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AIATHOCTUKA TA AIKYBAHHA
CIIIHAABHOI M'130BO1 aTpPOil

CraHAapT MEAMYHOIL AOIIOMOTH

Hakasa MiricTepcTBa oxopoHu 340poB’si YkpaiHu

Bif 16 kBiTHA 2025 poky Ne 648

CniHanbHa M’A30Ba aTtpodis — rpyna reHeTU4HUX Po3NafiB, BHACIAOK SKNX
BiAOyBaETbCA MNOCTYNOBE PYWMHYBAHHS HEPBOBUX KIITUH (PYXOBUX HEMPOHIB)
y CTOBOYpI rONOBHOMO Ta CIMHHOIO MO3KY. PaHHE BUABMEHHS 3aXBOPIOBAHHS
3a JOMOMOror HeoHaTasnlbHOr0 CKPUHIHIY flonoMarae B4acHO po3no4aTu
NiKyBaHHA Ta YNoBifbHUTU ab0 3yNUHUTK NPOLIEC BTPATU MOTOHEMNPOHIB.
[o BaLuloi yBaru npeacTaBneHo ckopoyeHy Bepcito CTaHaapTy MeauyHoi
AO0MOMOrM LLOoJo AiarHOCTUKM Ta NiKyBaHHA NauieHTiB 3i CNiHanbHOK
M’AI30BOI0 aTpoi€to, AKMUI LIbOro POKY PO3PO6MIN BITYU3HSAHI (haxiBLi.

3aranbHa YacTuHa
Hasga giarnosy: Crinaipaa M's130Ba aTpodis

Koam crany ab6o saxsopiosanHs HK 025:2021
«Knacneikarop xsopob ta cnopigHeHMx
npobnem 0XOpOHM 340POB’ I»:

G 12 CniHanbHa M’ si308Ba arpois
T CNOpigHEHI CUHAPOMM

Po3pobHuku:

ly6pos Cepeiti  nepumii 3actynauk MiHicTpa 0XOpOHH 3710-
Onexcandposuy pos’st YKpaitu, ronoBa po6odoi rpymm;

Camonenxo
Hamanis
B’suecnasisna

binses
Andpiii
Bixmoposuu

benka
Kamepuna
Opiigna

Topogenxo
Hamanis
I'puzopisna

3aBimyBauka [leHTpy opdhaHHUX 3aXBOPIO-
BaHb Ta TeHHOI Tepartii HamioHampHOT ANTSIY01
crenianizoBanoi Jikapai «OXMATIUT»
MinictepcTBa OXOPOHU 3710POB’S Y KpaiHu,
3aCTYIIHUK IOJIOBH POOOUOI IPYIIM 3 KIIiHIY-
HUX TUTAHDb;

3aBinyBayu Kadenpu AUTIYOI Xipyprii, aHecTe-
3ioJiorii, oprorezii Ta TpaBmaroJiorii Hartio-
HAJIbHOTO YHIBEPCUTETY OXOPOHU 3/[0POB’S
Yxpainu imeni I1.JI. Illynuka;

NOTIeHTKa Kadenpu Xipyprii, aHeCTe310I0Til
Ta IHTEHCUBHOI Teparii [HCTUTyTy Tmics-
JIUILIOMHOI 0cBiTH HartioHaIbHOr0 MEeITYHOTO
yuiBepcurety iMeHi O.0. Boromosbiis;

3aBijyBauKa Kaeapu MeMIHOI Ta Jabopa-
TOpHOI TeHeTHKN HariomasbHOTO yHiBED-
CUTETy OXODOHM 370POB’sT YKpaiHu iMeHi
[1.JI. lynuka, mpe3usienT Beeykpaincbkoi
acomianii crergiaicTis 3 MeAMYIHOI Ta 1abopa-
TOPHOI TEHETUKHY;

Typorciti
Onena
leopisna

Jladonvko
Oxcana
Banepiisna

Cinuyx
Hamanis
lsanisna

Cemepsx
Opecm
Muxaiinosuu

Mamiowenko
Bimaniti
Muxonaiiosuy
Hasap
Oxcana
Bacunisna

Onvxosuu
Hamanis
Bixmopisna

MPOBiIHa HAyKOBa CIiBpobiTHIUIA «Jlabopa-
TOPIs CIIAIKOBOI HEPBOBO-M SI30BOI TIATOJIOTI1
Ta TeXHIYHUX 3ac00iB ii KOMIeHcarii» aep-
KaBHOI YCTaHOBH «IHCTUTYT HEBPOJIOTl, TICH-
XiaTpii Ta HapKosorii HarionanbHoi akazemii
MEIMYHNX HayK Y KpaiHm» (32 3T07I0I0);

acucTeHTKa Kadeapn AWTAY0I Xipyprii,
AHECTe310JI0Til, OPTOTIEIii Ta TPABMATOJIOTIT
HamionaspbHOTO yHIBEPCUTETY OXOPOHU
3nopoB’s Ykpainu imeni [1.JI. Hlynuka;

noreHTka Kadeapu mexiaTpii Ne 2 Bin-
HUIBKOTO HAI[IOHAJIbHOTO MEINYHOTO YHi-
BepcuteTy iMeHi Mukoau [Banosuya ITupo-
rOBa;

KepiBHUK [[eHTpy HEPBOBO-MSI30BUX 3aXBOPIO-
BaHb Ta 3aXBOPIOBAHB MepreprIHoi HEPBOBOI
CUCTEMU KOMYHAJIBHOTO HEKOMEPITIHOTO TIiji-
mpremMctBa JIbBIBCHKOI 061acHOT paju «JIbBiB-
CbKa 00JIacHa KIIHIYHA JIKapHs»> (3 3T0Z0I0);

npe3ueHT XapkKiBcbkoro biarogiiitHoro
onmy «/liTu 3i CIiHATBHOIO M'SI30BOIO aTPO-
(iero» (3a 3rozomn);

3aBisyBauka Kadeapu AUTAYO0I HEBPOJIOTIT
Ta MEeJIMKO-CoTlianbHOi peabimitamnii Hario-
HAJIBHOTO YHIBEPCUTETY OXOPOHH 3/10POB’S
Yxpainu imeni I1.JI. Hlymixa;

