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Beryn

Januit YHidikoBaHWil KIIiHIYHME IIPOTOKOJ MEPBHHHOI Ta CIEIlialli30BaHOI
MmeaugHoi gonomoru (YKIIMJI) po3poOneHuii Ha OCHOBI KIIIHIYHOI HACTAaHOBH,
3aCHOBaHOI Ha JoKazaXx, «XBopoba ['ome», B skiii HaBeneHa HaWKpalna MpaKkTHKa
HaJlaHHS MEJIUYHOI JOTIOMOTH nailieHTaM 3 xBopo6oro I'omre. ITonoxernns YKITIM/]
CIpsSIMOBaHI Ha CTBOPEHHS €IMHOI KOMIUIEKCHOI Ta €(heKTHBHOI CHCTEMH HaJIaHHS
MEIUYHOI JOTIOMOTH IaIi€HTaM 3 XBopoOoro I olire, Ska OXOILIIOE BCi eTaIH. 3aX0au
3 MPOGUIAKTHKA, CBOEYACHOTO BHSBIICHHS AHOTO 3aXBOPIOBAHHS Ta aJIeKBATHOI'O
NiKyBaHHS JO3BOJATH CYTTEBO MOJNINIIATH SKiCTh Ta 3MEHINATH BHTPAaTH Ha

MEIUYHY JTOIIOMOTY.

OzHallOMHATHCS 3 KIIHIYHOIO HACTaHOBOIO «XBopoba I'omie» MoXHaA 3a
MOCHJIaHHSIM bttps://www.dec.gov.ua/cat_mtd/galuzevi-standarti-ta-klinichni-
nastanovi/.

Ha wmomenT po3pobxu panoro VYKIIM/I BcTaHOBIEHHS/IATBEPIKEHHS
niarHo3y «XBopoGa I'ome» Ta mnpusHavYeHHS (QepMEHTHOI 3aMiCHOI Tepamii
3aificHIoeThes y HanionaneHilt nuTauiit ceniamizosaniit mikapui «OXMATIT»
MiHicTepcTBa OXOPOHH 30pOB’S YKpaiHH.

IlepeJiik CKOPOY€Hb, 0 BUKOPHCTOBYIOTHCSH B IPOTOKOJII

ATI® —  AHrioTeH3WH-IEPETBOPIOIOYMIT PepMEHT

JAEPA — JIBOXeHepreTH4YHa pEeHTICHiBChbKa JEHCUTOMETPIs

EKT —  Enextpoxkapniorpama

EEI" —  Enextpoennedanorpama

303 3akiag OXOpOHH 37I0POB’ s

MI'HE —~  MoHoK/IOHaIbHA raMarnarisi HeBiJJoMoi eTioorii

MKX-10 — Mixnapogna kinacudikaris XBopo6 AecaToro neperismy

MPT —  MarHiTHO-pe30HaHCHA ToMorpadis

MIIIKT —  MinepayibHa MIITBHICTH KICTKOBOI TKAHWHHU

HACII — HamionansHa IATSI9a cremianmizoBaHa JiKapHS

«OXMATIOUT» «OXMATIOUT» MO3 Vkpaiuu

TPK® — TaprpaT-pesucrenTHa kucia pocdarasza

VY34 —  YIpTpa3ByKOBE JOCIIIHKEHHS

YKIIM/T VYHibikoBaHMMi KIIHIYHAHN IPOTOKOI MEIUIHOIL JOITOMOTH

O3T — @epMeHTHA 3aMiCHA Tepamnis

XT — XBopob6a I'ome

ITHC — llenTpasnibHa HEpBOBa CHCTEMA

1o3 —  IlenTp ophaHHHX 3aXBOPIOBAHbL

AEP — Auditory evoked potentials, ciryxoBi BUKJIUKaHi IIOTEHIIiaIH

GBA —  Glucocerebrosidase gene, reH riroxonepedpo3nIa3n

MIM — Mendelian Inheritance in Man, (eHOTUIIOBI MapkepH
JIOTUHA

QCSI — Quantitative chemical shift imaging, xinbkicHa Bizyarizamis

XIMIYHOT'O 3CYBY




I. HACITIOPTHA YACTHHA

1.1. Miarno3: xsopoba I"ome

1.2. Kogn crany a6o 3axsopioBanHa. HK 025:2021 «Kaacudikarop
XBOpOO Ta ciopiiHeHNX NP0G.IeM OXOPOHH 30POB'»:

E 75.2 Tammuii chirromninimos

1.3. IlpoTokon npu3HadeHHN A JiKapiB 3arajbHOi MPAaKTHKH — CIMEHHHX
TiKapiB, JiKapiB TepameBTiB, JIiKapiB MmeAiaTpiB, JIKapiB reMaroJOTiB JUTIYHX,
JiKapiB TI€MAaTOJIOTiB, JKapiB OpPTONENiB-TPaBMATOJIOrIB, JIiKapiB TI'€HETHKIB,
nabOpaHTiB-TeHeTHKIB, IHIMMX MEOWYHHX TNPaliBHUKIB, SKi HAJAlOTh JOIOMOLY
nanieHTam 3 xsopoboro I"orrre.

1.4. Meta npoToKoONy: BH3HA4eHHS KOMILIEKCY 3aXOdiB 3 TPO]iIaKTHKH,
PaHHBOI'O BHSBICHHS, IIarHOCTHKU Ta JIiKyBaHHS XBopoOu ['omme y niteit Ta
JOpOCIIUX, KOOpAMHAIlIA Ta CTaHHapTU3alis MEIWYHOI JOHNOMOI'H IaIlieHTaM 3

xBopoboro ['ome.

1.5. laTa ckaagannsa nporokoxy: 2022 pik.
1.6. [laTa neperaany nporokoiy: 2027 pik.
1.7. Cnincok Ta xOHTaKTHA iHpopMalis ocib, siki 6panu yuacTs y po3pooui

NPOTOKOIY
Muxuyak Ipuna
Bonogumupisaa
byxanoBchka Tersma
MuxkoinaiBHa

Bopo6iioBa Onbra
Bonogumupisaa

T'onota Tersaua
BikTopiBHa

I'opoBerxo Haranist
I'puropisua

3acTynHuis MiHicTpa 0XOpOHH 310pOB’s YKpaiHH, rojioBa
poboyoi rpymnu;

JOLIEHT Kadenpu cimeitHol MEIUITHU Ta
ambysaTopHOnONMiKIiHiYHOT  gomoMmoru  HamioHanssoro
YHIBEDCHTETY OXOpOHH 310pOB’S  YKpainu imeni
ILJI. Ilynuka, kaHOuoaT MEAUYHHAX HAYK;

HIpOBiAHUH HayKOBUM CITiIBPOOITHHUK BiIZITIEHHS
HeoHarosorii JlepxaBHOI ycraHOBH «IHCTHTYT memiarpii,
aKylIepcTBa i rimexosorii iMeHi aKazeMika
O.M. Jlyx’ssnoBoi HAMH Vkpainu», HOKTOp MEOWYHHUX
HayK, ipodecop (3a 3rozi010);

HAayKOBUM  CIiBpOOITHHK  BifIUIGHHS  HEOHATOJOIil
HepxaBHoi ycraHoBu «lHCTHUTYT memiaTpii, akymepcTsa i
rinekonorii imeni akagemika O.M. JIyx’smosoi HAMH

Vkpaiaum», JIUPEKTOP LEHTPY KaTaMHECTUYHOT'O
CIIOCTEPEXKEHHS Aep>KaBHOI ycTaHOBH «IHCTUTYT memiatpii,
aKyIepcTBa i riHeKOoJOoTii imMeHi akaJeMika

O.M. JIyx’snoBoi HAMH Vkpaiau» (3a 3rofior);
YyieH-KopecriogAeHT HarmioHansHOi akameMil MeIuYHHX
HayKk YKpaiHu, mnpodecop, HOKTOp MEAMYHUX HAayK,
3aBigyroua Kapeaporo 1abopaTOpHOI Ta MEAUYHOI TeHETHKH
HamioHatbHOTO YHIBEPCHTETY OXOPOHH 3I0POB’s YKpaiHu
imeni ILJI. llynuka; 3aCTYyIHHK TOJIOBH Po00dYOi IpymH 3
KITIHIYHUX TUTaHb (3a 3roJ010);




Kupunosa JIronmuia
I'puropiBHa

Kynema TetsiHa
I'puropisHa
OmnpxoBuy Hatamis
BiktopiBHa

[Tiuxyp Haramis
OnexcanapiBHa

Pynenxo Hanis
MruxkosnaiBHa

Camonenko Haramis
B’siueciaBiBHa

Cinuyk Haraiis
IBaniBHa

Tpodimos Irop
IleTpoBuy

®omina CeiTiiaHa

IletpiHa

Ilapenkxo Anarouiit
BomoagumupoBu4
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3aBifyBauka BifideHHsA NCHXOHEBPOJIOTii A JiTedt 3
MepUHATaIbHOIO IaTOJIOTI€I0 Ta oppanHIMHI
3axBoproBaHHsMH  JlepxaBHoi  ycraHoBH  «lHCTHTYT
memiarpil, akymiepcTBa 1 TiHEKOJoOrii iMeHi akajgeMmika
O.M. JIyx’snoBoi HAMH Vkpainu», AOKTOp MEIWYHHX
HayK, mpodecop (3a 3roz1010);

rosjoa Pamm  I'pomancekoi  cminkum — «Opdanni
3aXBOPIOBaHHs YKpaiHu» (3a 3r0J010);

3aBigyBadyka jgabopaTopielo MeOW4YHOI TeHeTHKH LleHTpy
ophaHHHX  3aXBOpIOBaHb HamionameHOi  nuTsdol
creniamizoBanoi JikapHi «Oxmatout» MO3 Vkpainu;
IIPOBiMHMM HayKoBHi CHiBpoOITHHMK JlepKaBHOI yCTaHOBH
«HanionanmbpHu# HaykoBHi# IeHTp «[HCTUTYT KapaioJoril Ta
pereHepaTUBHOL MEIUIIMHA iMeHi aKageMika
M. /. Ctpaxecka HarioHanpHOi akafgeMii MeIHIHUX HayK
Ykpaiau» (3a 3ro010);

3aBiyBauka  Kadeapu  AWTAY0i  Kaphioyorii  Ta
Kaprioxipyprii HamioHalbHOro YyHIBEpCHTETY OXOpPOHHU
3nopoB’st Ykpaiau imeni ILJI. Illynuxa, noxkTop MeamaHux
HayK;

3aBiyBayKa IeuTpy
HamioHanpHOT JATSYOL
«Oxmatout» MO3 Vkpainuy;
noreHT  Kadenpu  mexmiatpii Ne2  BiHHHIIBKOTO
HaIlilOHAJTBHOTO MEeJIUIHOTO YHIBEpCHTETY iMeHi
M.I. IluporoBa, kaHAUAAT METUIHUX HAYK;

KepiBHUK amOymaropHoi MoOimbHOI Opuramu ILlentpy
HaJTiaTHBHOI AOTOMOTH IiTAM Micta Kuesa KOMMYHAIBHOTO
HeKoMepIiiHoro mignpueMcTBa « KHiBCchka MiChbKa KiIiHigHA
HIKipHO-BEHEPOJIOTiYHA JIKapHsM» BHKOHABYOIO OpraHy
KuiBcpkoi micekoi pamu (KuiBchkoi Michkoi mepikaBHOT
agMiHiCTpalrlii) (3a 3roj1010);

MPOBiAHUI HAayKOBHH CHiBpOOITHHK Iep)KaBHOI YCTAaHOBH
«Iactutyr Hedponorii HAMH  Vkpaimm», HOKTOp
MEIUYHUX HayK, CTapIihii HAYKOBHH CIiBpOOITHHK (3a
3T0JI010);

3aBilyBau KadeIpu NagiaTWBHOI Ta XOCIICHOI MEIWIIWHH,
HanionanbHOro yHiBepCHTETY OXOPOHH 3HOpOB’S YKpaiHH
imeni I1.JL. Illynuka, TOKTOp MEJUYHUX HAYK;

opbaHHUX 3aXBOPIOBaHb
cremiamizoBaHOi  JiKapHi

MeTtonoaoriunuii cynpoia Ta indpopmaniiine 3ade3neuyenHs

I'ynenko OxcaHa
IBaniBHa

HaYaJlbHUK BiJUIUTy CTaHAApTU3amil MeAUYHOl IOIOMOTH
HepxapHoro mianmpueMctBa «JlepkaBHuii ekcriepTHUR
nmenTp MiHicTepcTBa OXOpPOHH 37I0pOB’S  YKpaiHU»,
3aCTyIIHMUK TOJIOBH pPOO0YOi IPymd 3 METOIOJIOTIdHOTrO
CYIpPOBOLY.




PenenzenTn
OxortHikoBa OneHa  mpodecop, TOKTOp MeIUIHUX HAYK, 3aBiIyBadyKka Kaheaporo
MuxonaiBHa - mexiatpii Ne 1 HamioHanbHOTO YHIBEPCHTETY OXOPOHH
3g0poB’s Ykpainn imeni I1.JI. lllymuka;
Bepesenko npodecop, TOKTOp MEIUIHUX HAYK, 3aBigyBauka kademporo
Banentuna neniatpii Ne 1 HanioHanbHOrO MEOUYHOTO YHIBEPCHTETY
CepriiBHa imeri O.0. boromonbIs.

. Aapeca nist IHCTYBaHHS:

EnextpoHHa Bepcis AOKyMEHTa 3HAaXOAWUTHCS Ha oOdilidHOMYy BeG-caifTi
MinicTepcTBa OXOpPOHH 310pOB’s YKpaiHu: http://www.moz.gov.ua Ta B Peectpi
MEIMKO-TEXHOJIOTIYHUX JOKYMEHTiB: https://www.dec.gov.ua/mtd/home/.
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1.8. Eminemioaoriuna ingopmanisi

B enextponniii 6a3i LlenTpy opdanunx 3axBoproBanb HamioHaJbHOT AUTSI901
cremianizopanoi  mikapHi «OXMATIUT» cramom HwHa 21.10.2021 poky
HapaxoBYeThCs 75 marienTu 3 xBopooboro I'ome: 31 miteit Ta 44 TOpOCINX NAIi€HTIB.
Cepen uux 3 I-M TummoM —68 oci6 (25 miteit, 43 mopocnwmit), III-mM TuIOM — 4 ocobu
(3 mutummu, 1 mopocnumii). II-ii (melipomartwunmit) THN XBopobu I[omre Oyio -
IiarHOCTOBAHO Y 3 HiTeil, BCi TOMEPITH y MEPII POKH KU TTH.

