nentpu JII' Benu peectp naiieHTiB
Pexomennyetncs, mo6 uentpu JII' chiBmpairoBanu 3 acoruiamisiMmu
Mari€eHTiB

C
C

AEP — anraronictu eHgoreminoBux penentopiB, bJIA — Oanonna nerenesa amriommactuka, BAII — Bigkpura
aoptambHa mpotoka, JMIIIl — medexr mibkmepencepmuoi meperuHku, [IMII — nedekr MiKILTYHOUKOBOI
neperunku, ExoKI — exokapmiorpadis, iAIl® — inridiTopu aHrioTeH3nHNIEpeTBOpIotouoro pepmenty, iGAE-5 —
iHridiropu dochoniecrepasu 5, JIAI' — nereneBa aprepianbHa rineprensis, JII' — nerenesa rineprensis, JITE —
nereneBa TpomOennaptepioektomisi, OJIC — omip nereneBux cymun, Ox. Byna — ogununs Byma, CpTJIA —
cepenHiil Tuck B sereHeBit aprepii, CC — cucremna ckiepogepmis, XTEJII' — xponiuna TpomOoemOomiuHa
nerenesa rineprensis, IITP — mBuakicTs TpukycniganbHoi perypritauii, 6-XT — TecT mecTuXBUIMHHOI XOABOH.
& — Kuac pexomeH nariii.

® _ PiBeHb JI0KA30BOCTi.

¢ TecTyBaHHS TAKOXK CITi/l IPOBOIUTH MariieHTaM i3 mouarkoBum CpTJIA <40 MM pT.CT., JUIsl SIKHX 3aCTOCOBYIOTHCS
Ti caMi KpuTepii BiAMOBiIi.

¢ _ BumipsHo npuHaiiMHi 1Bidi.
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¢ — CeplieBo-JiereHeBi CymyTHi 3aXBOPIOBAHHS IIEPEBAKHO 3yCTPIUAIOTHCS y JITHIX TMAIIEHTIB 1 BKIIOYAOTH
¢daxropu pusuky CH30®DB, Taki 1k oXupiHHSA, Aia0eT, imemiuHa XBopoba ceplis, TinepToHis B aHaMHe3i Ta/abo
uu3skuii DLCO.

f_ AEP, Bukopucrani B nociimxenni GRIPHON, Gyinu Go3eHTaH i aMGpiseHTaH.

9 Iocmiwkennss PATENT plus BuB4aio koMOiHaLito cuiiaeHad ity Ta pioluryaTy; OJHaK MOEJHAHHS PIOLHUTyaTy
3 Oyap-sxkuM 1D JIE-5 npotumnokazaHo.

" _ BusBIEHO 3aHENOKOEHHS 1010 OE3NeKH npu 3actocyBanHi AEP y maifieHTiB i3 CepIieBOK HEIOCTATHICTIO
(CH36DB i CH3u®B, 3 a6o 6e3 JIT') i mpu 3acTocyBauHi cuiaeHadiny mamieHTam i3 critikoro JIT' micist Kopekiii
ypaskeHHsI KJIalaHiB Cepls.

[ O1iHKYy B ifieajIi CJIiJ1 MPOBOANUTH, KOJIU MALIEHT € KIIHIYHO CTA0UTbHUM, OCKUIBKH 3arOCTPEHHS MOXKYTh 3HAUHO
MIJBUIIUTH THCK Y JIETCHEBIH apTepii.

- s pekoMeHpalliss HE CTOCYEThCS MAIIEHTIB 13 TEPMIHAJIBHOIO CTAJI€I0 3aXBOPIOBAHHS JIEr€Hb, SIKI HE
BBXAIOTHCS KAaH/IUIATAMU Ha TPAHCIUIAHTAIIIO JIETeHb.

k_ Ile He BKITIOYAE iHTANSIIHHMH TPEPOCTHHII, SKMH MOXKHA PO3IISAATH y narieHTis i3 JII', moB’s3amoro 3 1371,
He3aJIeKHO Bif TshxkocTi JIT.

IHoBinomiienHsi. PexoMeHnaanii «1mo poouTmw» Ta «40ro He podOUTH», PpO3pPo0dJIeHI
HA MiICTaBIi KJIAaCy J0Ka30BOCTI 10 pAMOK NPUIAHATTS pillleHb
Kaac
Pexomenmamii SIkicTh Cuia Kiaac PiBenn
J0KA30BOCTI | pekoMeHaaniii | pekomeHnaanii | J0Ka30BOCTI
V mamieHTIB 3 1I10IIaTUYHORO/ Husbka VYMmoBHaA B
CIIaIKOBOIO/aCOIIHOBAHOIO 13
JIKapChKUMU  3acobamu  abo
Tokcunamu JIAIT, ski MaroThb
HU3BKHK 200  TPOMDKHHUMA
PHU3HK CMEPTIi, PEKOMEHTYEThCS
MOYaTKOBa KoMOIHOBaHa
tepanis iDJIE-5 ta AEP
He PEKOMEHTYEThCS Hwusbka YMoBHa
Bukopuctanas  1OJIE-5
namieaTis 13 CH30®B JIII ta
130JIbOBAHOIO TTOCTKAIMUISPHOIO
JIETEHEBOIO TINEPTEH3IEI0
He PEKOMEHIyE€ThCS Hyxe YMoBHa
Bukopuctanas  IOJE-5 vy HU3bKa
HalicHTIB 3 1JI0MaTUYHUM
3aXBOPIOBAHHSAM  JICTEHb  Ta
HETSKKOIO JIETEHEBOIO
TiNepTeH31EI0