3aBijyBayuKa JabopaTopii MeNYHOI FeHETHKH
CreniayisoBaHOTO MEANKO-TEHETHYHOTO
neHTpy HartionanbHoi AUTSYOI criertianizo-
BaHoi ikapHi «<OXMAT/IUT» MinicrepcrBa
OXOPOHU 37I0pOB’sl YKpaiHu;
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epenik YyMOBHMX MO3HAYEHb TA CKOPOYEHb
Mepenik y P
— esleKTpokapaiorpadis — TIOJTiMepa3Ha JIAHIIIOT0BA PEAKITist
EKT POKapJtiorp [LIP p p
XO0- — exokapaiorpadis = — 13 HACTYITHUM PECTPUKIIITHUM aHATi30M
Exo-KT paiorp [IJIP-IIJIPD— TIJIP y pectp
303 — 3aKJIajl OXOPOHHM 3/I0POB’sI CMA — criHaJbHa M's130Ba aTPoOdist
— KJIHIYHUI MaplLIpyT [aljieHra — CTaHJapT MEAUYHOI JOIIOMOIU
KMII puIpy CM p
kI1JIP — KiJIbKiCHA MoJTiMepa3Ha JIAHITIOTOBA PeaKIist Y3/ — YJIbTPa3BYKOBA [[IarHOCTUKA
M/IK — MYJIbTU/IMCIIUILIIHAPHA KOMaH/Ia CIeIiaicTiB d3€ — (yHKITIOHAIPHA 3QJIMIIIKOBA EMHICTD
HIBJI — HeiHBa3MWBHA BEHTUJIALS JIETEHb HIBJI — IITYYHA BEHTUJIAILS JleTeHb
— HEOHATaJbHUN CKPUHIHT — TIOCTiIHUIT TIO3UTUBHUI TUCK Y AUXAJIbHUX
HC i CKD CPAP y
OI'K — OpTaH’ TPY/HOI KITITKA BIE:DEDL
OYIl — OpTAHEH 9EpEBHO] OPOKHHHH MLPA — MyJIbTI/IHJICAKCHa Jlira3Ha aMIuTiQikaris
JIHK-30H711B
— CEKBEHYBaHHS HACTYITHOIO IIOKOJIHHST
NGS y y
Ocmpononeyb  TONOBHA CIENATICTKA BTy pOSBUTKY M4~  cuMrToMiB 5q CMA, 1110 10moMoxe 3a0€31MeYnTi PaHHIO
Hamanis HUX 10c/IyT JlenapramMenTy MeAMYHUX OCIYT  iaTHOCTUKY THX (OPM, sIKi He BCTaHOBIIOOTH i yac HC.
Anopiigna MimnicTepcTBa 0XOPOHY 3710POB’ST Y KPAIHH;
Ilayvopa nikapra-nemiatpums Ilentpy opdannux 2. O6rpyHTYBaHHS
Mapuna 3aXBOPIOBaHb Ta TeHHOi Tepamii Hamio- Panne Businenns 5q CMA 3a gorromoroio HC ziae 3mory
Leopisna HAJIbHOI AUTAYOI CIIEMiaNi30Banoi MKapHi  PO3MOYATH JIKYBAHHS B MPECUMTOMHIN Ta,/ab0 MAIOCHMII-
«OXMAT IV T» MinicTepcTBa OXOPOHH 30  TOMHIM CTa/ii, KOIW KilbKiCTh HEHPOHIB € TaKOI0, 1O 3a0e3-
POB’st YKpainu; Teyy€e HOPMAJIbHNAN PO3BUTOK JUTHHM, a TAKOXK YIIOBLIBHIOE
Teneea (bisuuHa TepameBTKa KOMYHAJIHHOTO HEKO- a6o 3yIHUHSIE MPOLEC MOJAMIBIIOL BTPATH MOTOHEPOHIB.
Temsana MEpPIIHHOTO MiANPUEMCTBA XapKiBChKOI
Isanisna obmnacHoi panu «ObmacHuii crienjanizopannii 3. Kpurepii skocti megnuHoi gonomorm
OyauHOK auTuHu «[inmokpaT» (3a 3rogom); 0608’33K08i:
Haminzo 3aBiyBay Jabopatopii CragKoBoi HePBOBO- 1) nepsunnuii eran HC 5q CMA BuKOHYIOTH HOBO-
Anopiii M’S30B01 IATOJIOTIi Ta TexHiumnx 3acoGip ~ HAPOMKEHMM, Ki JOCATIN FeCTAIlIHOTO BiKy 32 TIOKI,
Banepiiiosuu i komnencanii gepxasnoi ycranosn «lpcru- B TEPMInH 4872 rOJMHN KUTTS 3aB/ISAKN BUSABJCHHIO Jieie-
TYT HeBpOJIOTii, ncuxiaTpii Ta Hapkosorii Wil 7-ro ek3omy resa SMNT 'y cyxiif muisiMi KpoBi METOZOM
HamionanpHoi akazemii MeIMIHIX HAYK I1JIP i3 feTeKuicio B peabHOMY 4aci;
Yxpainm» (32 3r071010); 2) HC BUKOHYIOTH y TepeluacHO HAPOJKEHUX JiTei
Iknspevka nikapka-fesposornus LlenTpy opdanmmx i3 recramiitaium BikoM 22—32 TuxHI, Ta/ab0 3 HUZHKOIO
T 3aXBOpIOBaHb Ta remnoi tepanii Haiio- ~ MACOIO Tima, Ta,/ab0 MAIIEHTH B HEOHATATHHOMY TIE€PIOI —
Onexcanopisna HATHGHOI IUTSUOI CIEIiaTi30BaHOI JikapHi 34 YMOBH crabibHOro cTaiy HoBoHapojkenoro. [apente-

«OXMAT/IUT» MinicTepcTBa 0XOPOHH 3710-
POB’S YKpaiHH.

Po3pin |. HeoHaTanbHUA CKPUHIHT
Ha cniHanbHy M’A30BYy aTpodito
1. lNonoxeHHs cTaHAAPTY MeAUYHOI AOMOMOrH
Mertoio HeonatambHOro ckpuHinry (nam — HC) Ha cimi-

HaJbHY M's130BY atpodiio (nani — CMA) € MakcuMaibHO
PaHHE BUSBJIEHHS Halommupeninoi popmu 5q CMA, 1108’s-
3aHOI 3 JIeJIEITiEl0 7-To eK30Hy B TeHi SMNT, yacTka sIKoi cepen
yCiX MAI€eHTIB i3 i€t maToorieo carae 6;m3pKr0 96 %.
BaxmBo mam’sitat, mo y 3—4 % TaIieHTiB MOXYTh Oy TH
iHmi myTarii rena SMN7, gk mpaBuiio, y KoMOGiHaii 3 ge-
Jettieto B reHi SMNT Ha iHImOMY ajesi, siKi He BUSIBJSIOTh
iz yac HC, aje Takok 3yMOBJIIOIOTH [OCTYIOBY 3aru0erib
MOTOHEHPOHIB 1 PO3BUTOK CHUMIITOMIB 3aXBOPIOBAHHS.
Brpara motoneiiponis 3a CMA mMoske BinOysatuch y Gyib-
SIKOMY Billi, ajle HalliHTeHCUBHillle — y PaHHbOMY BIIli,
a 3a 1-ro TuIry, HAltBaKYOTO, IIEH TPOIEC MOXKE IOCSTATH KJIi-
HiYHOI 3HAYYIIOCTI BXKe Y T1€Piojl HOBOHAPOKEHOCTi. ToMy,
nonipu ripoBenierrss HC, citifi HACTOPOKUTHUCH TIOI0 PAHHIX

pasibHe XapuyBaHHA a60 iHQYy3iliHa Tepallis He YUHATDH
BBy Ha peayibratu HC nHa CMA;

3) mpoBejieHHsI AUTHUHI reMoTpaHcdysii JeHKOomuT-
BMICHUMH TIPENapaTaMy KPOBi MOJKE CIIPUYUHUTH XUOHO
HeratuBHUN peadyasraT HC, ToMy B 1IbOMY BUTIAIKY HOTO
BUKOHYIOTH He PaHillle HijK 32 TPH J0OU MiCJIs OCTaHHBOI
TpaHcdysii mpenapaTiB KpoBi;

4) 3a HeCcTabIIBHOTO CTAaHY HOBOHAPOZKEHOTO (IOK, KPOBO-
BTpara, aHeMist, aciKcis 3 JIKYyBaIbHOIO TITIOTEPMIETO TOIIO)
Ta/ab0 HEMOXKJIMBOCTI B3SITTS IJISIMU KPOBi Y BUBHAYEHUI
tepmit, HC BUKOHYIOTH 0f[pa3y micJist cTabimisarii Horo cTamHy;

5) HOBOHAPOJIXKEHOTO, y sikoro 1ix yac HC BusBieHo
HO3UTUBHMI a60 CYMHIBHUI Pe3yJIbTaT, CJIiJ CKepyBaTh
10 KOOPAMHATOPA CKPUHIHTY B 061acTi (06 1aCHWIA MEAUKO-
FeHETUYHUI 3aKJIa/) ISt TTIOAANBIION0 0OCTEKEHHS i CKepy-
BaHH /IO CIEIiali30BaHOTO IIEHTPY;

Basxcani:

6) meton, sikuii BuKoprcToBYIoTh st HC ma CMA, He mae
3MOTH BUSIBJISITU F€TEPO3UTOTHUX HOCIIB JIeJIellil 7-T0 eK30HY
rera SMN1, siki MOKYTb MaTH PU3UK HASIBHOCTI iHIITMX MYyTa-
il y IPyroMy ajieii 1boro reHa. ToMy HOBOHAPO;KEHOTO,
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y sakoro HC neratuBHUIA, ajie HAsIBHI KJIIHIYHI CUMITOMA
BTPATU MOTOHEHPOHIB, GasKaHO HAIPABUTH A0 KOOPAMHATOPA
CKpUHIHTY B 00sacTi (00JacHUN MeIMKO-TeHEeTUYHUN
3aKJax) IJIs1 TOAAJBIIOTO OOCTEKEHHS i CKEPYBaHHS
J10 CIIEI[iali30BAHOTO IIEHTPY.

Pospin Il. diarHocTuka cniHanbHoOI
M’a30BOi aTpodii
1. lNonoxeHHs cTaHAAPTY MeAUYHOI BOMOMOTH

JliarHocTUYHI 3aX0/11 CIIPSIMOBAHI Ha CBOEYACHE BCTAHOB-
Jienns miarnody CMA Ta iioro TUITy [Jisi BYACHOTO ITPU3HA-
YeHHS Bi/IIIOBIZTHOTO IATOTEHETUYHOTO JIIKYBaHHS Ta 3[ilic-
HeHHS TPODITaKTIYHUX 3aXO0/IiB.

3a HagBHOCTI KJIIHIYHUX 03HAK /I BepudiKallii HasiBHO-
cti CMA enunuM i 1oCTaTHIM KPUTEPIEM € MOJEKYJISPHO-
TeHeTHYHe JOCTiKeHHs Tena SMNT Ta BUSBICHHS TaTO-
TeHHMX BapiaHTiB B 000X ajensix. Beranosaenus tury CMA
noTpebye KIiHIKO-aHAMHECTUYHOTO METOAY OOCTEKEHHSI.
Jlerki hopmu CMA MOXKyTb OyTH CKIAIHUMHE IS JIarHOC-
THKH, 0COOTUBO 32 HASIBHOCTI CYITyTHBOI MATOJIOT1], OCKIIBKI
M’SI30BY CJIa0KICTh UM BTPATy PYXOBUX (DYHKIIIHT MOMUIKO-
BO PO3IJISIIAIOTH K CUMIITOM 1HIIOI IIaTOJIOTI].