Cepen macenenns 3aximHoi ta Cximnoi EBpomm wactota xBopoOu I'omre
cranoBuTh Bixg 1:40 000 mo 1:60 000. Heitpomaruunmit tTun XI' 3ycTpidaeThes
3HA4HO pijmre i cranoBuTh Bix 1:50 000 mo 1:100 000 HacenenHs.

I1. 3BATAJIBHA YACTHUHA

XBopoba I'ome (XI') — e cmaKoOBe MMAaHETHIYHE 3aXBOPIOBAHHS, 110 3a3BHYail
BUSIBJISIETHCS B JTUTUHCTBI Ta 00yMOBJIeHe Ae(hiIATOM aKTHBHOCTI J1130COMAaIbHOTO
dbepMeHTy TioKoIepeGpo3uAash. YCIaJKOBYEThCS 32 ayTOCOMHO-PEIECHBHAM
THIIOM, IIPAYUHOIO € JAeGilUT JIi30COMaIbHOTO (HepMeHTy Kuciol B-IimoKo3unasu
(rmokonepedposunasu). Ile mpu3BoAMTh 1O HAaKONWYEeHHS  CyOcTpary,
TIIIOKO3UIIepaminy (rirokonepebposuay), B JizocomMax MakpodariB Ta iHIIHX
KIITHH, HaIpUKIal, ocTeo0dacTiB. 3amoBHEHI JimiiaMH «KIITHHE ['omie»
aKyMYJIIOIOTECS B PI3HHX TKaHHHAX 1 OpraHax, OCOOJMBO B CeJe3iHIl, MediHIli,
KiCTKOBOMY MO3KY, JIET€HAX Ta MO3KY.

3araJsHONPUAHATOIO € KITiHIYHA KiIacuikalis TOAUTy 3aXBOPIOBaHHS Ha TpU
migTunm: Tan 1 (aemeiponatwunumii, Karansor GpeHOTHIOBHX MapKepiB IJIOIUHHA
(MIM) 230800), T II (roctpmii Heliponatwunmit, MIM 230900) Ta Tun III
(xponiunmit Hetponatuuaamii, MIM 23100).

O3Haku Ta CHMIITOMH HeHeWponaTtudHoi popmu XI' y HiTeldl BKIIIOYAIOTH
CILJIEHOMETAJIII0, TEImaTOMEraliio, TPOMOOIUTONEHII0, aHEMilo, BiACTaBaHHSA ¥
GbizuyHOMY Ta TICMXOJIOTIYHOMY pO3BHTKY, 3aTpPHMKy 3pOCTy 1 CTaTeBOro
JO3piBaHHS, OCTEOIEHII0, IHTEHCHBHI 6oyl y KicTkax (TOCTpi KiCTKOBiI KpU3H) Ta
yacTi nepenomu. Ilpu HeHeliponaTuuHii Gopmi XI', M0 YacTO HEBIPHO ONHUCYIOThH
K IIaTOJIOTIIO JIOPOCIIOrO BiKY, Y OiNBINOCTI MAIliEHTIB CUMIITOMH IPOSIBISIOTHCS B
IUTHHCTBI, a [Jiardo3 BCTaHOBIIOEThCA y Bimi go 20 pokiB. PaHHi# IouaTok
3aXBOPIOBAHHS aCOINIOETHCA 3 OLTBIN TSDKKAM TIepeGiroM Ta BHCOKHM PH3UKOM
IOSIBH [ATOJIOTIYHMX YCKIagHeHb. Y 75 % mallieHTiB 3 HasBHICTIO CUMIITOMIB, SKi
HEe OTPHMYyBaIM IIATOTEHETHYHY TepaIlio, CcrocTrepiraBcs CyOonTHManbHUR
PO3BHUTOK Oprasismy, 34-42 % 3 HMX nepeOyBaloTh Ha piBHI abo HuyKYE II'ATOrO
HEPIEHTHIIO 0 3pocTy. Ha MoMeHT nocranoBKu AiarHo3y y Ginemr Hix 80 % miTei
BiJI3HAYAETHCH CIUICHOMeraJis, rermaTroMeraiis Ta natoioris kicrok. Cepen mitei,
SIKi He OTPUMYIOTH IIaTOr€HETUYHOTO JIIKyBaHHA, CepeiHill 00’ €M cele3iHKHU OinbI
HixK B 20 pasiB nepeBaXkac MOKa3sHUK HOPMH, a cepefiHiit 06’ €M Ie4iHKH — B IBa pasu
GiNpIINHA 32 HOpMallbHHIM PO3Mip OpraHy, XapakTepHHH MU HiTedl JaHOTOo BIKY i
Baru. Y ~ 60 % mimniTkiB 3 HenikoBaHowo X1 crocTepiraeTbes 3aTPUMKa CTaTEBOTO
pO3BHTKY. AHeMis Ta Jlerka abo moMipHa TpPOMOOLIHUTONEHis, acoLiioBaHi 3
rinepcruieriero, TpucyTHi mpuGmasHo y 40 % niTel. AHEMIS € OJHIEI0 3 OCHOBHHX
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IIPUYMH BTOMH, a TPOMOOIMTONEHIs 301IbIIy€e CXUNBHICTD /IO HOSIBH KPOBOTEY (B
TOMY YMCIIi — YaCTHX HOCOBHX KPOBOTEY) Ta CHHIIIB.

[MaTooris KiCTOK CIPHYMHEHA HAKONMWYEHHSM KIITHH ['olle B KiCTKOBOMY
MO3KY, [IIIOKOLepe6po3uay B 0cTe06IacTax Ta, 3TiHO 3 ONHIEI0 3 Teopil — miero
[IUTOKIHiB, IO BEPOGIAIOTECS IIMMH KiliTiHaMu. Ha MOMEHT IIOCTaHOBKH JiarHO3y,
y npubmusso 80% giteit 3 X[ HasBHUI I(OHaMeHINe OAWH 3 BiOMHX THIIB
KicTkoBOi maTosorii. Jiedki JiTH CTpaXKaaroTh Ha XPOHIYHUHM OLIb y KicTKax Ta/abo
KiCTKOBi KpH3u (TOCTpHii I09ATOK, TPUBAJI Hanaayu 601¥0, M0 Mae Tyl XapaKTep
CIIOYaTKy i Hajali cTae HeCTEPIHAM; 3a3BUYall Iepefye MOsBi OCTEOHEKPO3y Ta
nepenoMiB). MiHepansHa mimeHicTs KicTkoBoi TkaHumHM (MIIKT), maca Ta
TOBIIFHA KOPTUKAJILHOIO IIapy 3a3BWUaii aHOMAJIbHO HU3BKI.

XTI tunis II ta III mMae moxiGHu# maToreHes, IO BipI3HAETHCS, TOJOBHUM
YHHOM, 3a CTyIIEHEM HEBPOJIOTIUHOI JereHeparii — HMIBHIKUM/TOoCTpui mepebir
xapaktepuuit g tany II, xponiunmii/migroctpmit — mma tumy III. T'octpa
netiponarruna XI' (tum IT) 3ycrpidaerbes ayxe pinko (1:500000 — 1:100000) ta €
NaHETHIYHOI. XBOpi JiTH MOXYTh OyTH 3IOpPOBMMH IIpU HApOKEHHIi, ale A0 2-
piuHOro Biky (4acto Habararo pasilne) MpOSBIISIOTHCS CHCTEMHI Ta HEBPOJOTidHI
O3HAKH I1aTOJIOTIT, SKi CTPIMKO HApOCTaIOTh. BiIbIIICTh AiTel MOMHpAE B MaedoMy
Billi, IesKi — BHYTPIIIHLOYTPOOHO, 1HIII — Yepe3 JeKLIbKa POKiB IiCIIs HapOIKECHHSI.

XTI tuny III mposBisS€eThCS B paHHbOMY IOUTHHCTBI, 4acTO Ma€ CHMIITOMH
monibHi mo Tumy I Ta moBiNEHO Iporpecyrounii nepedir, Mo YacTo NPU3BOAUTH A0
JEeTaJbHOrO HACHIAKY Ha [OPyroMy Ta TpPETBOMY MAECATHUPIudi XKHUTTA. Taki
HEBPOJIOTiYHI O3HAaKH, K I'OPH3OHTAIbHA OKYJIOMOTODHA alpakcis, IMOpYIIeHHS
NOIVISIAY IO BEPTHKAIBHIM JiHIT, aHOMaJIbHO MOBLIbHE CTEXEHHS 3a 00’€KTOM Ta
KOHBEPIeHTHa KOCOOKICTh 3a3BUYall NMPOSBIIAIOTECA Y pPaHHBOMY OUTHHCTBI, ajie
MOXYTbh TakoX 3’sBistucd 1 misHime. s XI' tumy Il 6yna po3pobneHa mkaia
OLIIHKH TSDKKOCTI 3aXBOPIOBAHHS 1 BUILIEHO IOHANMEHIIIE TPY IIiTHIIH.

VY mamientiB 3 migtunom IIla cmocTepiraeTbes Mporpecyroya HEBPOJIOTiUHA
TIATOJIOTIA 3 MiOKJIOHYCOM Ta JIEMEHIi€I0.

XBopi 3 migrunom IIIb MaroTh 3Ha4HI BiCHEpalibHI Ta CKENETHI ypaXKE€HHS,
oAi0HI 70 cuMITOMIB THUIY I 3 TSDKKHAM IepebiroM, 3 HasSBHICTIO HEBPOJIOTIYHHX
03HaK (IlepeBaXKHO TOPHU3OHTANLHUM HaI AAEpHUI Tapaid IOrJIsSay), IO MOXYTh
3’SBIATHCA O abo ITiCiIA MOSBM COMATHYHHX O3HaK Ta cuMmmrToMiB. KictkoBa
[aTOJIOTisA 3a3BH4Yaif NpelcTaBiieHa y BuUIami Aedopmaiiii rpyaHol KIITKH Ta
BUPAXKEHOTO Ki(hockomio3y 6e3 CyNyTHBOI'0O KiCTKOBOI'O 00JIIO UM KiCTKOBHX KPH3iB.

IMigtun IIIc XTI xapakTepu3yeTbCcs PpIi3SHOMAHITHUMH HEBPOJOTiYHHMH
O3HaKaMu (BKIIOYaioud Tigponedaiito), MOMYTHIHHAM POTiBKH, KIbIHA(IKaIli€ro
A0PTH i CeplieBUX KIIANlaHiB, IO IPU3BOIUTH 10 XPOHIYHOI CEpIieBOT HETOCTATHOCTI
Ta apUTMIiH.




III. OCHOBHA YACTUHA
3.1. HIEPBUHHA MEJNYHA JOITOMOT A

1. Ilpodinakruka

ITos0keHHS MPOTOKOJIY

Ilonepemxennus HapomxkeHHs aitedl 3 XI' mojsarae y mpOBEIEHHI MEIHMKO-
TE€HETUYHOI0 KOHCYJNbTYBaHHS 3 IMOJANBINOK MPEKOHIIEHIIHHOI IIirOTOBKOIO
Ta/ab0 IpPEeHaTAIHHOIO MiarHOCTHKOIO Y CIM’SX TpPyIH BHCOKOIO PH3HKY
3aXBOPIOBaHHS. ’

O6rpyHTYBaHHA

BincyTHi mokasu mono cnenudivnoi mpodinaktuxu XI, ane paHHE BUABICHHS
Ta JiKyBaHHA X[ IMO3WTUBHO BIUIMBAE HA MePeOir 3aXBOPIOBAHHS.

IIppy  XI" BuUsABNEHHA TIeTEPO3UTOTHHUX HOCIiB MyTamii B  reHi
TIIIOKONEepeOpo3uasy € ayXe BaKJIWBHM, OCKIIBKH IIiJi 9ac BariTHOCTI Bif JBOX
0aTBbKiB — I'eTepO3UTOTHAX HOCIIB PU3MK HAPOMXEHHS XBOPOI AUTHHH CTaHOBHTH
25%.

HeoO0xigni aii

BuABIIATH Ipynmu CHOCTepexeHHS — O0COOM, B POAMHAX SKHUX € IAli€cHTH 3
migTBepMIKeHUM JiarHozoM XI, 3 METOI0 pPaHHbOIO BHSBIECHHA Ta JIKyBaHHS
3aXBOPIOBaHHSI.

CkepoByBaTu 0ci0, siKi MalOTh PU3HUK HApOKEHHs Aiteit 3 XI', Ha MeIUKO-
TeHeTHYHE KOHCYIbTyBaHHS Ta IIpeHaTaIbHy iarHOCTHKY X1 .

2. JliarHocTHka

IonoxkeHHSI NPOTOKOIY

JiarHocTHyHi 3aXOAM CIPAMOBYIOTHCS HA pPaHHE BHABJIEHHS JHKapeM
3arajibHOI IPaKTUKK — CIMEHHUM JlikapeM, meaiatpoM abo TepamnesroM o3Hak XI' Ta
HanpasieHHd nanienta 1o 303, BH3HAYEHOIO Ui HaJAaHHS MEIWYHO! JOIIOMOTH
nanieaTaM 3 XI', 3 METOI0 BCTAHOBIIEHHS JiarHO3y i MPU3HAYEHHS CIEI[aJbHOrO
JiKyBaHHS.

OO6rpyHryBanns

B anamHe3! XBOpoOHM CIIOCTEpiraloThCs 3MyTTA Ta MUCKOMQPOPT B >KHBOTI,
PaHHE HaCHYEHHs DKEI0, BTOMA, TEHICHIS A0 IIOSBH KpOBOTEY ‘I CHHIIB,
CHOBUIbHEHHI a00 3arajlbMOBaHuil PO3BUTOK AUTHHU, 6O B KicTKaX, HE3aI0BLIbHA
YCHILIHICTH B KO,

CimeiiHuii aHaMHe3 MOBUHEH BKIIIOYATH iH(GOpMAIIiIO Ipo HAsIBHICTH pimxHUX
OpartiB un cecrep 3 XI', KPOBHE CHOPIAHEHHS, €THIYHY NPHHATIEKHICTD, JaHi MO0
ONM3BKUX POIWYIB 31 CIUIEHOMETAITIE0, IIPOBEAEHOIO CINIEHEKTOMI€EI0, HasIBHICTIO
IaToJorii, cnopifHenux 3 XI' — paHHBOI MOSBY CHMIITOMIB, IOAIOHHX 10 XBOPOOH
INapkincona, xBopobu AJbureiimepa.