16. IHAUKATOPHU AKOCTI

[Toxazauku sikocti (I151) € tHCTpyMeHTaMu, SIKi MOXKYTh OyTH BHUKOPHUCTaHI JJIst
OITIHKU SIKOCTI MEIWYHOI IOTIOMOTH, BKJIIOYAIOYM CTPYKTYpPHI MOKAa3HUKH, MPOILECH Ta
pesynbrati JikyBaHHS [847]. BOHM TakoX MOXYTh CIyTryBaTH MEXaHI3MOM JJIst
MIIBHUINCHHS JOTPUMaHHS pPEKOMEHJAIlli HAacTaHOB depe3 IIOB’si3aHl IHIIIATHBU 3
MOKPAIICHHSI SKOCTI Ta MOPIBHAHHS MeIUIHUX 3aKiaiB [848,849]. Takum 4nHOM, POITH
[T y mokparmieHHi SKOCTI JOTIOMOTH Ta PE3yJbTaTiB JIIKYBaHHS CEPIIEBO-CYIUHHHUX
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3aXBOPIOBaHb Jlefail OUIblle BHU3HAETHCSI MEIMYHUMHU OpraHaMu, NpoeciiHuMHU
oprasizalisiMi, CTpPaXOBUKaMHU Ta TpOMaJChKICTIO [847].

€TK po3ymie HEOOX1IHICTh BU3HAUECHHSI Ta 3BITYBAHHS 100 SIKOCT1 Ta PE3yJIbTATIB
CEpIIEBO-CYIMHHOT IOMMOMOTH 1 PO3pOOUIIO METOJU JJIsi CTBOPEHHS MOKA3HUKIB SIKOCTI
€TK s KUIBKICHOI OLIIHKM BEJEHHS Ta pe3yJbTaTiB JIIKYBaHHS CEPLIEBO-CYJUHHUX
3axBoptoBanb [847]. Ha cpborogui €TK po3pobuno nHabopu IIS nns psay cepueBo-
CYJAMHHUX 3aXBOproBaHb [850-852] i BOymyBasio iX y BiAmoBiaHI Ki1iHiuHI HactaHoBu €TK
[27,477,853,854]. Kpim Toro, €TK mparue interpyBatu cBoi IISl 3 KIiHIYHHUMH
peectpamu, TakuMu sk IIporpama eBpormeiicbkux crnocrepexxenb (EurObservational
Research Programme) Ta npoekt €Bponeiicbkux 00’ €JHAHUX PEECTPIB 3 OLIIHKHU CEPLEBOi
JOTIOMOTH Ta paHaoMmizoBaHux BumnpoOyBaHb (EuroHeart) [855], mo0 3abe3neuntu
peanbHi JaHl Ipo MOJENl Ta pe3yJbTaTh JIKyBaHHS CEPLIEBO-CYJMHHUX 3aXBOPIOBaHb Y
€Bpori.

[TapanenbHo 3 HamMCaHHSAM IIi€1 KJIIHIYHOT HACTAaHOBU OyJIO PO3MOYATO MPOILEC
po3po6ku [T s manientis 13 JII' 3 Bukopuctanusm meronosnorii €TK Ta y cniBmpaiii 3
daxiBisiMu y 111 Tamy3i Ta Acorianiero ceprieBoi HenoctatHocTi €TK. Taki [T MoxyTh
OyTH BUKOPHCTaH1 JJIi OINIHKH SIKOCTI MEIMYHOI jomomoru jyuis maiieHtiB 3 JII' Ta
JI03BOJIATH OXONUTH BAXKIIMBI acleKTU HagaHHs MenuyHoi pomomoru. Lli IT5 pazom 13
ixHiMH cnienudikaiisiMu Ta MPoIEecoM po3podKu OyayTh OMyOJIIKOBaH1 OKPEMO.

17. IOJATKOBI JAHI
JlomatkoBi nani goctymnHi B European Heart Journal onnaiin, BKIO4ar0uu KIFOYOBE
orucose 3anutanug (1-8) i mutanus ITJIKIT (I-1V).
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