Y Takux BUMagKaX MOKe OYTH KOPHCHOI BpaXyBaHHSI
KisbKOCTI Komiii reHa SMNZ2, nocmikenns reda NAIP, cexse-
nyBanng SMN1. HeBix' eMHOIO 4aCTUHOIO iarHOCTUYHOTO
MIPOTIECY € TeHETUIHE KOHCYIBTYBAHHS YJIE€HIB POANHY TIAIli-
€HTa, 8 TAKOK X TEHETUYHE TECTYBAHHS i, 32 TTOTPEOH, BUKO-
HaHHS IPEHATAIBHO]I TiarHOCTHKL.

2. O6rpyHTyBaHHS

CBoeuacna miarHoctuka CMA Ta i1oro TUITY CTBOPIOE MOXK-
JIMBICTD /1711 PAHHBOTO JIIKYBAHH: Ta 37iCHEHHS podimak-
TUYHMX 3aXO0/iB, JOTIOMATAE MiABUIIUTHU IKICTh JKUTTS ITaIli-
€HTIB 3aB/IKHU 3MEHIIEHHIO 1X 1HBaIIAN3allil, a TAKOK HaBaH-
Ta)KEHHSI HA WIEHIB POAWHU MAI[iEHTA i CUCTEMY OXODOHU
3JI0POB’ST 3arajioM.

BaskmiBo ycsinomurioBaty, 1o 17151 HC BUKOpHCTOBYIOTH
METOJI aHai3y, SIKUI OTTOMAra€ BUSBJIATH JIUIIIE TOMO3HU-
TOTHI fenetii rena SMN1, ToMmy 9acTWUHA TAIi€HTiB, SKi
MaloTh TOYKOBI MyTallii, He OyayTh Bussieri mix yac HC.
Kpim Toro, mamientu, siki Hapoauaucs no moyarky HC,
NOTPeOYBATUMYTh KJITHIYHOTO [[iaTHO3Y, 10 HEPEeye MoJe-
KYJISIPHO- TEHETUYHOMY.

OcnoBHOIO KJIiHIYHOIO0 03HaK0I0 CMA BCixX THIIIB € M’s130-
Ba cJa0KicTh, BUpa3Hillia B IPOKCUMAIbHUX TPYIax M sI3iB
Ta HUXKHIX KiHI[IBKaXx.

Yum Baxkua hopma CMA, TUM paHillie BAHIKAE M’ S30Ba
c1abKicTh, THM GisIbIIe ypaskeHi AuxasbHi M’s13u Ta Oyab0apHi
yHKITI.

Y KTiHIHYHIN TPAKTUI HUHI BUKOPUCTOBYIOTH Ba BUAN
kimacudikarii CMA: kiacndHa Ta yHKIIIOHAIBHA, IO HaBe-
neni y mogatky 1 mo miporo CtaHmapTy (AWB. TOBHUIN TEKCT
JIOKYMEHTA).

Ocraroune miaTBepKeHHs Hiarno3y 5q CMA 3iiicHio-
€THCA 3aBASKU MOJIEKYJISAPHO-TEHETHYHOMY aHali3y Iepe-
OyzoB y reni SMNT.

Jlst BUsIBIIEHHS Nesiettii 7-To ek3oHy B Teri SMNT BUKO-
PUCTOBYIOTD Pi3HI METO/IH, & CaMeE:

— MYJIBTHILIEKCHY Jirasny ammumidikaiio J|HK-30u1iB

(mani — MLPA);
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— KIJIBKICHY HOJIMepa3Hy JaHI[IOTOBY peakitifo (fam —
kILJIP);

— CeKBeHyBaHHS HACTYIHOTO MOKOMiHHA (maimi — NGS)
a6o I1JIP i3 HaCTyNHUM PECTPUKI[IHHUM aHAIi30M
(mami — IIJIP- TI/IPD).

KoskeH i3 UX METO/IIB M€ K IePEBAri, TaK i 0OMEKEHHS,
sKi HeoOXiHO OpaTy J0yBaru Iij Yac 3aiicHeHHs Jabopa-
TOpHOTO fiarHocTyBaHHES CMA:

o [IJIP-TIIP® € manoinhopMaTUBHUM METO/IOM, KU
3/IaTHUI BUSBJIATH JIMIIE TOMO3UTOTHY JIeJIellilo 7-ro
ex30Hy B reHi SMNT. [leit MeToj1 He 1a€ 3MOTY BUSIBIISITH
HOCI1B (T€TE€PO3UTOTHY JIeJIeIil0 7-TO €K30HYy B r'eHi
SMNT), piKicHi BapiaHTH MyTallill, a TAKOKX BU3HAYATH
KIIBKICTD Kotill reHa SMN2.

e kIIJIP ¢ HAaIBUAIINM CIIOCOOOM BHSIBJISITH TOMO3H-
TOTHY JIeJIellifo 7-To ek30Hy B TeHi SMNT, Tomy came
I[ell METO/l BUKOPUCTOBYIOTH st ipoBesennss HC.
[Tpore iioro He BUKOPUCTOBYIOTH JIJIsl BCTAHOBJIEHHS
HOCIiB, OCKUJIbKH Bi€e He /Ia€ 3MOTH BUSIBJIATH PiJIKiCHI
BapiaHT! MyTAIlili, 2 TAKOXK IOCTOBIPHO BU3HAYATH Killb-
KicThb Kormiii Tera SMN2.

e MLPA € «3010TUM CTaHZAPTOM» J1aO0PATOPHOI iarHoC-
TUKH JIeJIeliiHoro Bapianta 5q CMA. 3ragaHuii MeTos,
JATHOCTUKY 3[[ATHU BUSIBJISITH TOMO3UTOTHY Ta TETEPO-
3UTOTHY JleJIelfifo (KiTbKiCTb KOIii) yCiX iarHOCTHYHO
BaXJTMBUX €K30HIB reriB SMNT, SMN2 ta cycinnix
perioniB siokyca 5q (rer NAIP). ITpote 1ieii MeToz He 1ae
3MOTY BUSBJISITH Pi/IKICHI BapiaHTH MyTalliil.

e NGS nomomarae B OfMH eTal BUSBJISITH BCi BapiaHTH
myTaniii y rewi SMN7, ane norpebye Gibiine yacy
i € MEHIIT HAIITHUM [I7Ts1 BU3HAYEHHS KOTITHOCTI TeHa
SMN?2. Kpim Toro, SIKII0 BUSABJIEHI MyTallii TIpuTaza-
I0Th Ha OJTHAKOBI MOCTiI0BHOCTI y reHax SMNT i SMN2,
1€l METO/L He JIA€ MOXKJIMBOCTI 3pO3YMITH, Y1 My TaIlist
KJIiHIYHO 3HauyIIa (posramoBana y SMNT), uu BoHa
He Ma€ KJIHIYHOTO 3HAYEHHsT. Y [[bOMY BUIIAAKY HE00-
XiJTHWI TOAQTKOBUH YTOYHIOBAJILHUH €Tall IiarHOCTUKI
3a IONOMOTOI0 aHami3y 3a CaHTepoM.

BusraueHHs KiJibKoCTi Kormiil rera SMN2 € 060B’I3K0BUM
IS BUSIBJICHHSI TOMO3WTOTHOI fiesertii reHa SMNT i yac
HC Ta y 6y/1b-sikoMy BUTIA[IKy BCTaHOBJAEHHS AiarHosy CMA
y npecuMnToMHil crafii. [licas BCTaHOBJIEHHS iarHO3Y
CMA maiieHT Ma€e TIPOXOUTH PETYJIAPHI OrIAaAN (HaxiBIiB
Ta IHCTPYMEHTAJIbHI IOCII/[KEHHST, METa SIKUX — 3all00iraHHs
MIPOTPECYBaHHIO XBOPOOU Ta MPO(dIJaKTHKA YCKIaIHEHb.
YacroTa oryisiB, mepesik iHCTpyMEHTAIbHUX JTOCTI/IPKEHD
MAa€ BiJIIOBiJaTH BiKy MaIli€HTa, HOTO (YHKI[IOHAIbHOMY
CTaHy Ta HagBHOCTI CYIyTHBOI ATOJIOTIi / YCKIa[HEHb.

3. Kpurepii sxocti MegmnuHoi gponomoru

00606’53K081:

1) criapHUMY KITHITHUME O3HAKaMH /71 Beix TumiB CMA
€ M's130Ba C1a0KicTh i rinoTonisa. CnabKicTh 3a3BUYail CUMeT-
pUYHA, BUPA3Hilla MPOKCUMAJIbHO Ta B HUKHIX KiHITIBKaX,
HixK y BepxHix. Yyriusicts moBHicTio 36epesxkena. Cyxo-
KUIbHUX PedieKciB HeMae ab0 MOMITHO 3HUIKEHI.