HeoO0xiani aii

OGoB’a3Kk0Bi:

36ip anamue3y Ta (isuKanbHEe OOCTEXEHHS, IPH I[LOMY OLIHMTH HAasBHICTH
THIIOBUX CHMIITOMIB Ta CUHAPOMIB, XapakrepHux A XI' (nus. 1. 4.1 posaimy IV).
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CkepyBatu mnamienTa 3 migosporo mopo XI' Ha KoHCymbpTanito mo 303,
BH3HAYECHOI'O [JI1 HaJaHHsA MeIU4HOI JormoMory namienTam 3 XI.

3. JlikyBanHs

I1oJs102keHHSI IPOTOKOJY

CnenianpHe nikysanus mamiedtie 3 XI' tumy I Ta III 3milicHroeThes 3a
gomoMororo  GepmenTHOi 3amicHoi Tepamil (®3T). J[losy mimbuparoTh
iHIUBiAyaIBHO BiAIOBIAHO A0 KIiHIYHOTO CTAaTyCy MallieHTa Ta HOro MOJIEKYJISIPHO-
TeHETHYHUX IIOKa3HMKIB. 3a HEOOXigHOCTI NPU3HAYAETHCS CHMITOMATUYHE
nikyBanus. [Tpu XI" Tumy II NPH3HA4AI0TH HiATpUMYIOYe JTiKyBaHHS.

IIpuznauenas ®3T 3IIII/ICHIO€TBCSI y 303, Bu3HaueHOMY .Jis HaIaHHI
MeIUYHOI JOIIOMOTH manieHTaM 3 X1 .

OOrpyaTyBanus

OcHoBHuM Ta eekTuBHUM MeTonoM JiKyBaHHI XI' € @3T, sKa mpoBOAUTECS
IIOXXHUTTEBO.

HeoOxiani aii

OGoB’sa3K0BI:

ITin uyac oOGCTeXeHHS Ta CIELiaJlbHOTO JIIKyBaHHS CIPUATH BUKOHAHHIO
HAlieHTOM BCiX peKOMeHMaliil cremiamicTiB, B ToMy uuciai nposenends O3T, Ta
Ha/iaBaTH iH(GOpMaIlilo 11010 3aXBOPIOBAHHS Ha OCHOBI ITaM'ATKH [y naniedaTa 3 X1
(donatok).

4. Ilopaabuie cnocTepesKeHHA

ITos10:k€HHA POTOKOIY

IMamieHTy mix 9ac CHeHiaibHOrO JIKyBaHHS Ta MOJANBIIOT0 CIIOCTEPEXEHHS
HaJae€ThC CHMITOMATHYHE JKYBaHHS, CIpSAMOBaHE Ha KOPEKIil0 IaTOJOTIdHUX
CHMIITOMIB 3 GOKY OpraHiB i cMCTEM, JIKyBaHHS iHIIMX 3aXBOPIOBAaHb i MiATPUMKY
SKOCTI JKMTTS, IpH HEOOXiAHOCTI marieHT ckepoByeThcss B 303, 10 HaNaloOTh
CIIEIialli30BaHy MEIUYHY JOIOMOTY.

OO6rpyaryBanHs

IcHyroTEH moKasm, mo mepepuBanus y ®3T Moxe He TIEKM IPHU3BOTUTH MO
BiTHOBJIEHHS KJIIHI9HOI CHMIITTOMATHKH XBOpPOOW, aje # J0 3HUKEHHA eheKTy
nikyBaHHs npu BigHoBineHHI O3T. .

YacToTa NpoBeIeHHs OOCTEXXEHHS Ta IO3yBaHHS 3aJI€XKaTh BiJl Bl,IIIIOBlJIl Ha
O3T.

HeoOxigni aii

O06oB’sa13K0BI:

3abGe3nequTy 3amucH B (GopMi mepBHHHOI 00mikoBOi MokymeHTanii Ne 025/0
«MenuuHa kapra amOynatopHoro xsoporo Ne  », 3aTBepUKCHa HaKa3oM
MinicTepcTBa oxopoHu 310poB’st Ykpainu Bix 14 mororo 2012 poky Ne 110 «IIpo
3aTBepKeHHs (GOpM IEPBHHHOI 00JIKOBOI JOKyMeHTalii Ta IncTpyKuid moxno ix
3QITOBHEHHS, IO BUKOPHCTOBYIOTECS Y 3aKJIa/IaX OXOPOHM 3[J0POB’ s HE3aJIEKHO BiJ
$hopMH BIACHOCTI Ta MiANOPSOKYBAaHH», 3apeecTpoBaHo B MiHicTepcTBi rocThuil
Vkpaiau 28 xBitHsA 2012 poky 3a Ne 661/20974 (mani - popma Ne 025/0).

[Morogut indopMoBaHy mOOpOBiUIBHY 3rofy mamiedTa Ha OOpOOKY
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IIEpCOHANBHUX JaHUX (BKIAAHUM JTUCTOK /10 00nikoBoi popmu Ne 025/0).
CkepyBaTu Ha IUIaHOBe oOcTexkeHHS | pa3 Ha 6 MicsamiB (muB. 1. 4.7
posminy IV).
Bzaemomistz 31 cmeniamicroM 303, BH3HAUEHOrO I HaJaHHS MEIUYHOIL
ponoMory nanienraM 3 XI', 0OMiHIOBATHCH MEIUIHOIO iH(pOpMAIi€l0 MO0 CTaHy
MAI€HTIB.

3.2. CIIEHIAJII30OBAHA MEJAYHA JOIIOMOTI'A

1. Ilpoginaxkruka

Ilo103keHHS NPOTOKOJY

ITonepemxenns HapomkeHHs mitedt 3 XI' monsrae y NpOBEAEHHI MEIUKO-
T'eHETUYHOT0 KOHCYJIBTYBaHHS 3 ITOJANBIIOK IPEKOHNIENiHHOIO IIiJrOTOBKOIO
Ta/ab0 IpPEHATATHHOIO [IarHOCTHKOIO Yy CIM’SIX TpYyIH BHCOKOTO PpHU3HUKY
3aXBOPIOBaHHS.

OO6rpyHTyBaHHsA

BincytHi nokasu mozo cuernudivyaoi npoginaxtuky X1, aje paHHE BUSABICHHS
Ta JiKyBaHHs XI ITO3UTHUBHO BIUIUBA€E Ha Iepedir 3aXBOPIOBAHHS.

IIpu XI" BUSABIEHHS reTepO3UTOTHUX HOCIIB ITi€l MyTamil € Ay)Ke BaXIIUBUM,
OCKUIbKHU IiJ 9ac BariTHOCTI BiJl ABOX OaTbKiB — I'€TEPO3UTOTHUX HOCIIB pPH3HUK
HapOJKEHHS XBOPOI JUTUHUA CTAHOBUTH 25%.

Heo0xiani aii

O60B’a3K0BI:

Bussnatu rpynu croctepexeHHsS — 0coOH, B pOIMHAX SKHUX € HaIli€eHTH 3
HiATBEPIDKEHUM HiarHo3oM XI, 3 METOI0 PAHHBOTO BHSBIECHHS Ta JKYBaHHS
3aXBOPIOBaHHS.

CkepoByBatu 0cif, sSKi MalOTh PHU3UK HApOMKEHHA AiTedl 3 X[, HA MEIUKO-
reHEeTUYHE KOHCYJIbTyBaHHS Ta IIpeHaTalbHy diarHocTuKy XI .

2. liaraocTuka

IHo/10keHHS MPOTOKO.LY

Hiarso3 XI' BCTaHOBIIOETHCHA HA IMiACTaBi BHABIEHHS Ae(ILHUTY aKTHBHOCTI
Ji30COMaJIBHOTO (EepMEHTY TJIIOKOIepeOpo3naasy y JIeMKOIUTaX KpoBi Ta
¢ibpobiacTax mKipH. ‘

JoIrycKkaeThCsl BUMipIOBaHHS aKTHBHOCTI TITFOKOIIEPEOpO3HIa3H ¥ CYXill misami
KpOBi Ha BIJITOBIHUX TeCT-OJIaHKaX B SKOCTI CKPHHIHT-METOXYy, INO HOTpedye
MiATBEPIKYIOUOL HiarHOCTHKH.

Hiarao3z XI' BcraHOBmIOEThCa ¥ 303, BH3HAYEHOTO I HaAaHHSI MEIUIHOL
JOTroMOTrH narfientam 3 X1 .

OO6rpynryBaHHs :

3BakarouW Ha 3HAYHUHU KiiHiuaMi nmorxiMop¢isM XI', eKOHOMIYHO JOIIBHIM
€ IPOBENCHHS IONEPEeNHBOTO CKPUHIHIY MamieHTiB 3 mimo3poro Ha XI', mo
nepeabadae BUMIpPIOBaHHS aKTHBHOCTI TUIFOKOIEPEOpO3uIa3d y CyxXuxX IUIIMax
KpoBi. Pe3ynpTaT TeCTy He MOXYTh CIIyIyBaTd IiATBepIKylounMH aiargo3 X1, i
OTpeOyIOTh JOAaTKOBOI IEpeBipKH AePilUTy aKTUBHOCTI HhepMEHTY Y JIeHKOoIUTaxX
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KpOBi Ta ¢ibpodracTax MKipH.

Ocrarounuif gmiarHo3 XI' BCTAHOBIIOETHCS IMNCIAS BH3HAYeHHA PpiBHA
aKTHBHOCTI IMOKolepebposumasu y Jelikonurax, ¢ibpobmactax Ta/abo
IIPOBEACHHS MOJIEKYJISIPHOTO aHaNli3y TEeHY.

BuMiproBaHHs aKTHBHOCTI XiTOTPHO3HMIa3U € JONOMDKHMM TECTOM IIifi 4ac
miarHocTHKM X1, IpoTe BiH HE MOXKE CIyTyBaTH OCHOBHHMM, OCKUIBKH 3Ha4YHa
YacTHHA HACENEHHS € HOCIAMM ajuieneif, Mo MpHU3BOJATH IO IPHPOAHOI HHU3BKOL
aKTHBHOCTI IIboro (epMmeHTy. Takoik, aKTHBHICTh XiTOTPHO3HIA3H € BaXKIHBUM
MapKepoM YCIIHOCTI JiikyBanHs XI', SIKIIO y IallieHTa BiACYTHI MyTamii, mo
IPU3BOIATE 0 MPUPOIHEOI HU3KOI aKTUBHOCTI IHOTO (epMenTy.

MonexkysapHuii aHami3 reHy riroxorepedposunazu (GBA) pekoMenn10BaHO
IPOBOIAWTH KOXHiM muTumi 3 miaTBep/pkeHmM pmiarHozoM XIT (30KkpeMa, Micis
IOiarHOCTHKH XBOPHX 3 BIiACYTHICTIO CHMIITOMIB 3a JOIIOMOIOIO (EepMEHTHOIO
aHayli3y), MO0 [JOIOMOITH BIiIPi3HHUTH HeHelpomatnuHy ¢opmy (tun I)
3aXBOPIOBaHHs Bifi XpoHiuHoi He#pomatmunoi (tunm IIT), sgxki MOXyTh MaTH
OJHAKOBUH KITIHIYHKH nepedir B paHHLOMY JUTUHCTBI.

HeoOximni aii

O06oB’sa3K0BI:

36ip amamHe3y (BTpaTa MacH Tijla YM HEHOCTATHE ii 30UIBINEHHS, 3HI)KEHA
¢izuyHa aKTUBHICTH, BTOMA, EIIPecis, 9acTi HOCOBi KPOBOTEUi Y KPOBOTOYHBICTE
ACeH, Oimb 49M OUCKOMGOPT Yy KHBOTi, OLMb y KiCTKaX, KPUXKICTh KiCTOK, IO
IPOSIBIIAETECS MATONOTiYHMME IIepelioMaMy) Ta (¢i3uKambHe OOGCTEeXEHHS, pU
IbOMYy HEOOXiJHO OLIHWTH HAasiBHICTh THIIOBHX CHMIITOMIB Ta CHHIPOMIB,
xapakrepHux 1 X1 (nuB. 1. 4.1 posainy IV).

JlabopartopHi MeToxM 06CTEXKEHHS:

BU3HAYCHHS (EPMEHTHOI aKTUBHOCTI IJIOKOIEpeOpo3maash y JeHKONUTaxX
KpoBi abo $ibpobracTax mKipu;

BU3HAYEHHs (PepMEHTHOI aKTUBHOCTI XiTOTPHO3HUIa31 B IIa3Mi KPOBi;

JTHK ob6cTexenHs 11 BUSBIEHHs MyTallil B reni GBA;

PO3rOpHYTHIA aHAi3 KPOBi: piBeHb reMorio6iHy, KiIbKiCTh TPOMOOLHTIB;

OioxiMiuHMH aHaNi3 KpOBi: piBeHb JimigiB, XOJECTEpHHY, IPOTPOMOIHOBHMIL
4ac, piBeHb iMyHOrI06YiHIB, ATI®, TPK®, pisens (l)eppm/my

IncTpyMeHTaNIbHI METOY TOCIHKEHHS:

Y3I/MPT cenesiHku Ta IIEYiHKH;

- pertrenorpadis/MPT nonepekoBoro Biajiny xpedTa Ta CTETHOBHX KiCTOK.

CkepyBaTd malieHTa Ha KOHCYJbTalil0 a0 (axiBI[iB MOHITOPHHIOBOIO
CYIIPOBOIYy MAalli€HTIiB 3 JI30COMHHMH Ta IHIOMMH piakKicHMME XBopobamu 303,
BHA3HAYEHOTrO AJIA HaJlaHHs MEJAWYHOI JOIoMOorHd narientam 3 X1

Bbaxani:

Buznauntu pepMeHTHY aKTHBHICTH TJIFOKOIEPEOpPO3UIa3d y CYXHX ILIIMax
KpoOBi. SIKIII0 aKTUBHICTh QEPMEHTY HIDKYA 33 HIKHIM I'PaHMYHUM TOKA3HUK HOPMH
— HeoOXiTHO MOJATKOBO BHKOHATH BH3HAYEHHSA (EPMEHTHOI aKTHMBHOCTI YH
npoBectu JIHK miarHocTHKY.

3. JlikyBanHA
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IToy0:xeHHS POTOKOJLY

CreniansHe nikyBanHs mnamieHTiB 3 XI' Tumy I ta III 3gificHioeTsCcs 3a
nonomororo ®3T. Jlo3y migOuparoTh iHAMBIAYalbHO, BiANOBIAHO IO CTyHeHs
TSDKKOCTI IIAIli€HTa Ta #0ro MOJeKyIIpHO-TeHeTHYHUX moka3HukiB. [Tpu XI© tuiy
I npu3Ha4YarOTh CAMIITOMATAYHE MiITPUMYIOUE JIiIKyBaHHS.