[Tpumnymtenss moxo HasiBHOCTI CMA Mae 6yTi 3pobJiere
B yCiX ZIiTelt BiKOM /10 6 MicsIIiB, SIKi MAlOTh O3HAKK M’SI30BOI
cmabkocti. Barbkam ozipasy Mae 6yTH 3aIPONOHOBAHO JOCIi-
mokeHHs TeHa SMNT, HaBiTh siKIIo uTrHA Ma€ peayJisratu HC.
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Barbkam IUTHHY, Y SIKOI € 03HAKH M'sI30B0i CJIAGKOCTI, 1110 PO3-
BUHYJIUCS TTiCJIST TIIECTH MiCSITiB, Ta SKIf YITPOIOBXK ABOX MicCsI-
TiB He 6yJI0 BCTAHOBJIEHO {HIIIOTO [arHO3Y, TKHH TOSICHIOE Ha-
SIBHY CUMITTOMATHKY; Ma€ OYTH 3aIPOIIOHOBAHO JIOCIIIIKEHHST
rera SMN1, HaBiTb sKI0 quTHHA Mae pesyasratu HC.

JluTuHy, sika Ma€ 03HaK1 M’s30B01 CJTAOKOCTI, 1110 BAHUKJIM
y BilTi micsst 18 micsiniB, Ma€ orsisiHy TH (haxiBelrh i3 HEPBOBO-
M ’SI30BUX 3aXBOPIOBaHb i1 BuKaiodeHHsT CMA.

2) mabopatopHa MiaTHOCTHKA:

— y pasi anomasnbHOTro pesy asraty HC miaTBepmKyBaIbHy
J1abopaTOPHY AiarHOCTUKY CJIiJI TPOBOANTH 3 BUKOPHC-
TaHHsIM MeToxy MLPA;

— y pasi HagBHOCTI KyaiHiYHUX 03Hak CMA B maiienra,
sxomy He mpoBoann HC, Ha mepimomy eTari BUKOHY-
I0Th CKPUHIHTOBE [JOCTI/[KEHHS 3 BUKOPUCTAHHIM
kIIJIP a6o IIJIP-TIIP®D. 3a oTpuMaHHs II03UTUBHOTO
pesyasrary IIJIP-IIJIP® (romo3uroTHa Jeserist 7-ro
ek30Hy TeHa SMNT) IpoBOASATD MiZITBEPIKYBATBHY Jli-
arHOCTUKY 3 BUKOpUCTAaHHAM MeTony MLPA. Mini-
MAaJIBHO JIOCTaTHIM KPUTEPIEM IiATBEPAKEHHS IarHO3Y
5q CMA € Businenns 0 kormiit 7-ro ek3ony rena SMNT
MmetogoM MLPA a6o xIIJIP. 3aBagxu mboMy HOCIi-
IKEHHIO TaKOK OTPUMYIOTH iH(OPMAILiTo PO KilbKiCTh
KOIIiii 1HIIMUX CTPYKTYPHUX esleMeHTiB reHa SMNT;

— y pa3i BUSBJIEHHS T€TEPO3UTOTHOI JIENIEITil 7-TO eK30HY
rena SMN1 metogom MLPA y cimmitoMaTHIHIX TIatti-
€HTIB, TIPOBOAATH 00cTexeHHs MeTogoM NGS 1171 BU-
KJTIOYEHHST PiJIKiCHUX TOUKOBUX MyTalliil y reri SMNT;

— Y IIPECUMITOMATUYHKX MAIIEHTIB 060B SI3KOBUM € BH-
3HAYEHHS KiabKOCTI Komiii reHa SMNZ2 metonom MLPA
1711 BU3HAUEHHSI CTPATETI1 JIIKyBaHHS MAIli€HTA;

Baxcani:

3) y pasi BUSBIIEHHS TETEPO3UTOTHOI JIEJIETTii 7-TO €K30HY
reta SMN7 merogom MLPA B acHMITOMHNX MAIIEHTIB, AKAM
nposoauin HC, 6axkaHo BUKOHATH 0OCTEKEHHS 3a I0TMOMO-
roto Metony NGS /i BUKJIIOUEHHS PIIKICHUX TOYKOBUX
MmyTaniit y rerni SMNT,

4) y marienTiB i3 kminigvHIME o3HakamMu CMA i miaTBep-
JIKEHOIO JIeJIENi€eio 7-To ek30Hy reHa SMNT 6axkaHO BU3HA-
YUTH KiTBKicTh Komiii TeHa SMNZ2. Ilicas MoekyIsspHO-
TeHEeTUYHOTO MiATBep/KeHHs AiarHo3y CMA Takomy mari-
€HTY Ta 4JIeHaM 0ro poauHu Mae 6y TH 3amPOIOHOBAHO 00-
CTeXeHH: Ha HOCIHCTBO MyTallii reHa SMNT Ta noindopmo-
BaHO ITI0/I0 MOKJIMBOCTI Ta BaXKJIMBOCTI IIPOBE/ICHHS TIPEeHa-
TaJIbHOI JIIaTHOCTUKHU.

Po3gin lll. JlikyBaHHS cniHanbHOI
M’a30B0i aTpodii
1. lNonoxeHHs cTaHAAPTY MeAUYHOI BOMOMOrH
JlikyBanns marieatam 3i CMA mpusHayae Jikap-HEBPO-
MaTOJIOT /JIiKap-HEBPOJIOT AUTIYOTO CIIEIiaJi30BaHOTO
1enTpy, BusHanoro MO3 Ykpainu gk peepeHTHHIA TEHTP
i3 TUTaHb piAKicHUX (OphaHHIX ) HEPBOBO-M SI30BUX 3aXBO-
PIOBaHb, MicJisd BCTaHOBJIEeHHS AiarHo3y CMA 3aBzisiku 1po-
BEJIEHHIO MOJIEKYJISIPHO-TEHETUYHOTO 0OCTEKEHHS.
Meronamu mikyBanus CMA € maTtoreHeTUIHa Ta CUMIITO-
MaTHYHA TEPAIis i3 3aJy4eHHIM KOMIIJIEKCHOTO MYJIBTH-
JIUCITUTIIIIHAPHOTO MTiIXOTY.
[Tarorenernuny teparito CMA 3[iliCHIOIOTD IIJISIXOM IIPU-
3HAYEHHS JIKAPCHKOTO 3ac00y pucauiiam abo HyciHEpCeH,
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BUOIP SKOr0 6a3y€eThCst HA KIIHIYHUX IAHUX MAI[€HTa, [10-
CTYIIHOCTI mpenapary i mobaxaHHsaX maifieHra 1a/abo Horo
6aTbKiB/0Ci0, SIKi 3ICHIOITH HOTO JTOTJISII,

CuMIToMaTHyYHA Teparris nepebaiae PecIiipaTopHy, OpTo-
HeIMYHY, TACTPOEHTEPOJIOTIUYHY Ta HyTPUTUBHY TEPAIIilo,
JIiKyBaHHS ucdarii Ta 0CTE0nopo3y.

Kpurepisimu edexrusrocti ikysanus CMA MoXyTb Oyt
3yMUHKA MPOTPECYBAaHHS 3aXBOPIOBAHHs, CTabimizamist
KJIHIYHOTO CTaHy TAIli€HTa, 3MEHIIEHHS YaCTOTH MOTPeOn
B TOCHiTaTi3allil, OIIMIIEeHHS IKOCTI JKUTTSI.

2. O6rpyHTyBaHHS

HemnikoBana CMA pu3BOANTS 70 IHBAJII/IN3AILIL Ta 32 TSXK-
KX (hOpM — TepeAdacHol CMepTi TAIliENTIB Bifi pecripaTop-
HUX Ta iH()EKIIHHIX yCKIaTHEHb.

Pannga miarnoctuka, 3okpema HC, nomomarae sikomora
IIBU/IIIIE PO3MIOYATH JIKYBAHHL, 1100 IONIEpeAnTH a00 3MeH-
ITUTU PO3BUTOK yCKJIaJHEHb. TOMY TIaTOTeHETUYHE JIKY-
BAHHsI TIPH AiarHocTyBamHi marfienta 3i CMA mae 6yTu pos-
OYaTO SKOMOTA PaHiIIe.