IIpuznauenus D3T mamieatam 3 XIT 3mifCHIOETBCS  KOMICiiiHO B
yCTaHOBJIEHOMY TopsaaKy 3riguo 3 Hakazamu MO3 Ykpaiau Ne 683 Bix 19.10.2015
p. Ta Ne 50 Big 05.02.2015 p.

BaTpku marmieHTiB a00 3aKOHHI MPEACTABHUKH Ta IMAlieHTH BIKOM 14 poKiB i
cTapmi, SKkuM pekoMenmoBana ®3T, wmarore OyTH moiHGOPMOBaHI IMOIO
0cOOJIMBOCTE} NPU3HAYSHOro JIIKyBaHHA Ta HEOOXIMHOCTI JOTPMMaHHS PEXHMY
BBEJICHHS IIpenapary. o

IcHyTOTH KpHTepii BKIIOYEHHS Ta BUKIIOYEHHS MAalli€HTIB 3 JIKyBaHHS 3a
nonomororo ®3T (mgus. 1. 4.8 Ta 4.9 posainy IV).

CumnroMaTudHe  JiKyBaHHSA  BKIodae  (izioTepamneBTHYHI  METOAH,
OpPTONEANYHI, XipypriuHi BTpyUaHHS.

OOrpyHTyBanHsa

OcHoBHUM Ta epeKTUBHUM MeToaoM JikyBanHsA X1 € @3T, sxa mae mokazaHHs
JUls  BUKOPHCTaHHS B SKOCTI ITOCTIHHOI HOXHUTTEBOI Teparil XBOPHX 3
migTBepxeHuM aiarno3om X1 I ta I tumy. HleBaHH;I CJIiJ MMpU3HAYATH TUTHKH 32
HAsIBHOCTi CHMIITOMIB Ta O3HAaK XBOpoOH.

BincytHi gokasu Toro, mo ®3T HaBiTh y BUCOKHX [103aX 34aTHA MONEPEAUTH
a00 CIIOBUILHUTH IIPOrPECYBaHHSA HEBPOJOTIUHOI MaToJorii cepex marieHTiB 3 XI°
tany II wm III. TIpum Tumi II He pexomenayerscs npusHaueHHs P3T. B Takux
BUIMIQIKaX BEICHHA XBOPOOM IOJATa€E y 3acTOCYBaHHI CHMIITOMAaTHYHOTO
HiaTpuMyrodoro JikysauHsa. Y mamienTis 3 II tamom XI' gacTKoBa CILIEHEKTOMIis
(xipypriusa abo msxoM TpoMO00eMO0JIil) MOXKe MONETITUTH AesKi cuMIITOMH. s
miteit 3 I1I TuIIOM 3aXBOPIOBAHHS 3 METOIO KOPEKIIii TSHKKUX BiCIlepalbHUX IIPOSBiB
pexomennoBano npusHadeHHs ©3T y ctanmapTHii 103i.

HeoOxigni aii

O6oB’a3K0BI:

O3T npu3Hava€eTHCA MAiEHTaM, SKi BiIIOBiJaIOTh KPUTEPIAM BKIIIOUCHHS TS
npoBeaeHHS O3T (I[I/IB m. 4.8 posnmy V). :

baTteku marieHTiB a00 3aKOHHI IPEACTABHUKH Ta MALIEHTH BIKOM 14 POKIB i
cTapimi, SkuM pekoMeHmoBaHa ®3T, miamucyrorh iH(GOpPMOBaHy 3romy y IBOX
eK3EMILIApax.

[MamienTam, siKi BiAIOBiaIOTh KPUTEPisM BUKIIIOYSHHS, HE IPU3HaYa€Thes abo
npunuaserbes ®3T (quB. 1. 4.9 posmimy IV).

IMamientaMm, sxi orpumyrors ®3T, KoXHI 6 MICALIB MPOBOJUTHCS OIiHKA
e(eKTHBHOCTI JIIKYBaHHS 3TriJHO 3 KpUTEPiAMH, HaBeAeHUMH Y 1. 4.12 poznimy IV

[TpusnauaeTbes CHMIITOMATHYIHE JiKyBaHHS i3 3aITy9eHHIM
dizioTepalleBTHUHUX METOMIB, OPTOMEANYHUX, XIPYPriYHUX BTPy4YaHb BiITIOBIIHO
JI0 HASBHUX PO3JIaJIiB.

baxani:

IMariear 3 XI' tumy III 3 XpoHIYHMM HEBPOJNOTIYHHM CHHIPOMOM Ta
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nporpecyiouuM mnepebirom mpu Hu3bKi# edextunHOCTI MpoBeneHHs O3T MOXKyTH
PO3IIIANATHCA SK KaHAUJATA Ha [IPOBEASHHS TPaHCIUIaHTallil CTOBOYPOBUX KIITHH.

4. INocmiTamnizanis

ITos10:keHHS TIPOTOKONY

TNocmitanizaris 3iCHIOETCA:

Hali€HTaM 3 MiATBEpUKEHHM xiarHo3oM XI Ui IPOBEJEHHS IIOYATKOBOI
OIiHKHY KIIIHiYHOr0 CTaHy TEPMIiHOM 0 3-X THIKHIB;

namieataM 3 XI' IS [poBeleHHS IodaTkoBoro Kypcy ®3T (B ymoBax
CTaniOHapy HACI «OxMaTouT»);

nanienTam 3 XI' T2 COMATHIHUMH PO3NA/IAMH Y Bigainenns 303 BiANOBiAHOTO
Ipodiio.

IMopanemre nposenenns ®3T MoxIKMBO B cTanioHapi abo JeHHOMY CTalioHapi
303 3a micieM IpoKUBaHHS.

OO6rpynryBanns

Pimenns momo ®3T mpuiimaerscs  BiANOBIAHO  JO  KpHTEpiis
BKJIFOYEHHs/BUKIIOYeHHA (auB. 1. 4.8 Ta 11.4.9 posxiny IV).

Heo0xinni ait

Ilpu muaHOBiM rocmiTamizamii 3alOBHIOETHCA  BIiANOBiHA MEIMYHA
JOKyMEHTAIlis:

HaNpaBJICHHS Ha FOCIiTalli3allilo;

BUTAT 3 (OpPMH HEpBUHHOI 0OIiKOBOI MenwdHOI HoKyMmeHTamii Ne 027/0
«Bunucka i3 MeamuHoi KapTH amOyJaaTopHOro (CTallioHApHOTO) XBOPOTO»,
3aTBEpIKEHA Haka3oM MiHicTepcTBa OXOPOHH 310poB’s Ykpainm Bix 14 motoro
2012 poxy Ne 110 «IIpo 3aTBepmKenHs (popM HEepBHHHOI 00TiKOBOI JOKyMeHTaIil
Ta IHCTPYKIi# MOA0 iX 3alIOBHEHHS, IO BUKOPUCTOBYIOTECA Y 3aKIaJaX OXOPOHH
3I0pOB’S  HE3aIeXKHO BiX QopMH BIAaCHOCTI Ta  MHiANOPAIKYBaHHS,
3apeecTpoBaHoro B MinicTepctBi roctunii Ykpaimu 28 xsitHa 2012 poky 3a
Ne 661/20974 (manmi — dopma 027/0) i3 3a3HadeHHSM JiarHO3y, pPe3yJbTATiB
IIPOBEIECHOTO JIIKYBaHHS Ta 00CTEXEHH.

5. Ilopaabmie cocTepe;KeHHs

ITono:keHHSI NPOTOKOJY

[Maniegtu 3 XI' MOXHUTTEBO HOTPeOYIOTH CIIOCTEPEXEHHs, Iif 4Yac SKOIo
3IifCHIOEThCA TIEpiouYHa OIiHKa e€(PEKTHBHOCTI JIIKyBaHHS Ta CTaHy IIalli€HTa 3
METOI0 MIPU3HAYCHHS CHMIITOMATHYHOTO JIiKYyBaHHS, CIPIMOBAHOI'O Ha KOPEKIIiIO
[IATOJIOTIYHUX CHMIITOMIB 3 60Ky OpraHiB i CHCTeM, JIIKyBaHHS iHIIMX 3aXBOPIOBaHb
i MiATPUMKY SIKOCTi )KHUTTS.

OO6rpyaTryBanHs

Perymsipaa oninka epextuBrOCTI ®3T € HeOOXiqHOIO, OCKINTBKH THHAMIKA 3MiH
B OpraHi3Mi XBOpOro IpH NpoBeeHH] crenudiyHOro TiKyBaHHI MOXe IT0TpeOyBaTH
KOpEKILil 1031, a B iesKux Bunankax i Bigminu O3T.

Heo6xinni gif

O0oB’s13K0BI:

3aGesneunT 3amMcd B MeauuHii KapTi amOynaropHoro xsoporo (¢opma
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Ne 025/0) Ta BimobpaskeHHs B Hill 3aXO0/IiB i3 CHOCTEPEXEHHS, 3TiAHO 3 IIAHOM (IHB.
1. 4.7 pozairy IV).

ITorogutu IndopmoBany mOGPOBiNBHY 3roAy mamieHTa Ha 0OpoOKy
IEPCOHAILHUX JaHUX.

IpoBoauTH IIaHOBe o6cTexeHus 1 pas Ha 6 Micsauis (mus. m. 4.7 posaimy IV).

- Tlpu 3BepHEHH] 10 JIiKaps 3arajibHOI IPaKTHKK — CiMelHOro JiKaps, neaiarpa

a60 TepareBTa 3a0€3eYNTH MATPUMKY HaJaHHSI MEANYHOI JOIIOMOTIH MalliEHTaM 3
XT.

IV. OIINC ETAIIIB MEJAYHOI IOIIOMOI'A
JliarnocTuka

4.1. Cumnromu, xapaxktepHi aasa XI':

CILJICHOMET aJIis;

rernaToMeralis;

TPOMOOLMTONEH S, 9YacTi KPOBOTEYi, CHHIII;

aHeMid;

KicTkoBa nedopmaris no tumy konbd Epnenmeiiepa;
iH}inBTpallisa KicTKOBOro MO3KY KiliTuHamu [ orre;
3aTpUMKa 3pOCTy (< 5 mepueHTIId, Bill 5 10 25 NepueHTHIb);
KiCTKOBI 00J11, IaTONOTI9HI IEPEIOMH;

OCTEOIIeHisl, OCTEOHEKPO3.

4.2. MinimanbHo-HeoOXigHi oOcTeskeHHs Aas  audepeHmia bLHOL
AiarHOCTHKH XBOopo6u I'ome:

Ormsap coemjamicta Ta 30ip amamHe3y (HasBHICTb B poauni pomuuiB 3 XI,
BTpaTa MacH Tijla 9i OBLUIbHE i1 30ibIIeH s, 3HKeHA (Pi3HYHA aKTHBHICTh, BTOMA,
JETpecisi, 9acTi HOCOBi KPOBOTE4i YH KPOBOTOUHBICTh SICEH, Oillb U JUCKOMMOPT y
XHUBOTI, KICTKOBHH OiJlb, KPHXKICTh KICTOK, IO IPOSBIIETHCS y HATOJIOTIUHUX
nepeoMax).

Bomomerprune V3] uu MPT-o06cTexeHHsT OpraHiB 4YepeBHOI IOPOXKHUHHI
(ass BUSBIEHHS relaTOMErayil Yy CILIEHOMErali).

Pentrenorpadis B mepexHbO-CTETHOBIHM IPOEKIii CTErHOBOI KiCTKH Ta IIHHAKH
CTeTHa, peHTreHorpadis xpeOTa B JaTepaibHiil MO3MIIil (I BHSBJICHHS 3MiHH Y
KicTKax, xapaktepHux s XI').

MPT-o6cTexxeHHST HMKHIX KIiHIIBOK a00 IIOIEpEeKOBOro Biimily xpeOra,
CTETHa Ta IMUHKU CTeTHA, TOMLIKOBOI 1 IJIEYOBO1 KICTKH (JIJIs BUSABIICHHS KiCTKOBHX
HpOSIBiB, XapakTepHux mit XI).

KT-o0cTexeHHss nereHh NPUA HAIBHOCTI peCHipaTOpHUX mpobdieMm (Moxe
IOTIOMOT'TH BUSIBUTH 1H(LIBTpaLiro JereHi Kiituaamu [ ome). _

Orusin HeBposiora (111 BU3HAUYEHHS posiBiB HeliponatuaHoi Gopmu XI)).

4.3. MinimaanHo-HeoOXiaHi Oioximiuni TecTtm ans AudepeHnmiaabHON
aiarHocTuxu xsopoou [Nomie:
BusHaueHns piBHS reMoriiobiny (BU3HAYAETHCS HAIBHICTh Ta CTYIIiHb aHEMII).
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BuzHaueHHsS KinbKOCTI TpOMOONMTIB (BA3HAYAETHCS HAfABHICTh Ta CTYHiHB
TPOMOOIIUTONEHIT). _

Bu3HadyeHHs piBHS aHTIOTEH3WH-TIEPETBOPIOOYOro ¢depMeHTy (Moxe OyTH
nigsumernmM npy X1).

Buznauenns Taprpar-pesucteHTHOI KHClIol Qochatazw (Moxe OyTm
nigsumena npu X1I). "

BuznauenHs piBHs QeputuHy (Moxke OyTH miaBuImeHu mpu XI).

BuznadeHHs piBHA JiIIiAIB, 0COOIMBO X0JIECTEPUHY BUCOKOI IIIIBHOCTI (MOXe
6yt HU3bpKkUM npu X1I).

BuznaueHHs npoTpoMOiHOBOrO Ta TPOMOOIIIIAaCTUHOBOTO Hacy (MOXYTh OyTH
BHCOKHMH Iipu XT). v

Mopoonoriuni pocmifkenHs 6iomTaTy KiCTKOBOrO MO3KY (03BOISIOTEH
BusBuTH KimiTHHH I[ome. Ilpote, BiICYTHICTH IUX KIITHH HE € KpHUTEpieM
BHUKJIIOYEHHS 3aXBOPIOBaHHA. TaKOX, CIiJl BpaxOBYBaTd MOXUIUBY IPHCYTHICTH
IICEeBIOKIIITHH [ oIIe, M0 MOXXe MPU3BECTH 0 TOCTAHOBKH HEBIPHOT'O JiarHO3Y).

4.4. Bepudikaunin giaraosy

3a migo3pu Ha XI [UIsi BCTRHOBIIEHHS OCTaTOYHOTO AiarHo3y CiJ MPOBECTH
HaCTYIHI JOCIIHKEHHS:

BuMiproBanHsS aKTUBHOCTI IIIOKOLepeOpo3uaasy y Cyxux IUIIMax KpoBi SK
CKPUHIHT-METONY, KK J03BOJISIE€ 3MEHIIUTH CTPOKHU AiarHoCcTHKU XI .

BuMiproBaHHS aKTHBHOCTI TIIFOKOIepeOpo3uaasy y IeiKonuTax KpoBi, IKUH €
BHCOKOTOYHHM METOJIOM, IO I03BOJISIE BCTAaHOBUTH AiarHo3 XI'.

BuMiproBaHHS aKTHBHOCTI XIiTOTpPHO3WAa3W € JONOMIKHHM TECTOM IIpH
nmiarHoctuni XI©, OCKiNBKHM 3HA4YHA YACTKAa HAceJeHHS € HOCIAMM ajuienel, Imo
NPU3BOIATE 10 HHU3bKOI aKTMBHOCTI Iboro depMmeHTy. KpiM TOro, akTHBHIiCTH
XITOTPHO3U/IA3K € BAXJIMBUM MapKepoM YCIIIHOCTI JikyBaHHS XTI

MoneKyIIpHO-TeHETHYHA JiarHOCTHKA 3 METOIO BHSBIICHHS MyTalilf B reHi
TITIOKOIIEPEOPO3HIa3H.

4.5. Kpurepii xiuiniunoi kiacudikanii crynens Takkocti xBopodu I'ome
tany 1y nopocaunx

Ta6muns 1. Jopocni 3 xsopoGoro Iome tumy I: kpurepii kmiHigHOL

Kiacudikarii
CTyniHb TSOKKOCTI Jlerxa TTomipaa Tspxxa
IpunaiimMui oquH 3 OnuH 3 HACTYITHUX
HACTYIHHX, ajie He KpHUTEPpiiB
TSOKKHX, KPUTEPIiB
Teparis Junamiune 30 O/xr/2 Tvkmi B/B*| 60 On/kr/2 TrxHI
CIIOCTEPEXKCHHS B/B*
I'emornoGin (/) >100 >80-x-<100 <80
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dpaxuis xupy (F)*
Metonm; KBX3****

(TIOITyJIALSA 3I0POBUX
oci6: 27% <Fr <55%)

Fr<23 %

TpomGomuTa (MM>) >100,000 50,000-100,000 <50,000

Po3mip nevinkm <1,25 1,25-2,5 >2.5

(MN**)

(BomoMeTpHUYHA

MPT qu KT)

Po3wmip cenesinku <5 5-15 >15

(MN**)

(BomoMeTpu9Ha

MPT 9u KT)
YpaxxeHHS ckeneTa binb B KicTKax XpoHiuHuit 616 B

icTKax
MarHiTHO HopManbHe/He3HauHe  [3HAYHE 3MEHIICHHS 3HadHEe 3MECHINCHHS
-pe30HaHCHa 3MEHIIEHHS {HTEHCHBHOCTI CHTHAIY [HTEHCHBHOCTI
roMorpadiz (MPT) inTencuBHOCTI curHany [Ha T1/T2 MPT curaanxy Ha T1/T2
(nepeBaxcumit Mmeron  Ha T1/T2 MPT T
Bizyasizamii)*** ICTKOBHIi KpH3
J[BoxeHepreTuuHa Ulerka ¢opma ocreoneHii [[Tomipaa popma OcTteonopos
PEHTIeHIBChKa (MILIKT: Z-moxaszuuk He |octeonenii (MIIKT: Z- (MIIKT: Z-nmoxasHuk
abcopOuioMeTpis ripme -1,5 SD) [MOKa3HMK Bix -1,5 no - [ripme -2,5 SD)kxpus
(JIEPA) 2,5 SD)
OrssmoBa IMedopMmarnis kicTke 32 [be3cuMITOMHI TiNsAHKK |ABaCKyIApHUH
peHTreHorpadis TUIIOM KOHIYHO] KOJOM [aBacKyJIApHOro HEKpo3y [Hekpo3 (ABH)
Epnenmeiiepa [[TaTonorigsi
epeToMHA
3amina cyrmoba(-iB)
KicTroBHit MO30K Fr>23%

Fr<23 %

Xitporpuosumaza***| <15,000 (abo <7,500 >15,000 (a6o >7,500 y| >15,000 (abo

o y HociiB xiToMmyTanii) | HociiB XiToMyTamil) 7,500y
HOCIiB
XiTOMYTAIlii)

* Mi>XHapoIHO BU3HAHI 031 OJWHHIL

#* MN: ZOpiBHIOE HOPMAJILHOMY PO3Mipy.

4% YpaxkeHHS CKelleTa 3a oliHkoo MPT:

*kkk KBX3: kinpKicHa Bisyaizamid XiMiTHuX 3CyBiB

4.6. Kpurepii xiainiunoi knacudpixauii crynens tskxocrti xsopobu I'omre

Tany 1y mirei

Ta6auuns 2. Jlitu (no 18 pokiB) i3 xBopo6oro Iomme tumy I: momaTkosi kpuTepii
IS KIiHi9HOI Kiaacudikaii

TsoxxicTe

Be3 mposiBiB
XBOpOOH

3 mposiBaM# XBOpoOH
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Iomipra Tsoxxa
Teparis JIMHAMIYHE 60 Om/kr*** 60 Op/kr***
CHOCTEpEXEeHH*
I'emorno6in =100 Ha 20 r/n HHKYe BiX Bimeme wix Ha 30 /00
(r/m) HIDKHBOT MEXI1 BiKjBOi HIDKYE BiJl HIKHBOI
HOpMH MeXi BIKOBOI HOpMH
TpoMGouuTa >100,000 50,000-100,000 <50,000
(/Mm)
PosMip meuinkm | <1,25 1,25-2,5 >2.5
MN* ¥
Poswmip <5 5-15 >15
YpaxeHHs
CKelieTa
- - (Xponiunuit) 6116 y
Cumnromu icTKax, KiCTKOBHH KpH3
(3a3BHUYail HENTPABUIILHO
TIarHOCTYETHCS K
OCTEOMIEIT)
OrmsimoBa Medopmartist KicTku [Be3CHMITOMHI JiITHKI ABacKyJIIpHHI HEKpO3
peHTreHorpadis [3a THIIOM KOHIYHOI [aBacKyJIIpHOI'O HEKPO3y (ABH)
IKOJIGH [MTaTosorivyni neperoMu
Epnenmeiiepa 3amina cyrioba(-iB)
MarsiTHO- Hopmansae/He3HaY
pe30HaHCHA HE 3MEHIIECHHS 3HauHe 3MEHINEHHSA 3HayHe 3MEHINCHHS
roMorpadis iHTEHCHBHOCTI iHTEHCHBHOCTI CUTHAIIy HA  [IHTEHCHBHOCTI CHTHaJTy Ha
(MPT) curnany wa T1/T2 [T1/T2 MPT T1/T2 MPT
(4-6 pokiB) MPT KicTKkoBHM KpH3
[BoxeHepreTHIHa Octeonopo3
penrreHieceka  [Jlerka popma ITomipua ¢popma ocreomenii  (MILKT: Z-noxazHuk
aGcopOItioMeTpis jocTeomneHil (MILIKT: Z-nokasuuk Big -1,5 fripme -2,5 SD)
(JAIEPA) (Bix 4 = |(MIIIKT: Z- o -2,5 SD) i
POKiB, OCOOJIMBO [IIOKA3HUK HE ripime
B IT€PioJt -1,5 SD)
CTaTEBOrO
ro3piBaHHS ™ **)
Pict ITomipHe yTOBUIbHEHHS Cepiio3He YIIOBUILHEHHS
pocty Hmkue -1 /Buine -2 poCTy
SDe*#** BuIe -2 SD°***
XoiTDOTDI/I03I/IJIa3 <15,000 (abo >15,000 (abo 7,500 y mociis | >15,000 (abo 7,500 y
a <7,500 y HOCIiB xiTOMyTAaIii) HOCIIB XiTOMYyTaIlii)
xiToMyTarii)

*

*ok

&Kok

OCKLIBKM KPUTEPIi Bi/IIKOyBaHHS B JaHWi1 9ac HE JIO3BOJIIOTH JIIKyBaHHS B IIMX BHIIAJKax
MN: JlopiBHIOE€ HOpMATEHOMY PO3MIpY
OCKiJIbKM 36LIBIIEHHS MacH KiCTKOBOI TKaHMHHU 3a gonomord @3T e Halibinpm eGeKTUBHUM Y
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MOJIO[MX NAIi€HTIB, o nepenbayac CTBOPEHHs TEPANeBTHYHOTO BikHA JUIf Haiikpamoi eeKTMBHOCTI y
JiTeli IIpH 3aCTOCYBaHHi BHCOKONO30BOI Tepamii B Lied KpUTHYHMI IEpios, KOJHM 3pocTac MikoBa
MiHepaJibHA MIUIBHICTE KiCTKOBO1 TKAHUHH.

SD: cTaHmapTHI BiIXWICHHS Bil CEpeAHBOro 3pocTy 6aThKiB (AiBuaTa = 3picT 6aTeKa - 13 + 3picT
MaTepi/2; XJomYuKH = 3picT GaThKa + 3picT MaTepi +13 cm/2

Ok %k
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JikyBannsa XI

4.8. TlokazaHHa D0 NMOYATKy (epMeHTHOI 3amicHOI Tepamii y aiTel 3
HASIBHICTIO CHMIITOMIB

HasBHicTh 0f1HOT0 a60 GiNblie 3 HACTYIHAX KPUTEPIiiB:

BCTaHOBJICHHS JiarHO3y XBOPOOH 3 HasBHICTIO CHMIITOMIB 10 18-pidHOro Biky

TshKka ademis (Hb < 8 mr/mn)

TsOKKA TpoMboIuToneHis (< 60000 kniTuH/Mi)

netixorut < 3000 KIiTHH/MIT

CHMIITOMHA TTaTOJNOTiA KiCTOK (KiCTKOBI KpH3H Ta OCTEOHEKpO3 B aHaMHe31)

aKTUBHA IATOJOTIA KiCTOK (MOXe OyTH acCHMIITOMHOIO)

3HIOKEHHS IIBHAKOCTI pOCTY Ta/abo0 3aTpUMKa POCTY

3aTpUMKA CTATEBOT'O JO3PIBaHHS

HASABHICTH PiIHMX OpaTiB 4M cecTep 3 TSHKKUM IIepediroM 3axXBOPIOBAHH, IO
noTpedyroTh npusHadeHHs O3 T

TeHOTHI, INO BHKIMKAE TOKKHHM 1epebir 3axBoproBaHHS (HAIpPHUKIAL,
HasiBHiCTh MyTarliii 1L.444P yu D409H)

3picT < 5-r0 mepieHTHNIS a00 CyTTEBe 3MEHIIEHH MBHUKOCTI POCTY

Z-TIOKa3HUK MiHepaJIbHOI INITFHOCTI KICTKOBOI TKaHUHU HIDKYe 2,0

00’eM cenesinku > 2,0 MN, 06’eM neqinku > 2,0 MN

4.9. Kpurepii BuKkiaouenns (IpuNuHeHHs) pepMeHTHOI 3aMicHOI Tepamii
KpuTepii BUKIIIOYEHHS 3 IPOrPaMu JiKyBaHHS (PEPMEHTHOIO 3aMiCHOIO Tepalli€ro
pu xBopo6i [omre:

1) XBopo6a I'omre, Tum 11 (roctpuii HefipomaTHIHUH THII);

2) Tsxki mo6Giuni epexTH, MOB’s3aHi 3 BBEICHHAM JIIKapChKOro 3aco0y,
10 YHEMOJXKIIUBIIIOIOTH poBeaeHHs D3 T;

3) Bigcyrhicte kiminiunoro edexty Bim D®3T y 3B'a3Ky i3
CHCTEMATHYHHM TOPYHIEHHSAM peXuMy JIiKyBaHHS, a caMe:
HEIOTPUMAHHS IPU3HAYEHOTO JO3YBaHHS Ta IHTEpBALy MiX
BBEJICHHSIMH JIIKapChKOT0 3aco0y;

4) IlopyiieHHss peXHMy ITUHAMIYHOTO KOHTpOINIO CTaHy 3J0pOB’S Ta
e(eKTUBHOCTI JIKyBaHHS (BiACYTHICTh JAWHAMIUYHHX OIJIANIB Ta
00CTeX€eHb 3TiHO MPOTOKOIY OiJbllIe OIHOIO POKY;

5) HasBHICTB iHIIOTO 3aXBOPIOBAaHHS, IO, IK OOIPYHTOBAaHO BBAXAETHCH,
MOTipIIMTH BiAMTOBIOL HA TEPAITIO.

4.10. Kpnrepii oninku edpexruBHocTi pepMeHTHOI 3amicHOT Tepamil

BusHadeHHsM eQeKTUBHOrO INIKyBaHHS € 3MEHIIeHHs abo BiACYTHICTB
IpOrpecyBaHHs aKTHBHOCTI XBOPOOH, MpO IO CBigYUTH cTabimizallii KIiHIYHOIO
CTaHy, IOB'A3aHa 31 3MEHIIEHHAM CHMIITOMIB, SIKi CIHOCTEpiralMch Ha IOYATKY
mikyBaHHS (nuB. 1. 4.13 posainy IV).