3. Kpurepii skocti MegnyHoi gonomoru

0606’5131086i:

1) erionatorenetnyne JgikyBaHusa CMA mpusHayaoTh Bifl-
MOBIJIHO /10 TOKA3aHb i MPOTUIIOKA3aHb 3 YPaXyBAHHIM MOJK-
JIMBOCTI 3aCTOCYBAaHHSI JIIKAPCHKOTO 3aC00Y:

— pUCIWILTIaM Ipu3HavaioTh namientam 3i CMA i3 16 gus
BiJl HAPO/)KEHHS], 32CTOCOBYIOTD MTEPOPATHHO TIOEHHO
MOXKUTTEBO B /1031, 110 3aJIEKUThH Bijl BIKY Ta IOTO MacH;

— HycCiHepceH BUKOPUCTOBYIOTH y HanieHTiB 31 CMA Bix
HAPOJIKEHHSI MIJIIXOM 1HTPaTeKaIbHOTO BBEIEHHS 32 J10-
MIOMOTOT0 JIIOMOAIBHOT TTyHKIIIT;

2) o4iKyBaHUMU pe3yJbTaTaMy e(eKTUBHOCTI eTiomaTo-

TeHETMYHOTO Ta CUMIITOMATHYHOTO JikyBaHHs CMA €:

— BizcyTHiCTH NporpecyBanHs (crabimizanist) 3aXBOPIO-
BaHHS;

— TIOKpallenHst a6o cTabisizaiis MOTOpHOI BYHKIL;

— BHMKEHHS MOTpeOW B ITYyYHIA BEHTUJIALII JETeHb
(mami — [IBJT);

— TIOKpaIeHHs (YHKITi1 KOBTaHHST,

— 3HWKEHHS YaCTOTHU JIeTeHEBUX iH(EKITil;

— 3MEHIIEHHS YaCTOTH TOCITiTaTi3allii;

— TIOKpAIleHHS AKOCTI )KUTTS;

— TIOOBXKEHHS CEPeIHBOI TPUBATIOCTI KUTTS;

3) BuGip cuMITOMATHYHOI Teparii 3aJeKUTh Bil THITY
CMA, ¢yskmionambHOTO (HECHASAY, CHASYI Ta XOMAUi)
Ta KJIiHIYHOTO CTaHY MAaIli€HTa. AJITOPUTM Be/IEHHS MAlli€H-
TiB 31 CMA BifIIOBiZIHO /10 DYHKIIIOHAJILHOTO CTaHy HABEJIEHO
y I07aTKy 5 710 iboro Crangapty (AMB. TIOBHUIT TEKCT AOKY-
MEHTA).

3a ckoJtiody > 2(0° y maIi€eHTiB 3aCTOCOBYIOTh TOPAKO-
JmoMbanbHi opTesu. Y pasi ckomiosy > 50° posrisgaioTh
MOXKJIMBICTD IIPOBEIEHHS XiPYPriuyHOI KOPEKIIii 3 ypaxyBaH-
HSIM KiCTKOBOI 3pLJIOCTi Ta BiKy martienTa. {iTsm BiKoM /10 40-
THPHOX POKIB Xipypriuta KOPEKILiio XpeOTa He BUKOHYIOTb.

[t mami€enTiB, sIKi BAKOPUCTOBYIOTH JIKAPCHKUI 3aci0
HyCiHepCeH /IS 3/11ICHeHHS IHTpaTeKaIbHOTO JOCTYILY, IIpU
IPOBEIEHH] XipYPriuHol KOpeKIii Xpe6Ta Ha cepeAnHHIN JiHii
CJIIJl BAIMIIMTH BIAKPUTUMHU OAUH abo JBa CEPeIHbO-
JoMOabHI PiBH.
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Xipypriuse JiKyBaHHsI OZHO- 260 1BOGIYHOT HecTabinb-
HOCTI KyJIbIIOBOTO CyT/I00a CJIi/i BAKOHYBATH TiIBKK B IaIli-
€HTIB, sIKi BIIUyBAOTh 3HAYHWIT 6ib. 30KpeMa, XipypriuHe
JIKYBaHHS KOHTPAKTYP BEPXHiX a00 HUKHIX KiHI[IBOK CIIij
POBTJISIZIATH, KOJIM BOHM BUKJINKAIOTH O1Jb a60 MOPYIIYIOTh
(byHKITIOHATBHY AaKTUBHICTb.

Y pasi BUHUKHEHHS IIepesIoMiB PEKOMEH/I0BAHO 3aKPUTI
METO/IN JIKYBAHHS 31 3HEPYXOMJIEHHSM 32 JOTIOMOTOIO Till-
COBOI TIOB’SI3KH, IIPOTE CJIiJ] YHUKATH TPHBAJIOTO 3HEPYXOM-
sieHHd (> 4 tukni). [Ipu nepesomMax cTerHOBOI KiCTKU CJIijL
BUKOPUCTOBYBATH Xipypriudy crabimizaifito 3 BAKOPHUCTaH-
HAM IHTpaMeIy IIPHUX CTPHAKHIB 260 MOCTONOAIOHMX TIjIac-
THUH JIJIS1 HeTaliHOTO BiIHOBJIEHHS CTab1ILHOCTI KiCTOK, 11106
OTPUMATH MOKIUBICTD 301bIIEHHST Tialla30Hy PyXiB KiH-
IBKY Ha PAaHHBOMY €Talli 3arOEHHST Ta 3a0e3MeTeHHS TIPH-
CKOPEHOTO 3POITEHHS MePeIoMY.

3a miarHocToBaHOI AMcdarii, Mo MPU3BOIUTH 10 HE3IAT-
HOCTI KOBTATH BUJIIJIEHHS 3 POTOBOI IOPOKHUHU, TIAI[IEHTAM
MOKYTh OyTH KOPUCHI JIKapChKi 3ac00M, sIKi CylIaTh iX BU-
JITIEHHS 3 TOPOKHUHA POTA. Y Pasi IpUUMaHHI IHX JiKap-
CHKHUX 32C001B HEOOXITHO PETETLHO BPaXOBYBaTH PECIipaToOp-
HUW CTATYC IUTUHM i PillIeHHS 0/I0 TIPU3HAYEHHS TIPUNMAE
KoMaH/a (paxiBIliB i3 pecimipaTopHOi Teparrii.

SKio € migospa Ha acTMy, Ma€ OyTu 3abesneyeHa HasiB-
HicTh HeOYJIi30BaHUX OpoHxoAMIaTaTOPiB. He ciig nosro-
CTPOKOBO 3aCTOCOBYBATH HeOyJi30BaHi MYKOJITHKH, Tilep-
TOHIYHUI PO3UMH HATPIIO XJOPULY ab0 J0pHA3y aibda.

Heob6ximHO MpOBOAUTH TJIAHOBY BaKI[MHAIIIIO Ta IO/AT-
KOBY BaKI[MHAIIiI0 TIPOTU MTHEBMOKOKOBOI iH(DeKIii. Bakiu-
HAITifo TIPOTU TPUITY CJIiJi BAKOHYBATHU MOPOKY MiCJIs 0CST-
HEHHSI TTAIliEHTOM 6-MiCSYHOTO BiKYy.

Pexomenartii mozo BeZieHHS MaIieHTa BiIIOBIHO 710 Pec-
MiPaTOPHOTO CTaHy 3 ypaXyBaHHAM (DYHKITIOHATEHOTO CTAHY
HaBelleHo y fomaTky 6 mo mporo Ctanmapry (AUB. MOBHUIA
TEKCT JOKYMEHTA).

Pecmiparopna Tepartisi, TOCTiIOBHE YIIPABJIiHHS CEKPEITIEI0
Ta MEXaHIYHUI TIOMIYHUK TTPOTH KAIILIIO € 3aX0/IaMU, CIIPSI-
MOBAHMMH Ha TOKPAIIeHHS BEHTUJIAII] JeTeHb. MeToio
HEPBOBO-MSI30BO1 BEHTUJIAIIIHOI MIATPUMKI Ma€ OyTH CBO-
€uacHe 3a0e3TeUeHHsT HEeiHBa3WBHOI HIYHOI BEHTHUIISIIT
JIETEHb JI0 MOSIBY KJIIHIYHUX CUMIITOMIB (HAIIPUKJIa/l, BTpaTa
aleTUTY, TIOCUIEHHS PeciipaTOpHUX iH(eKIlii, HiuHa MmiT-
JIUBICTD, AUCTPODis).

AK oCHOBHUI BUJ OUWTIEHHS AUXATHHUX IMIJISXIB CJIi]]
3aCTOCOBYBATH MaHYyaJabHY (i3ioTepariio TpyAHOI KJIiTKH
B TIOEHAHHI 3 MEXaHIYHOTO 1HCY(DIIAII€10-eKCCyDIISITET.
MeTou OUMIEHHS TUXATbHUX IIJISXiB BIPOBAKYIOTH
MPEBEHTUBHO HA OCHOBI JIaHUX KJIIHIYHOTO OI[IHIOBAHHS
eeKTUBHOCTI KalLIo a00 MAKCHMMAIbHOI MIBHKOCTI BUAMXY
ITi/T Yac KaImIio. ¥ pasi 3acTOCYBaHHS allaparis, M0 A0TIOMa-
TaioTh y BiIKaIIIOBAaHHI, THCK iHCYIIsmii Ta ekccyarsmii
crin masuimyBaT moctymnoBo 10 30—40 cm H20 mosutns-
HOTO ab0 HETATHMBHOTO THUCKY, 260, 3aMiCTh I[bOTO, TIi/IBHIILY-
BaTH MOKA3HUKHU /[0 MAKCUMAJIBHOTO TIEPEHOCUMOTO THCKY.

HeinBasusna BenTHIsAIIS JieTenb (ani — HIBJT) i3 iBoma
PIBHSIMH THCKY € METOIOM BHOOPY /IS PECITIPATOPHOL Tepa-
mii B mamienTiB 3i CMA. OnHopiBHEBUI TIOCTIHWIT TO3WUTHB-
HUI THCK Y AuXajibHuX 1isixax (gan — CPAP) Moxkra 3 06au-
HICTIO THMYaCOBO BUKOPUCTOBYBATH JIJIsI MIATPUMKH 06’€My
JieTeHb y CTaHi CIOKOI (PYHKI[IOHATbHOI 3aJUIIKOBOI
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emuocrti (zani — M3E€) y MOJIOAIIIX TAIEHTIB, 75T SIKUX He-
MOZKJIFIBO IOCSATTH CHHXPOHI3aIii 3 BEHTHJIATOPOM Y PEXNMI
HIBJI, i B AKMX HeMa€e BUPasKeHOI TillepKallHii.

Cuig Takosx 6patu g0 yBary, 1o CPAP Mosxke 3yMOBUTH
ITiIBUIIIEHY BTOMJIIOBaHicTh y naiienTta 3i CMA Ta 3aBaxatu
BiJI-Ty4€HHIO Bifl TOCTIHOI peciipaToOpHOi MiATPUMKH.

[HBa3MBHY BEHTHJIAIIIO JIETEHb Yepes3 TPaxeocTomMy abo
iHTyObaIliiiHy TPYOKY MOKJIHBO 3aCTOCOBYBATH JIJIsI MAI[IEHTIB,
y SIKMX HeIHBa3WBHA BEHTUIIAIST € HEIOCTATHHOIO a00 He-
eeKTHBHOM, 260 SIKIO HEMAE PECYPCIB ISt 3abe3MmeueHHs
BEHTUJISAIII. BinoBiHe pillleHHs CJIi/ TpUiMaTh iHAWBILY-
aJIbHO, 3BAXKAIOYM Ha KJIHIYHUI CTaTyC TMalli€HTa, MTPOTHO3
Ta SKICTh OO JKUTTSI HA OCHOBI KOHCYJIBTAIIil 3 0cobamu,
SIKi 3[IICHIOIOTH JOTJISIT XBOPOTO.

KucHeBy miaTprMKy He CJIiJi BAKOHYBATH eMITipu4HO 6e3
HIBJIL.

JlikyBasbHe XapuyBaHHs B TaIlieHTiB 3i CMA BUKOHYIOTb
IHIUBIZYaJIbHO 3 YPaXyBaHHSM iX HYTPUTUBHOTO CTaHY,
10 HaBeZIeHo y ponaTkax 2 i 3 mo mporo CtanaapTy (AuB.
TTOBHWH TEKCT TOKYMEHTA).

Yei mamientu 3i CMA notpebyioTh 3acTocyBaHHS (isio-
TepaleBTUYHUX MPOIEeyP, 30KpeMa TUXaIbHy TiMHACTUKY
(sK-0T ambyTepartist — 3a HaIBHOCTI MOKA3aHb).

B pasi giarHocTyBaHHSI TaHKPEATUYHOI HEIOCTATHOCTI,
ractpoesodaraibHoi pedIoKCHOI XBOPOOU JHiKyBaHHA
BUKOHYIOTh BiJIOBiTHO /10 YNHHUX TaTy3€BUX CTAHAAPTIB
y cepi 0XOPOHU 370POB 'S

[MamienTam a6o iX 3aKOHHUM IIPeJCTaBHUKAM Ma€ OyTH
HajlaHa iH(pOPMAIist o0 0COOIMBOCTEN JIIKYBAHHS Ta CII0-
crepexxennst CMA, MeToy 3acToCcyBaHHS eTiolaToreHe-
TUYHOTO JIKYBaHHs, HEOOXiTHOCTI JOTPUMaHHSI ILJIAHY JIKY-
BAHHS, 30KPeMa I0TPUMAHHSI IIOBHOIIHHOTO 30/IAHCOBAHOIO
XapuyBaHHS, ONITUMI3allil peXkuMy THs / PoOOTH Ta Bifmmo-
YIHKY, PETYJISIPHOTO MOAATBIIOTO CIIOCTEPEKEHHS.

Po3zpin IV. Nopganblwe cnoctepeXxeHHs
1. [NonoxeHHs cTaHRAPTY MEAUYHOI BOMOMOrH

Menmare cioctepeskenns 3a manieHTamu 3i CMA posto-
YIHAETHCS 3 MOMEHTY BCTAHOBJIEHHS /IIaTHO3Y, 3/11CHIOETHCS
CHUCTEMATUYHO, TPUBAE BIIPOJIOBIK YCHOTO JKUTTS TMAIliEHTA
Ta repegdavae MpOBENEHH IePIOAMIHIX MEAUYHUX OIJIS/IIB,
J1aboPaTOPHKX, IHCTPYMEHTATbHUX 0OCTEXKEHD | KOHCYJIbTa-
Li# BIANOBIAHUX CIIELIaJIiCTIB, IO JA€ MOXKINBICTD 3a0€3-
MEYNTH MOTEPEKEHHsT a00 CBOEUACHE BUSIBJIEHHS YCKJIA/I-
HEHb, 03HAK TIPOTPECYBAHHS 3aXBOPIOBAHHST, HATAHH MeId-
HOI JOIIOMOTH i HeOOX1[HOI KOHCYIETATUBHOI, ICUXOJIOTYHO]
Ta HIIOT i ITPUMKH.

[TauienT nepebyBae izl CUCTEMATUYHUM CIIOCTEPEKEHHSIM
CIIeIfiaicTiB peepeHTHOrO (eKCeIepTHOro) 1enTpy 3i CMA.
¥ pecepenTHOMY TIeHTPI (HOPMYETHCSA My IBTHANCIAILTIHADHA
romanza daxismis (zami — M/IK) y ckiazi gixapis: HeBpo-
MaToJIOTa / HEBPOJIOTA JTUTSIIOTO, OPTOIIEa-TPABMATOJIOTa,
Jikaps ¢isuuHoi Ta peabimiTaniiiHOl MeIUIUHM, II€TOIOr,
neziarpa / Teparnesra i 3a moTpebu, aHecTesiomora, Xipypra,
ITyJIbMOHOJIOTA, TACTPOEHTEPOJIOTA, KAP/i0JI0Ta, EHAOKPUHO-
sora. M/IK BusHavae niraH criocTepeskeH s, HaTOTCHETHIHY
Ta CUMITOMATHYHY TEPAITiIo.

3a MicieM IPOKUBaHHS Mali€HT HepedyBae IIij| IMOCTiii-
HUM CIIOCTEPEKEHHSIM JIiKapsi-HEBPOIIATOJIOTa / HEBPOJIOTA
JUTSYOTO, SIKMH Belle HeOoOXiZHY MEANUHY MOKYMEHTAIIIO,
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KOHTPOJTIOE 1 CITPYSIE BUKOHAHHIO TTAIIEHTOM YCiX peKOMeH/ia-
ITiHl (haxiBIIiB, 30KpeMa BUKOHAHHS IITAHY CIIOCTEPEKEHHS.

2. O6rpyHTyBaHHS

Meroto monitopunry marienTta 3i CMA e npodinaktuka
Ta PAHHE BUSIBJIEHHS YCKJIAJHEHb, KOHTPOJIb e(PeKTUBHOCTI
JikyBanHs. [IpoBesieHH: MOCTIHHOTO MOHITOPUHTY Ta CBOE-
YyacHi TpoGiJaKTUYHI Ta JiKyBaJbHi 3aX0IN MPU3BOAITDH
710 TIOZIOBKEHHS JKUTTS MaIli€HTa Ta MOKPAaIIeHHs 1OTO
SIKOCTI. YCKJIaJiHEeHH s, 10 OB’ s13aHi 31 CM A, 30kpema Jiere-
HeBi indexuii, redopmarii xpedra (HaIPUKIAL, CKOII03, -
BUBUXY / BUBUXHU CTETHA ), KOHTPAKTYPH CYTJI00IB, IMXaTbHY
HEeIOCTAaTHICTh, XaPUOBi PO3JIA/IN i BUMATAIOTh X BUSBIEHHS
T 9aC MOHITOPUHTY.