Ouinka edpextusHOCTi @3T IPOBOMUTHLCS HE paHille, HiX depe3 6 MicslliB 3
MOMEHTY IOYaTKy, 3@ YMOBH JOTPUMAHHS PEKOMEHIOBAHOI JIKYIOUHM JiKapeM
CXEeMH JIIKyBaHHS Ta JO3M IIperapary.
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Ouinka epextusrocti 3T mposogurrcs B HICIT «OxMaTauT» He pinie, Hix
nBiui Ha pik Ta B 303, BU3HAYEHOTO IS HAaaHHSI MEIUYHO] TOIIOMOT'H ITalli€HTaM 3
XTI, ne saiticHioeThes nposeaeHas 3T, mix yac mpoBeAeHHS BHYTPIIIHbOBEHHHUX
iHdy3iit.
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4.13. ®epmeHTHA 3aMicHA Tepamis

Tab6nauma 4. Iopocni i3 xBopoboro I'ome tumy I: pexomenparii mozo
JiKyBaHHS B paMmKax ¢pepMeHTHOI 3aMicHOI Tepamii (P3T)

Tsoxxmii ctymins (auB. Tabmmns 1)

MoxnrBe KOpUTYBaHHS
4034

. ITocTynose
HifBUINEeHHs A03u Ha 30
Op/xr x0XHi 2 THXHI
BHYTPIIIHHOBEHHO.
Kpame 1 pa3 na 2 tiuxHi

YmoBu

° BigcyTHiCTE mOKparmieHb depe3 6 MiCAIB MiCiA IPOBSACHHS
O3T (xoXHi 2 THXXHI BHYTPIIIHEOBEHHO) JIJI HEKICTKOBUX
3aXBOPIOBAHb

e  BincyTHICTh 3HAYHUX ITOKPAIEHb BiJICOTKOBOIO BMICTY
XKHUPY Y KicTkoBoMy MO3Ky (oninka QCSI -kinbkicHa Bizyanizailis
XiMigHMX 3CYBiB) "uepe3 12 micsiiB micns npoBeneHas O3T. V
MAI€HTIB, Y AKUX TOYATKOBHUH BiZICOTKOBUH BMICT XXHUPY
CTAaHOBHTH MeHIIE 23 %, el MOKa3HUK Ma€ i IBUIIUTHCE TaKUM
YHHOM, 00 NPUHAWMHI IEPEBUINUTH 3a3HAYCHUH piBeHb. SIKIIO0
TIOYaTKOBE 3HAYEHHS B3Ke € BUIOUM Bif 23 %, MeHINEe i ABAINCHHS
a0o crabinizaiis MOXYTh BBOKATHCH JOCTATHIMH.

®  BincyTHICT 3HIKEHHS XITOTpHO3Ha3u ab0 3HIKEHHS 11
meHIne 15 % depes 12 micsmiB micis npoBexenns O3T.

. Iloctynoge
3HHKCHHS JTO3W Ha

30 Ox/Kr KoXHI 2 THXHI
BHYTPIITHLOBEHHO a0
MEHII yacTi iHdys3ii: Ta
cama J103a KOKHI 3 THXHI
IIPOTATOM 2-3 POKiB,
3r0/IOM Ta caMma J103a 1a 4
THKHI)

e  Uepes 6-12 micsIiB micis OMiHIOBaHHS Y HAIli€HTIB, IO HE
MalOTh TSDKKMX KiCTKOBHUX 3aXBOPIOBAHb, i3 IOMITHHUM
MMOKpAaIieHHSM I'eMaTOJIONYHUX ITapamMeTpiB i
renarocruienomeranii (KT abo MPT)

e VY BumajKax TSDKKHX KiCTKOBHX 3aXBOPIOBaHE depe3 5 pokiB
i mi3Himme, KO mij 9ac MiarHOCTHYHOTO CKaHYBaHHS BUKITIOUHIIN
Oynp-sKi momanbIi YCKIa/THEHHS a60 6yJi0 BUSBICHO HAasSBHICTh
3HaYHAX YPaXXCHb KiCTKOBOI TKaHUHHI

Bichocdhonatu

e  Tlpusnauenus 6ichochoHariB BHYyTPIIHTHEOBEHHO
PEKOMEHAYETHCA TIiCHA mepmoro poky nposeaenns O3T npu
TSHKKUX YPOKEHHAK KiCTKOBOI TKaHMHH.

TlomipHuit cryniae (mus. Tabmuiy 1).

MoxnBe KOPUTYBaHHS
4031

L IToctymose

i ABUINEHHs 103 Ha 30
On/xr xoxHi 2 THXHI
BHYTPIiIITHHOBEHHO

YmoBu

e  BincyrhicTh TIOKpAIEeHk Fepe3 6 MiCSIiB MiCIS IPOBEICHHS
O3T (x0oxKHi 2 THXHI BHYTPIIIIHBOBGHHO) JUIS HEKICTKOBHX
3aXBOPIOBAaHb

° BigcyTHICTS 3HAYHUX MOKPAIIEHb BiJICOTKOBOTO BMiCTy
XKHUpY ¥ KicTkoBoMY M03Ky (ontinka QCSI) gepes 12 micsmiB micis
uposenenHs ®3T. V nanieHTiB, y SKUX MOYATKOBUHN BiJICOTKOBUM
BMICT XXHPY CTaHOBHTH MeHIIe 23 %, 1eif TOKa3HHUK Ma€
HiBUITATUCH TAKUM YHHOM, 00 NpHHANMHI IEPEBAINUTH
3a3HAYCHMM piBeHb. SIKIMO MOYaTKOBE 3HAYCHHS BXKE € BHIIUM BiJl
23 %, MeHIe miaBuieHHd a60 cTabiri3alis MOXYTh BBOKATHCh
IOCTATHIMH.

Jlerkwmii crynine (muB. Tabmuams 1).
®3T He NPOBOIUTELCS, ajle PETEIBHUI MOHITOPHHT € KIIFOYOBHM.

Ta6auma 5. Jitu (mo 18 pokiB) i3 xBopoboro I'omre: pekoMeHzamii mono
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Hemnetiponatuuni ¢hopMu y mitelt

TDK, IO I JIA JOPOCIIAX, i3 HaCTyITHUMH
3MIHAMH:

TsOKKHHA CTYIIIHB

60 O/Kr K0XHi 2 THXHI BHYTPiTHHOBEHHO

JIns KOpUTyBaHHS 3aTraIbHOTO TSHKKOTO
YIOBLILHEHHS TEMITiB 3pOCTaHHS

Toctpi HeliponaTuuHi hopMu

IcHye y3rokeHa JyMKa IMOAO BiICYTHOCTI
e()eKTHBHOCTI B JIIKyBaHHi Ili€l rpyny, 3a
BHHSTKOM, CHMIITOMAaTHYHOI Tepartii.

®3T € Ge3ycmimHEuM METOIOM JIiKyBaHHS
HEBPOJIOTTYHOI HEJOCTATHOCTI, SKa TPAIUIIETHCS
TpH rocTpiil HeliponaTwaniii dopmi xBopobu
Iome.

XpowniyHi HeliponaTuuHi GopMu

60 On/Kr KOXHI 2 THXXHI BHYTPilTHHOBEHHO
y SIKOCTi JIOBI'OCTPOKOBOI TpHUBAJIOL Teparii
TpancmranTanis cTOBOypOBHX KIIITHH i3
nposeaeHHsM/6e3 nposeneaus O3 T

@3T € epexTHBHEM 1 O€3EYHIM METOAOM
JiKyBaHHS HE HEBPOJIOTTYHUX CHMIITOMIB IPH
xpouiuHiii HeliponatuaHii Gopmi. Epexr ®3T na
HEBPOJIOTiYHi CHMIITOMY HE3PO3yMiJIHH.

Tabamna 6. Jlopocii/miTi: JOJATKOBI KIIIHIYHI KpATEPil THKKOTO YpakeHHS,
0 MOTPeOYIOTH Tepalii y BUCOKUX J103aX

ITouarkoBe Haitummii pusux
JIO3yBaHHS* 60 Oj/Kr KOXHi 2 THXHI BHYTPIIMHEOBEHHO
Kpurepii puzuxy HasBHicTh 01HOTO 260 KiJIBKOX i3 HACTYITHAX CHMITOMIB:

o CHUMITOMAaTHYHI 3aXBOPIOBAHHS CKEJIETY
e UYitke opynieHHs SIKOCTI XKUTTS Yepe3 XxBopoOy ["ome
® 3axBOpIOBaHHS Ceplsi 1 JIET€HiB, BKJIIOYAIOYH
rinepreHsiio
e Ilocrrpancdy3iiina 3anexHiCTh
o TspKKi 3aXBOPIOBAHHS IIETiHKH
- ®i6po3 (ymsTpaconorpadis, koM’ orepaa ToMmorpadis, MPT)
- IlopransHa rinmepreHsis
® TsDKKi 3aXBOPIOBAHHS CENIE31HKH

- IlomroproBani i oOmupHi iHdapKTH

- Mexanigauii muckomdopr
e MoHnokoHambHI 6i7TkM y KpoBi a0 cedi (xo4a iX HAsABHICTH, 5K i
MOJIKJIOHANBHUX OiNKiB, YaCTO HE MOB’sA3aHi 31 CTyIEHEM TSKKOCTI
xBopo6n). CIUIEHEKTOMIsI MOXKE PO3TIIAATHCE K METO]] BUKIFOUECHHS
MOOJMHOKUX BUMAIKIB JIMGOMM TUIBKH y pa3i HAgBHOCTI O3HAK
niMpomu y iHmmX Micigx abo y pasi BiACYTHOCTI peakilii cenesinku
na MPT). :
® Dbynep-sxi cymyTHI MeAWYHI CTaHW, INO CIPHSIOTH MOAAILIIOMY
YCKJIQHEHHIO XBopoOu I'omie, abo iX 03HAKM Ta CHMIITOMH

JIET€HEBY

*Vei pexoMeHAatii Mox0 MOYaTKOBOI 103K MalOTh KOPHIYBATHCH B IHAWBIMYaIEHOMY HOPSAKY, B 3AJIEXKHOCTI Bift
KIiHI9HOI peakuii Ta JOCATHEHHA METH JTiKYBaHHA
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4.15. MoaudikoBana mKajga AJdd BH3HAYEHHS CTYHEHsI TIKKOCTI
HelipoHonaTH4HOI popmu XI' (mSST)

ITapaniy nornsmy Hopwma (x04a € MaioiMOBipHOIO IIpH JaHOMY Jgiaraosi) 0
I'opusoHTaNBHI  cakkagd BiACYTHI, BepTHKambHi 0,5
CaKkkKaay HasBHi
lNopuzonTanpHi cakkaiu Ta BEpTHKAIBHI cakkamm 1

BIICYTHI
OdTansMmomnoriuae Hopma ' 0
obcTexeHHs ITapaniu yepenHO-MO3KOBOrO HepBa (3 momepeansoro 1

KopeKiero abo 6e3 Hel)
INapamia  9epemHO-MO3KOBOTO HepBa (IMOBTOpHE 2
BHHHAKHEHHS HE3BaXAIOUM Ha XipyprigHy KOPEKIIiIo)

Eminencis BiacyTHICTh eNiIENTHYHAX HAIaJiB 0
EnirenTydni Hanmaay, sSKi He BUMAraioTh NpU3HAYCHHS 3
TIPOTUCYZNOMHHEX IIpenapaTiB
Eninentiani Hanamm, siki KOHTPOJEOIOTECS IpHiioMoM 4
TIPOTHCYZIOMHMX IIperiapaTiB
Eminentuuni Hanaau, SKi BHUMaraloTh NPHU3HAYCHHS S
koMOiHOBaHOI Tepamnii abo SKi € pe3UCTEeHTHHMH [0
IIPOTHCYIOMHHUX IIpenapariB

Bix Ha MOMeHT mepmoro MeHine 5 pokiB

EHiJIENTUYHOTO HaIaxy 5-10 pokiB
10-15 pokiB
16 pokiB Ta Ginbmie abo BiICYTHICTH €MiIENTHIHHX
HanasiB

PosButox / xormituBHa Hopma

3/IaTHICTH Iopymenns nerxoro crymens (IQ menme 85 aGo
€KBiBAJICHTHO)
ITopymenns cepemuboro crymens (IQ 50-57 a6o 2
€KBiBaJICHTHO)
IlopymenHs TSHKKOTO CTyIeHS (3HMKEHHS Oinbln Hix 3
Ha IIOJIOBHHY BiJl HOPMH, XapaKTEPHOI [UId HasABHOI'O
XPOHOJIOTIYHOT'O BiKY)

ArTaxcis npa xoap6i Hopwma, atakcis nposiBIS€TBCS TiMBKH TPH TaHaeMHid 0
X001
Araxcis mpu xop01 110 psaMil JIiHii, 3qaTHicTs XomuTH 1
6e3 JonoMoru
31aTHICTh XOJUTH TiIHKH 3 JOIIOMOTOKO
HeznatHicTs X0m0TH

Mo3zoukoBwuit TpemMop BigcyTHicTh IHTEHI{IHHOTO TPEMOPY
Iarenuniiinuit TpeMop 6e3 mopyrmeHns GyHKIii
InTennifinuit TpemMop 3 BHpaXKEHHM NOPYHICHHAM
dymxmii

IMipaminanexi HopMmaneHuit TOHyC M’531B 3 HiABHINEHHSM ped)IeKCiB

TIOPYIIEHHS Jlerke abo moMipHe miJBHIICHHS TOHYCY M’sA3iB Ta
pednexciB
[TigBuimmeHHs TOHYCY M’s3iB Ta pedUieKciB 3 KIOHycoM, 3
He3aJIEXKHO BiJl TOTO, € BIH HECTIMKIM 9¥ CTIMKHM
TspKka CrlacTHYHICTD M’ S3iB 3 HE3IaTHICTIO XOUTH

Excrpanipaminanbai Hopma

MOPYIISHHS BapiabGenpHICT TOHYCY Ta 1Oo3M 0€3 MOpYIICHHS

O =N W
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YTpynHeHHS KOBTaHHS /
opaJibHa OynsOapHa
dynxuis

Mosa

®opmMma xpebTa

Bcroro

¢bynkuii Ha GoHi Tepaiii abo 6e3 Teparmii
BapiabenbHicTh TOHYCY Ta [O3H 3 TIOPYIIEHHAM
GyHKIIT, He3BaKAIOTN HA TEPalliro

BupaxeHa purinHicTs M’513iB 3 BiACyTHICTIO edekTy /
MiHiMabHAM edeKToM Bix Tepamii

Hopmanela QyHKITiS

Hucdaris merkoro crymens (HagMmipHa CIHHOTEYA 3
pora))

Hucdaris nomipHOro crymess (puU3WK acmipanii,
noTpeba B Mogudikanii XxapuyBaHHs)

Hucoaris TsoOKKOrO CTymeHs (noTpeba B XapuyBaHHI,
IO He 3/IiHCHIOETHCA Yepe3 poT)

Hopwma (a Taxox miTH, sKi e € 3aHaaTo MaIuMH, o6
TOBOPHUTH)

J3apTpis Jerkoro Ta CepemgHBOrO CTYNEHS, IIO
MOPYIIy€ CIPUHHSTTS MOBU CTOPOHHIM ClIyXadeM
JM3apTpis TOKKOTO CTYIEHs, MO NPH3BOSUTH M0
HECHPHUUHATTS OLIbIIOl YaCTHMHH MOBH OJH3BKOIO
JEOAMHOIO T4 CTOPOHHIM ClIyXadeM

AmnapTpis (He3JaTHICTh TOBOPHTH)

Hopma

Jlerxmii kio3, mpote 36eperkeHa THYUKICTH Ta HEMAE
norpebu B dikcarii

IMomipauit kido3, sAKkmii YaCTKOBO KOPEryeThCS 3a
ZOIIOMOT 010 (hikcartii

Tsoxxuit xio3, AKuil He KOPEryeThCA 3a JTOIOMOIOIO
dixcanii abo BuMarac mpoOBEJEHHS XipypriuHOro

BTpYYaHHS

O W

36
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V. PECYPCHE 3ABE3IIEYEHHS BUKOHAHHSA ITPOTOKOJIY

Ha MOMEHT 3aTBepIKeHHS NaHOTO YHi()iKOBAaHOIO KJIHIYHOTO IIPOTOKOIY
IIEPBUHHOI Ta CHeIiali3oBaHOI MeOu4HOi JomoMorud «Xsopoba Iome» 3acobu
MaTepiaJIbHO-TEXHITHOIO 3abe3ledeHHs JT03BOJIEHI 0 3aCTOCYBaHHs B YKpaiHi.
Ilpu po3pobui Ta 3acTocyBaHHI KITiHIYHHX MaplIpyTiB mamieHtis (mami — (KMII)
HEeoOXiIHO TepeBipUTH peecTpalilo B YKpaiHi 3aco0iB MarepiaibHO-TEXHIYHOTO
3a0e3nedeHHsd, W0 BKmodaroTbes A0 KMIIL, Ta BiAmOBimHICTE NpHU3HAYEHHS
TiKapChKHUX 3ac00iB [HCTPyKIIil A1 MEAMYHOTO 3aCTOCYBaHHS JIIKapCHKOro 3ac00y,
3atBepmxkeHit MO3 Vkpaiuu. [lepkaBHHI peecTp JKapChKHX 3aco0iB Yipainu
3HaXOAUTHCS 3a €IIEKTPOHHOIO aapecoro http://www.drlz.kiev.ua/.