3. Kpurepii skocti Megu4Hoi gonomoru

0606’33K086i:

1) martienT! MatoTh PeryJISIPHO MPOXOAUTH KIITHIYHI OTJIS N
3 OIIIHKOIO KJIIHIYHOTO CTaHy, IEPEIIs/IOM CHMITOMATHYHO]
Teparii BIAIOBIAHO /10 BiKy Ta GYHKITIOHATLHOTO CTAHY:

— JIiTH, iarHoCTOBaHi 3aBAgKU poBesienHio HC, necusui
MAI[iEHTH TIEPIIOTO POKY KUTTS, MiaTHOCTOBAaHI 1M03a
mexxamu HC, MaioTh TIPOXOAUTH MOHITOPUHT KOXKHi
3 MicIli Ha TIepIoMy polti, Ta Ha/lasli KOXKHi 6 MicsIIiB;

— CHS4i Ta X0/ 4l MAi€HTH KOXKHI 6 MicsIIiB;

2) HEPBOBO-M'sI30B€ 0OCTEKEHHSI Ta 0OCTEKEHHST OTTOPHO-
PYXOBOTO amapary BKIOYA€E B cebe BUKOHAHHS (Di3WKab-
HOTO 0OCTEKEHHS i3 0COOINBOIO YBAaroo Ha OMIOPHO-PYXO-
BUU ammapar i oB’si3aHi (yHKITIOHATbHI PO3JIA/IX BiIIOBIZTHO
10 noaTky 5 iboro CraHaapTy (IUB. TIOBHUI TEKCT JOKY-
MeHTa). J[o HUX CJIij BKIIOYUTH PisHi 3ac00U OIIHIOBaHHS
CHJIM T2 JIIaTla30Hy PYXiB Cyra00a, BiAMOBIIHI TITKAIN OTiHIO-
BaHHs MOTOPHOI (DYHKIIii, @ TAKOXK TeCTH Ha MIBUAKICTD IS
MOHITOPUHTY THX aCHEKTiB (QYHKIIOHAJIBHOTO CTAaTyCY,
110 BiZloGPaKa0Th MOBCAKAEHHY AisSIbHICT;

3) 17151 BUSHAUEHHST IMHAMIKY 3aXBOPIOBAHHS (HATIPUKJIAT,
JUIS1 BUPIIIEHHSI TIMTAHHS 3aMiHU OTHOTO JIIKAPCHKOTO 3aC00Y
€TiONaTOTeHeTHYHO] Tepallii Ha iHIIMI ) MAalOTh BUKOPHCTOBY-
BaTUCA BIANOBI/IHI 10 BIKY Ta PyXOBUX MOKJIUBOCTEN HIKAIN
(byHKITIOHATIBHOI OIIHKH, IO HABEIEHO B IOJATKY 4 I[bOTO
Crangapty (IUB. TIOBHUI TEKCT TOKYMEHTA);

4) 3a TJIAHOBOTO MOHITOPUHTY BUPINIYETHCS MUTAHHS
HeoOxizHoCTi abopaTtopHux (3aranbHuil 60K, arbOyMiH,
peanbOyMiH, TJII0K03a, eTeKTPOIiTH, Bitamin /I, iHCyriH,
MapaTToPMOH, JIITiIoTpamMa, MEYiHKOBI Ta HUPKOBI Mpo6H,
3araJbHUI aHaJgi3 KpoBi, (GepuTUH, KOomMporpama)
Ta {HCTPYMEHTaNbHIX 06cTeXReHb (crmipomerpis, exo-KI,
Y31 opramis uepeBHoi moposkHuHu (fani — OYII), kybino-
Bux cyriio6iB, EKT, perrrenorpadis oprauis rpyaHoi KIiTKu
(mani — OTK), xpe6Ta, KyIbIIOBUX CYIJI00IB TOMIO), BiATIO-
Bi/THO /10 TOTPEOH Ta CTaHy TAIEHTA;

5) CKPHHIHT IAI[IEHTIB, SIKi He 3JaTHI CH/ITH, Ta 3a MOKa-
3aHHSIMU B CH/ISTYMX MAIIEHTIB, JJISI BUSBIECHHS IUXATbHOI
HEeIOCTaTHOCTI MA€ BKJIIOYATH ITPOBE/IEHHS 11y IbCOKCUMETPii
Ta KarrHorpacdii a6o YepesiiKipHe BU3HAYECHHST MapIlialbHOTO
THUCKY MIOKCHUIY BYTJEIo (TpaHCKyTaHHA KamHorpadis)
y CTaHi HeCTIaHHS, a TAKOX JOCTIIZKEHHS i/ 9acC CHY, SKIIO
ICHY€ HaBITh HalIMEeHIIa Mijio3pa Ha TinoBeHTUAII0. [Iepe-
Bary CJiJ| Ha/[aBaT! HEiHBAa3UBHUM METO/IaM OI[iHIOBAHHSI
(byHKI1ii 30BHITTHBOTO TUXAHHS.

HEWPONEWS®

Y pasi ixX BiZiCyTHOCTI 32 MOKA3aHHSMU CJIijl BUKOHATH:

1) amasi3 ra3oBOro CKJIaAy KpoBi (TapIliaJbHUN THUCK
BYIVIEKUCJIOTO a3y, NapliaJbHUI TUCK KUCHIO Ta CTYIIiHb
HACHYEHHsI TeMOrJIO0IHy KUCHEM B apTepiajbHiil KpoBi);

2) 000B’I3KOBMM € BYaCHe BUABJIEHHS O3HAK ucdarii
Ta racTpoe3odaraabHOTO pedJIioKCy Ta HalaHHS MEeJMYHOI
JIOIIOMOTHY BIITIOBiAAHO 710 foAaTkiB 2 i 3 mboro Ctanaapty
(mWB. TIOBHU TEKCT TOKYMEHTA);

3) N7 BYACHOI [IarHOCTHKY MAaHKPEaTHYHOI HeJJOCTATHO-
cTi (EHZIOKPUHHA Ta €K30KPUHHA) Ta 3aCTOCYBAHHS CITEI[H-
(diurol Teparii maieHTH MalOTh IPOXOAUTH 00CTEKEHHS
(yHKIII# T IITYHKOBOI 3a71031;

4) PEKOMEH/IOBAHO OI[IHIOBATH MACH Tijia Ta POCTY MaIli-
enTiB 31 CMA;

5) Yy MeXaX MIaHOBOTO MOHITOPHMHTY MAI[IEHT 3a TTOTPeOn
Mae OyTH KOHCYJIBTOBAHMIA JTiIKapeM-iETOJI0TOM 3 OL[IHKOIO
XapUOBMX LIOACHHUKIB (32 IEPiof He MEHIIE TPhOX /i0)
Ta HyTPUTUBHOIO CTATYCy, 1[0 HaBeJEHO Yy AoAaTKax 2 i 3
1o 11boro CtanzapTy (AuB. MOBHUH TEKCT TOKYMEHTA);

6) TasiaTWBHA IOTIOMOTA 3/[IHCHIOETHCS BiANMoBiAHO [1o-
PSZAKY HaaHHS TTAaTiaTHBHOI I0TTIOMOTH, 3aTBEP/)KEHOTO Ha-
Ka3oM MiHicTepcTBa 0XOpOHM 3/10pOB’st Ykpaitu «IIpo ymoc-
KOHQJIEHHSI OpraHisailii Ha/[aHHs MaJiaTUBHOI J0MOMOTU
B Ykpaini» Biz 4 uepBHs 2020 poky Ne 1308, 3apeectpoBa-
HUM y Minictepctsi loctuiii Ykpainu 1 gumnnsg 2020 poxy
3a Ne 609/34892;

Baxcami:

7) 3a MOXKJIWBOCTI IPA MOHITOPUHTY IAIliEHTA IHCTPY-
MEHTAJIbHI OCTI/[PKEHHST: CYMApPHUN MOTODHUIA TIOTEHIIial
mii, mosmicomHorpadiio, HiuRy KanHorpadiio, IeHCUTOMETPIIO,
Bimeodapinroeszodarorpadiio, oIiHKy e(eKTUBHOCTI Bifl-
KalTIOBAHHST;

8) oIliHIOBAaHHS SAKOCTI KUTTS MAIIEHTIB 3 aHAJII30M KiJb-
KOCTi Ta TPUYMH TOCITITaIi3allil;

9) 3a MOXJIMBOCTI, OpraHisallisi 3BUMaifHOr0 OCBITHHOTO
IPOIIECY, 0COOIMBO IS CUISUMX 1 XOAAUMX TAIli€HTIB;

10) mamamng indopmartii o0 TPy MATPUMKH IS Halli-
€HTIB i 3a0e311e4eHHs ICUXOJIOTIYHOI OIIOMOTH;

11) HamaHHS MaTepiaiB ISl MAII€HTIB Ta 0Cib, sIKi
3MIMCHIOTD A0rIsan, «KepiBHuITBO M0 MikHapOIHUX
cranapriB JikyBanHs CMA» (i3 nonoBHeHHs MU, 2024 D.).