5.1. IlepBHHHA MeIHYHA JOIIOMOra

1. Kaapogi pecypcu

Jlikap 3arajgbHOl NpPaKTUKA—CIMEMHHWI JiKap, MeIH4YHA CeCTpa 3arajbHOi
MPaKTHKH.

2. MarepiaibHO-TeXHiYHe 3a0€3NeYeHHA

Ocnamenns: Bignosinuo 1o Tabeins ocHaleHHs.

5.2. CoeniajrizoBana MeJu4YHa J0IOMOra

1. Kaaposi pecypcu

Jlikapi: memiaTp, TepameBT, HEBPOJOI AWTAYMN, HEBPONATOJIOT, IICHXiaTp
IMTAYNHE, IICHXiaTp, TeHeTHK, JabopaHT-TeHEeTUK, OTOJAPHHIONOr IUTIYMM,
OTOJIAQPMHTOJIOT,  OPTOHEA-TPaBMATOIOr  IUTIYMH,  OPTONEA-TPaBMAaTOJIOT,
reMaToJIOr JUTSYMH, TeMaTOJIOr, IICHXO0JIOT; MEIUIHI CECTPH.

2. MarepianbHO-TexHiuHe 3a0e3ne4eHHSA

Ocnamennsn: Bignosinuno no Tabeis ocHaIIEHHS.

Jlixapcbki 3acobm:

Imirmonepasa, Benarionepasa, Talironepasa.
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VL. IHAUKATOPH SIKOCTI MEJIUYHOI IOIIOMOT'HA

®opma 025/0 — Meauuna kapra aMOyJIaToOpHOTO XBOPOTO, 3aTBEpIKEHA
Hakazom MO3 Vkpaimn Bix 14 mortoro 2012 poky Ne 110 «IIpo 3aTBepmkeHHS
¢opm mepBHHHOI 0671iKOBOT TOKYMEHTAILi] Ta IHCTPYKIili MOJ0 X 3aIIOBHEHHS, IO
BUKOPHUCTOBYIOTECA y 303 He3aneKHO Bi popMu BIaCHOCTI Ta TiAIOPAAKYBAHHI»,
3apeecTpoBanoro B Minictepctsi roctunii Ykpainu 28.04.2012 3a Ne 669/20982.

®opma 112/0 — Icropis possutky mutunu (@opma 112/0), 3aTBepmkeHa
Haka3zoM MO3 Vkpainu Bix 28 munas 2014 poky Ne 527 «IIpo 3atBepmkeHHs Gopm
HEPBUHHOI OOJIKOBOI JOKyMeHTalii Ta iHCTPYKHiM IIO0 iX 3allOBHEHHS, IO
BHKOPHUCTOBYIOThCA y 303, sKi HagaroTh aMOylaTOPHO-NOJIKTIHIYHY HOIIOMOrY
HaCeJICHHIO, HE3aleXHO BiJ IIANOPIIKYBaHHS Ta (OPMH  BJIACHOCTIM,

3apeecTpoBaHuM B MiHicrepctBi foctumii Ykpaitnum 13 cepmus 2014 poky 3a Ne
959/25736.

6.1. Ilepenik inankaTopiB sAIKOCTIi METHYHOY IONIOMOIH

1. Hassmicte y mikapsa 303, mo Hajae cnemianizoBaHy MeIW4Hy AOIOMOTY,
KJIiHI9HOTO MapmipyTy naiienTta 3 XI .

2. Bincorok namienTiB 3 XI', sixi oTpumytors ®3T, KuUM IpoBeeHa OIiHKA
e(peKTHBHOCTI JIiKyBaHHS BIIPOJOBK 3BiTHOIO IEpioy.

6.2. IlacnopTH inguKaTOpiB AKOCTI MEAUIHOT JOMOMOTH

1. HagsuicTs y nixaps 303, mo Hajgae crienianizoBany MeIHYHY HONOMOTY,
KIIiHIYHOT'O MapmipyTy marienta 3 XI.

38’A30K iHAWKATOpa i3 3aTBEPH)KEHAMH HACTAHOBAMHM, CTaHAapTaMH Ta
IIPOTOKOJIAMY MEIUYHOI JOIIOMOTH.

IngukaTop IPYHTYeThCS Ha IOJOXKEHHAX VYHi(iKOBaHOro KIiHIYHOTO
IIPOTOKOJIY IIEPBHHHOI Ta CIieNializoBaHOl MEANIHOI JooMord «XBopoba I'ome».

3ayBakeHHs OO iHTepIpeTaIil Ta aHalli3y iHaUKaTOpa.

Jlanuii iHAMKATOpP XapaKTepU3ye OpraHizalifiHmil acleKT 3aIpoBaKEHHT
Cy4acHHUX KIIIHiYHHX IPOTOKOIIB MEJMYHOI AOIIOMOIH B perioHi. SIKicTh MequdHOT
JIOTIOMOTH Nalli€EHTaM, BiZIIOBIAHICTh HaJaHHs MEAUYHOI omoMory Bumoram KMI,
BignoBixHicTe KMII unnnomy VKIIMJI naHuM iHARKATOPOM BHCBITJIIOBATHCS HE
MOXe€, ajle IJis aHaNi3y IIUX acleKTiB HeoOXigHe 0608’ 13k0Be 3ampoBakenss KMIT
B 303.

baxxanwuii piBeHb 3HAYSHHS IHIUKATOPA:

2022 pik — 90%

2023 pik Ta nopanemuit mepiox — 100%.

IncTpyxkuist 3 o04nCIeHHS iHaUKATOPA.

Opramizaris (303), mo Mae 0GYUCITIOBATH iHAXKATOP: CTPYKTYPHI i ApO3aiau
3 IMTaHb OXOPOHH 370POB’ A MiCIIEBUX JIepKaBHUX aJMIiHICTpaIliil.

Hani Hamarotscs 303, moO HaJAIOTh CIENialli30BaHy MEIUYHY JOMOMOLY
namieHTaM 3 xBopoboro I'o1re, po3TamoBaHuMK Ha TEPUTOPIi 0OCITyrOBYyBaHHs, A0
CTPYKTYpHUX IIiJPO3AUIIB 3 MHUTAaHb OXOPOHH 3I0POB’S MICIEBUX JIE€PIKABHHUX
aZMiHiCTpaIliif.

JlaHi HagarOThCS MOLITOIO, B TOMY YHCJIi €JIEKTPOHHOIO IOMITOIO.
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Meton o6uucneHHs iHAMKAaTOpa: WiApaXyHOK IIISXOM pydHOi a6o
aBTOMaTH30BaHOI  oOpoOku.  IHgmkaTop  OOYMCIIOETBCS  CTPYKTYPHHUMH
IiApO3JiTaMy 3 TUTaHb OXOPOHU 3I0POB’S MICIIEBHX JEp:KaBHUX aaMiHiCTparlii
Iicis HaaxoIDKeHHs iHgopmanii Big Bcix 303, mo HAZAOTh CIEI[iali30BaHy
MeIUYHy IOIIOMOry MaiieHTaMm 3 XBopoOoro I'ome, 3apeecTpoBaHUX Ha TEPHTOPIl
oOcayroByBaHHs. 3HaueHHSA IHOUKATOpA OOYHMCIIOETHCS SK  BiJHOIIEHHS
YHCeNbHUKA 10 3HAMEHHHKA. ‘

3HaMEeHHUK IHOWKATOpa CcKiaJae 3arajlbHa KinmbkicTh 303, mo HamaloTh
crieniajizoBaHy MeIUYHy ornoMory namiestam 3 XI', 3apeeCTpoBaHUX HA TEPUTOPIT
obciyroByBanHs. J[xepenoM iHGpopMaIil € 3BiT CTPYKTYpHHX MiAPO3ALIiB 3 MATAHE
OXOpPOHH 3IO0pOB’S MICHEBUX JepKaBHUX aJIMiHICTpalii, SKA# MiCTHTbH
iHdopManiro mpo Kinekicth 303, 10 HATAIOTh CIIEHiali30BaHy MEANYHY JTOIIOMOTY,
3apeecTpOBaHUX Ha TepuTopii oocayroByBanHs. 303, 0 HaalOTh CHeIliali30BaHy
MEAWYHY AOIOMOTY, y SIKHX HE 3apeeCTpPOBaHO >KOJHOIO IalieHTa 3 XBopoboro
I'ome BpomoBik 3BITHOTO IIEPioAy, He BKIFOYAIOTHCS 10 3HAMEHHHUKA 1HIUKATOpA.

UucenpHUK iHAMKATOpa CKianae 3arajbHa Kinbkicts 303, mo HamaroTh
coemiaiizoBaHy  MEIWYHY  JOIOMOTY,  3apeecTpOBaHHX Ha  TEepUTOPil
oOCIIyroByBaHHS, HJIA SIKHX 3ad0KyMeHTOBaHM#M (akT HasBHocti KMII 3 XT.
Ixepenom iHpopmanii € KMII, nanaruit 303. 303, misa AKkux He 3apeecTPOBaHO
xofHoro mamieHTa 3 X[ BIPOJOBX 3BITHOTO TNEpPiOAY, HE BKIIOYAIOTHCA O
quCceNIbHUKA 1HIUKATOpA.

3HaueHHd iHAUKaTOpa HABOJUTHCS Y BiICOTKAX.

2. Bincorox mauienTiB 3 XI', skxi otpumytors 3T, skuM mpoBeneHa OIiHKa
e(eKTHBHOCTI JIIKyBaHHS BIPOJIOBXX 3BITHOTO MEPIOAY.

3B’SI30K IHOWKATOpa i3 3aTBEp)KEHHMH HAaCTAaHOBaMH, CTaHAapTaMH Ta
IPOTOKOJIAMH MEIUYHOI TOIIOMOTH.

IngukaTop TIPYHTYETbCSd Ha MOJNIOXKEHHSX YHi(QIKOBAaHOTO KITIHIYHOTO
IIPOTOKOJTY HEepBUHHOI Ta CIeIiali30BaHo] MeAHdHOT JoroMoru «XBopoba I"omey

3ayBakeHHS MO0 iHTEpIpeTallii Ta aHalli3y iHauKaTopa.

Hanuit iHZMKaTOp BHCBITIIOE HoTpuMaHHA monoxeHs YKIIMJI mono
HEeOoOXiTHOCTI peryispHOi OMiHKK e€(EeKTHBHOCTI JiKyBaHHS manieHTaMm 3 XI, sKi
otpumyioTh ®3T.

IinboBwii (6axaHuit) piBeHb 3HAYEHHS iHIUKATOpa Ha €Talll 3alpOBaHKEHHS
VKIIM/I He BU3HAYAETHCA 3 METOIO 3aII00IiraHHs BUKPUBICHHIO PealbHOI CUTYyaIlil
BHACITIIOK aMiHiCTPaTHBHOI'O THCKY. Yepe3 HeBeNUKY KUIbKICTh narfieHTiB 3 XI ' Ta
Bi/IMOBiIHY CTaTUCTHYHY MMOXUOKY € HEHOLIIIEHAM aHaJi3 3HAUYEeHHs iHAMKaTOpa B
po3pi3i perioHiB, HATOMICTh, CIiJ NPUIIIATH yBary BCTaHOBJIEHHIO NPHYUH
BHSBJICHUX BHIAIKIB HETOTpUMaHHS mojioxxens Y KITM/I.

IHCcTpyKIis 3 00YKCIIEHHS 1HIUKATOpA.

Opranizanis (303), mo Mae obumcmoBatu inauwkatop: 303, mo Hamae
CIeliali3oBaHy) MEIUIHY AoroMory namiestam 3 XI.

IMani mHagarotees 303, 10 HAZAlOTh CHEMiaIi30BaHy MEIUYHY IOIOMOLY
namienraM 3 XI, 10 CTPYKTYPHHMX MiApPO3LUTB 3 MUTaHb OXOPOHH 3I0pPOB’A
MICIIeBUX JepKaBHUX aMiHiCTpaiiii.
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JlaHi HaJAIOTHCS TTOMITOIO, B TOMY YHCIIi €JIEKTPOHHOIO IIOIITO.

Meron obumciieHHS iHAMKaATOpa: MigPaxyHOK MUISXOM py4dHoi abo
aBTOMAaTH30BaHOi  oOpoOku.  I[HaWKaTop  OOYMCIIOETBCA  CTPYKTYPHHMH
NiZpo3dinaMyu 3 NHTaHb OXOPOHM 3I0POB’S MICHEBUX NEPKAaBHHUX aiAMiHiCTparii
micisi Hagxo/pKeHHs iHgopmarii Bin Bcix 303, mo cremiaiizoBaHy MeIudHy
nonoMory marieHTaM 3 XI, 3apeecTpOBaHMX Ha TEpUTOPil OOCIYrOBYBaHHS.
3Ha4YeHHs IHAUKATOpa O0UHUCIIOETHCS AK BiJHOIIEHHS YHUCEIbHUKA 10 3HAMEHHHUKA.

3HaMEHHMK iHIUKaTOpa CKJaJae 3arajibHa KuUIbKicTh mamieHTtiB 3 XI, ski
orpuMmyBand ®3T Ha modaTky 3BITHOTO IEpiOfy, 3apEECTPOBAHUX HA TEPHTOPIl
obciyroByBanHs. [xepenoM iHpopmarii €:

Menu4yna kapra amOynatopaoro xsoporo (dpopma 025/0);

Ictopis po3Butky autunu (hopma 112/0);

UrcensHMK iHOUKaTOpa CKJIamae 3aralbHa KUIBKICTh mamieHTiB 3 XI, ski
orpuMmyBaiir ®3T Ha mo4aTKy 3BITHOrO Mepioxy, i A SKUX HAsIBHHH 3alKC B
MEIMYHIA JOKyMeHTalii INOJO IpPOBENSHHS OLIHKA e(EeKTHBHOCTI JIiKyBaHHS
BOPOMOBXK 3BITHOro mepioxy (6 MicsmiB), 3apeecTpoBaHMX Ha TEPHUTOPIl
obciyrosyBanHs. J[xepenoM indopmarii €:

Mepnvyna xapra amGynaropHoro xsoporo (popma 025/0);

Ictopis po3Butky autunm (hopma 112/0);

3Ha4YeHHs IHAMKATOpa HABOJUTHCH Y BIJICOTKAX.
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VII. Ilepenik JiiTepaTypHHX [Kepesl, BAKOPHCTAHHX IpH po3podui
yHi¢ikoBaHOro KJIiHI9HOI0 NPOTOKOJIY MEJHYHOI IONIOMOrH

1. Enextponuuii moxymenT KiiHiuHa HacTaHOBA, 3aCHOBAaHA Ha JI0OKa3ax
«XBopoba 'omey, 2022.
2. Hakas MinicTepcTBa OXOpOoHH 3I0pOB’s YKpainu Bix 13 depBHsA

2022 poxy Ne 1011 «IIpo 3aTBepIXeHHS YOTHPHAIIATOIO BHILYCKY JlepiKaBHOTO
dopMmyIsipa TiKapchKuX 3aco0iB Ta 3abe3nedeHHs #0ro JOCTYIHOCTI».

3. Hakxaz MinicTepcTBa OXOpOHH 310poB’s YKpaiHu Bim 17 ciund
2019 poky Ne 2498 «IIpo 3aTBep/KEHHSA METOMUYHUX PEKOMEH/Iallil 3 IIaHyBaHHA
Ta PO3paxyHKy MOTpeOM B JIKapchbkmx 3acobaxX, NpOAyKTaX CIEHialbHOIo
Xap4YyBaHHS Ta BUp0OaxX MEAMYHOTO MPU3HAUYEHHS, IO 3aKyTIOBYIOThCS 32 PaXyHOK
KOIITIiB JIEPKAaBHOT'O Ta MiCIIEBOTO OIOKETIB.

4. Haka3z MiHnicTepcTBa OXOpOHH 310pOB’sS YKpainu Bix 14 motoro
2012 poky Ne 110 «IIpo 3aTBepmxeHHs GopM MEepBUHHOI OOIIKOBOT JOKyMEHTAIlil
Ta IHCTPYKHi# 1Moo iX 3alOBHEHHS, IO BUKOPHCTOBYIOTHCS Yy 3aKiIaflaX OXOPOHHU
3I0pOB’sl HE3aJIeXXHO Biff (OpMHU BIACHOCTI Ta MiANOPAAKYBaHHDY, 3apEECTPOBAHUN
B MiHicTepctBi roctunii Ykpainu 28 kBitHa 2012 poxy 3a Ne 661/20974.

5. Haka3z MinicTepcTBa OXOpOHH 370pOB’S YKpaiHM Bif 28 BepecHA
2012 poky Ne 751 «IIpo CTBOpeHHS Ta BIPOBAIKEHHS MEIUKO-TEXHOJIOTIYHHX
JOKYMEHTIB 31 CTaHAapTH3amili Memu4Hoi IomoMoru B cuctemi MiHicTepcTBa
OXOpOHH 37I0pOB’sl YKpaiHmu», 3apeecTpoBaHuit B MiHicTepcTBi rocTulii YKpaiHu
29 mucronana 2012 poky 3a Ne 2001/22313.

6. Hakxa3 MiHicrepcTBa OXOpOHH 3I0pOB’S Ykpainu Bim 05 mumHs
2005 poxy Ne 330 «IIpo 3ampoBamKeHHS BeIeHHS €JIEKTPOHHOTO BapiaHTy
00JIIKOBUX CTaTHCTHYHUX (POPM B JIiKyBaTHHO-IPOQITAKTHYHAX 3aKTaTaX).

7. Haka3 MinicrepcTBa 0XOpOHHM 310poB’st Ta HamioHanpHOI akamemii
Meau4yHuX Hayk Ykpainu Bif 31 rpyans 2003 poky Ne 641/84 «IIpo yaAoCKOHAJICHHS
MEJMKO-T€HETUYHOI JOIIOMOI'H B YKpaiHi».

8. Haka3z MiHicTepcTBa OXOpOHH 340pOB’S YKpaiHH Bing 28 KOBTHSA
2002 poxy Ne 385 «IIpo 3aTBepIpKeHHS IMEPENiKiB 3aKiajiiB OXOPOHH 3I0POB s,
JIKapChKUX, IPOBI3OPCBKHX IIOCaH Ta II0CaJ MOJOMIIAX CIEMialiCTiB 3
(apMaIeBTHYHOIO OCBITOI0 Yy 3aKjagaX OXOPOHH 3I0POB’S», 3apEECTPOBAaHUM B
Minicrepctsi roctunii Ykpainu 12 mucromnana 2002 poky 3a Ne 892/7180.

9. Haka3z MinictepcTBa OXOpoHH 3m0poB’S YKpainm Bix 13 rpymHs
1999 Ne 290 «IIpo 3aTBepmKeHHs raly3eBOl CTAaTHUCTHYHOI OOJIKOBOI MeIUYHOl
IOKyMEHTAIlil METUKO-TeHETHYHOI CITYKOM».

Jupexrop Jdenapramenrty

MeAHYHHUX HOCIYT Onexcanapa MAIIIKEBUY




Jomarok

10 YHidikoBaHOr0 KIIiHIYHOTO
IIPOTOKOJIY IIEPBUHHOI Ta
crerianaizoBaHOl MEAUYHOI IOIIOMOI'H
«XBopoba I'ome»

INam’aTka ays nagienra 3 xgopo6oio I'ome
Ta 0CO0JIMBOCTI IpoBeleHH: (pepMeHTHOI 3aMicHOT Tepamil

XBopoba I'ome — e pigkicHe MeTaboJidHe 3aXBOPIOBAHHS, IO BHKIHKAHE
IehinuToM JIi30COMAIbHOrO (epMEHTy ITIoKonepeOpo3uaazu. Y OCHOBI XBOPOOH
JIEXKHUTh IIPOrpecylode HAKONMYEHHS Hepo3llelIeHoro cybctpary QepMeHTy y
Ji3ocoMax — CIeLialbHUX YTBOpaX KIITHHH, SKi € KIIOYOBHMH €JIeMEHTaMH
MeTaboimismy. Lleit aHoManbHUE TpolieC MPU3BOAKUTH IO PO3NIALy MeTaboIiuHOoro
NIEPETBOPEHH: y KIiTHHI (Y BHIIaJIKy XBopoOH I'o1iie I1e — Makpodaru), Ta 3yMOBJIIOE
MacOB€ HapOCTar04e HaKONMYEHHS KiJTbKOCTI KIIITHH 3 HePO3IIEITICHHM CyOCTpaToM
Y Pi3sHEX TKaHWHAX Ta OpraHax JIOINHY, 10 i NPU3BOIKUTE 10 XapaKTEPHUX MPOSIBiB
XBopobH. XBOopoOa € MyJNBTHCHCTEMHOIO, TOGTO ypaXkae OJHOYACHO AEKiJIbKa
OprasiB  30KpeMa, Cele3iHKy, Ie4iHKy, KIiCTKOBY TKaHMHy. XBopoba
CYIPOBOIDKY€ETHCH aHEMIEIO Ta TPOMOOITUTOIICHIEIO PI3HOIO CTYIEHIO TSHKKOCTI.

Icaye Tpu TUnm xBopobu I'ome: T I, sKuii € HalimOIMpEHITAM Ta MOXe
NPOSBUTHCE y Oyab-sikoMy Bimi, Tim Il (HaliBakuwii, IPOABISETEC ONpa3y Micis
HapODKEHHS, NAl[ieATH SK IPABUJIO He XUBYTH Gimbiie poky) Ta tum III. Ocranni
ABa THI II0B’5A3aHi i3 HEBPOIOTiYHAMH MOPYIIEHHIME Ha JOJATOK IO OCHOBHIX
CHMIITOMIB XBopobu I"omme '

I'en, Myramii B sKOMy IpH3BOIATH 0O PO3BATKY xBopobu [Iomre,
po3TallioBaHui Ha XpoMocoMi 1, Mpy ImbOMy HMOBIPHICTE HApOIKEHHS Y HBOX
HOCIIB MyTaIlii XBOpOl JUTHHA CTaHOBUTH 25%. 3a3Buuaii, Hocii oxHiel xomii
MyTalii He XBOplIOTB Tomy myxe BaxnmBo 3HaTH: sKi came MyTalil HpHUCYTHI B
TeHOMi TalieHTa Ta foro GaTekiB — HOCIIB MyTawuii, 106 CBOEYacHO IIPOBECTH
npenatansHy JITHK- marHochy Ta 3aII00IrTH HAPOIKEHHIO XBOPO1 JUTHHHU.

Iompu Te, mo y cBiti yactota xBopo6u ["ome € gocuTh HU36K00 — 1:40 000, y
nonyJnii €BpeiB ankeHasi (Tpynu eBpeiB, SKi iCTOPHYHO IPOKHBAIY HA TePUTOPIl
Ykpaisn) BoHa csarae B cepemrboMy 1:400 — 1:1000, mpuaomy icHye Oararo
BUIIAJKIB, KOJIH Y pozmm OJHOrO Ialii€eHTa JOXATKOBO BHSBJIANKCH e AEKiTbKa
xBopux. Came ToMy, Nikap mepeJ IPH3HAYCHHSM [EBHAX JiarHOCTHYHUX KPOKIB,
36upae iHdopMmario mpo poauHy mamieHTa 3 nmosporo Ha XBop06y Tome — 1
1H¢)opmaum Moxe OyTH JTy’ke JOPEYHOIO B IUIaH] yTOYHEHHS JiarHO03y Ta BUSIBJICHHS
IHIIUX BUITAIKIB 32XBOPIOBAHHSL.

®epmenTHa 3amicHa Tepanis (P3T) — ne MeTox NiKyBaHHS, SAKUH HOJATAE Y
nepioquIHOMY BBESHHI crienudiuHoro GepMenTy, SKHif € Y HeJOCTaTHIN KiIbKOCTI
y mnanienta. ®3T mpu unikyBanni xBopo6u Iome MPOBOISTH ILIAXOM
BHYTPIINHEOBEHHOTO BBEEHHs JHKAPCHKAX NpEeNapaTiB, SKi Malke aHAJIOridHi
IPUPOJHBOMY  JFO/ICEKOMY Oinky — rmoKouepe6po31ma3i Ta OTPHMYIOThCH
MeTOJOM reHHoi imkeHepil. ®3T BUKOpUCTOBYETHCS 1A TiKyBaHHs XBopobu Iorme




IIpopoBxeHHS gofaTKa

I Tumy Ta Henedponatmyaux nposeiB III Tumy Oinbme 20 pokiB, i € «30JI0THM
CTaHapTOM JIIKyBaHHS ITi€1 TATOJOT1I.

®3T BuMarae 9iTKOro BUKOHAHHS CXEMH 3aCTOCYBaHHS JIIKAPCHKOTO 3ac00y Ta
TIOXKUTTEBE HOTO MPOBEeACHHS. Y JTIKyBaHHI He TOBUHHO OYTH ITepEepBH, OCKLILKH I1e
HEraTUBHO BIUIMBae Ha mnojanbiry edextuBHicTh O3T, sKy sikap HOBHHEH
perynsipHO KOHTPOJIOBATH. Y BHIAJKy HEBHKOHAaHHS PEKOMEHIIOBAHOI CXEMH
IaI[ieHTOM Ta HEeJOTPHUMAaHHS TEpMiHIB KOHTpONsHUX oOcTexkeHb Komicieto MO3
OyIe po3rJITHyTO MATaHHS 1po npunuHeHHs O3T.

Bopnouac, ®3T He BIIMBae Ha CHMITOMH YPaXEHHS HEPBOBOI CHCTEMH
(po3ymoBoi Bincranmocti abo iHmI) i TOMy He pEKOMEHIOBaHA Mali€eHTaM 3
HEBPOJIOTIYHUMHE IPOsIBaMH 3aXBOPIOBaHHS abo 1€ € mpuBooM npunuHeHHs O3T.
Kpim Toro, xpurepissmu mis npunuaeHHs O3T € mopymeHHsS CXEMHU JiKyBaHHS,
HasBHICTh MOOIYHMX il Ta HENEPEHOCHMICTH JiKyIOUOro 3aco0y, BiICYyTHICTH
eeKTUBHOCTI JIIKyBaHHS, OPYINEHHS rpadiKy 0OCTe)KEHHS TaIli€HTA.

B pesynprati @3T 3MEHINYIOTbCS HPOSBH YPaXEHHS KICTKOBOI CHCTEMH:
OCTEONEHis, OLTh y KICTKaX, PU3UK MEPENIOMIB KIiCTOK Ta BiIMI4a€ThCH 3arajibHe
HONIMIMIEHHS SKOCTi XKUTTS XBOpUX. AJle GinbIl rMOOKi ypakeHHs KiCTOK, Taki K
OCTEOHEKpO3, O0cTeohibpo3 Ta JITHYHI ypaKeHHs JIKBiIyBaTH HE MOXKHA.
CBo€yacHO posmouaTe JiKyBaHHS 3MEHINYyE PH3HK IOSBH ILHX HE3BOPOTHIX
YCKIIaTHEHb. :

YacToTy Bi3uTiB Ta iHmYy iH(opMaLio 1070 JIKYBaHHS MOXHA OTPEMATH Y
Bamoro mixyrouoro gikaps Ta y LleHTpi opdhaHHIX 3aXBOPIOBaHb Ta TEHHOI Tepartii
HACJ «OxMmataut».