Po3pin V. BeaeHHs rocTpux
3axBoproBaHb Yy nauieHTis 3i CMA
1. MonoxeHHs cTaHAAPTY MEAUYHOI BOMOMOTH

[TamienTn, sxi xBopitorh Ha CMA, Bpa3mBi 0 TOCTPUX
pecmipatopHuX iHGhEKIIil Ta iHIITIX 3aXBOPIOBAHb, IO MOKYTh
yacTilie PU3BOAUTH J0 TIPOTPECYBaHHS XBOPOOU 3 PO3BUT-
KOM JIUXaJIbHOI HEZIOCTATHOCTI, HEBIIKJIATHIX CTaHiB, TIOPiB-
HSHO 13 3aTaTHHOTO TOMYJISATIEI0 TAITiEHTIB.

Takux marieHTiB rocmiTanai3yoTh 0 3aKJIaiB OXOPOHU
310poB’st (masi — 303) [T IUTaHOBYUX XiPyPrivHUX MPOIe-
ayp i moTpebyTh 0COOJMBOI yBaru mij yac aHecTesio-
JIOTIYHOTO 3a0e3MeYeHHs Ta MPOIEAYPHOI ceallii, 30Kpema
GiJIBIIT IETATPHOTO MOHITOPUHTY JUXAHHS, HYTPUTHBHOTO
CTaTyCy.

2. O6rpyHTYBAHHS
[Marientn 3i CMA MaioTh miZIBUIIEH] PUBUKU PO3BUTKY
TOCTPOI JIMXAJIBbHOI HEIOCTATHOCTI, BHACJIIOK YCKJIAJHEHOTO

www.neuronews.com.ua



HEMPONEWS®

nepebiry nosatikapHAHUX iHMEKIiH, acmiparii i abo muryH-
KOBOTO BMICTY Ta TIOPYTIEHHS OYUIEHHS CEKPeTy TPaxeo-
GpOHXIATBEHOTO iepeBa (BiAKAIITIOBAHHS).

Buxizna audysna M’s30Ba cI1abKiCTh YacTo MPOrPeCye Il
Yac mosaniKapHAHUX iH(EeKIii a00 IHIINX TOCTPUX 3aXBOPIO-
BaHb. Kpim Toro, migsuiieni Metabostiuti moTpetu 3 BTpaTon
PiAMHN BUMAraioTh JA0AATKOBOI HYTPUTUBHOI MiATPUMKH,
KOHTPOJTIO CTIOKWBAHHS PIIWHY Ta YHUKHEHHS TOJI0/[yBaHHS.

HesinkmamHoi rocmitasmisariii MoKy Th MOTPeOYBaTH Talli-
entu 31 CMA, sKi MalOTh 3BUYAiTHE TOCTPE 3aXBOPIOBAHHS
(HampUKIIA/, TOCTPA PecIipaTopHa BipycHa iH(MEKIIist, TacTpo-
€HTEPUT, alleHAMIUT TOIO), [Js JiKyBaHHS TEePeJIOMiB
KICTOK, ITOJIOTIB y JKiHOK, a TAaKOXX IJIAHOBUX XiPYyPTiUHUX
mporeayp (HampUKJIaf, TaCTPOCTOMIS, OCTEOTOMIST CTETHO-
BOI KIiCTKH, Xipyprist XpeOTa, CTOMATOJIOTIIHI TPOTIEMYPH).

Kputepii HeBifKIaHO1 rOCITiTAi3aITi1:

— PO3BUTOK OPraHHOI HEOCTATHOCTi (y IepILy Yepry

JIUXAJBHOI Ta CEPIIEBO-CY/IMHHOI );

— TIOpYIIEHHS CBiIOMOCTI,

— CeIICUuC Ta IHMII.

Excrpena meamuna gomomora namnientam 3i CMA motpe-
Oy€ KOMIIETEHIIIi epcoHaly B 3a0e3IeYeHH I IPOXiJHOCTI
JMUXQJIbHUX NJISIX1B, PECIiPATOPHIH 1 cepIleBill miATPUMIILI.

Haiisummm npioputetoM Mae 6yTH OIiHIOBAHHS Ta TIiji-
TpuMKa auxaHHs. JlikyBaHHA nepexbadae MPOAKTUBHI
3aX0/IH, 30KpeMa OITHMI3aIliio IPU3HAYEHOTO IBOPIBHEBOTO
MIO3UTHBHOTO THCKY B INXATHHUX MIJIIXaX, PECITipaTOPHY i/l
TPUMKY 3 6a30B0I0 yactoToio auxanisa (HIBJI, yepes Tpaxeo-
cTomy abo eHIoTpaxeasbHy TPyOKy) i caHailiro Tpaxeo-
GPOHXIaMbHOTO ceKpeTy (i3 BAKOPUCTAHHAM BiIKAIIIIOBAb-
HUX 3ac00iB, aMOyTepariii, BiICMOKTYBa4a TOLIO) TIEPEl eMITi-
PUYHNM JI0/IaBAaHHSM KHCHIO.

KucHeBy miarpuMKy He cJTifi BAKOHYBATH eMITiPUYHO Ge3
HIBJI a6o 6e3 monitopunry susegenns CO2. [Tepex excry-
Galiero He CJIiji BIAMOBJIATUCS BiJ KUCHEBOI MiATPUMKH,
ITPOTE BApTO 3MEHIITUTH BMiCT KUCHIO B CYMIiIlIi /10 MiHiMaJIb-
HOTO PiBH: 1 He BUKOPUCTOBYBATU KMCEHb 3aMiCTh BEHTHUIIS-
I1i1 3 TO3UTUBHUM THCKOM.

[Tix gac rocTporo 3axBopioBaHHA matieHTn 3i CM A MaioTh
i ABUIEHII PUBHK HEJOINaHHS, i3 PO3SBUTKOM MeTaboJiu-
HOTO anu/03y, Tirnep / rinoraikemii abo MOpyIIEHHIM MeTa-
60JTi3MY KMPHUX KUCJIOT. AJleKBaTHA Tifparaiisi, KOHTPOJIb
CIIOJKUTUX KAJIOPIH Ta €IeKTPOJIITHOTO OAJIAHCY € TPiopuUTe-
toM. Cutiz TakoX 3BEepHYTH yBary Ha MiABUIECHIH PU3UK
acrmipariii mpu eHTepasbHOMY roxyBaHHi auTHHE 31 CMA,
sika ocJTabieHa BHACIIIIOK TOCTPOTO 3aXBOPIOBAHHS, Ta PO3-
TJISTHYTH THMYACOBUI MepeXi/] Ha 30HI0BE XapYyBaHHS
32 CUMIITOMIB MOPYIIIEHOTO KOBTAHHSI.

[Hmri acmekTH TOTJISILY, TakKi sIK TOTJISA 32 MKipoio abo
TOTIEPEIKEHHST TIEPEIOMIB KiCTOK, TOTPEOYIOTH iHTETparlil
(hismuHOI Ta TPyMOTEPATii, TCHXOCOIATBHOI CIIyKOH, JTOTO-
ey, MaJiaTUBHOI Cy:KOU MOTJISIY Ta KOHCYJIBTaHTiB-
€HJIOKPIHOJIOTIB.

pekomeHpauil

[Tix wac migroroBku marmienTiB 3i CMA 10 nmpoBeneHHs
mporeyp (TacTPOCKOIIis, peHTTeHOTIOTIYHI T0CTiKeHHS
Ta iH1Ii) a6o XipyprivHNX BTPYyUYaHb JiKapsSM- aHECTE3107T0-
TaM CJIi/l TPUILISATH A0ATKOBY YBary OI[iHIOBAHHIO TUXaJIb-
HUX IUJISIXIB 1 peciipaTopHoi QyHKIIii, OCKIJIbKY TaKi Hatli-
€HTU MAIOTh IT[BUIIEHI PUBUKU BAKKUX PO3JIA/IB TUXAJb-
HUX IIJISXIB 1 PO3BUTKY JUXAJIbHOI HEJOCTATHOCTI.

3. Kpurepii skocti MeguuHoi gonomoru

0606’5131086i:

1) mocayru HeBimKIAHOI MEAUYHOI IOTIOMOTH CJIijl HA/IA-
BaTH MEAUYHUMUY TIPODECiOHATAMHU, KOMIIETEHTHUMHU Y Cep-
1eBiil i pecHipaTOpHiH MiATPUMIL KUTTS;

2) CKPUHIHT NAIi€HTIB, SIKi He 37aTHI CH/ITH, Ta 3 TOKa-
3aHHIMU B CUASYNX MAIIEHTIB MO0 AUXATHHOI HEOCTAT-
HOCTI Trepeibayae 00CTEKEHHSI i3 3aCTOCYBAHHSIM TYTbCOKCH-
MeTpii Ta KanHorpagii a6o YepesIKipHIM BUSHAYEHHSIM Tap-
IaJTbHOTO TUCKY JIIOKCULY BYTJIEITIO (TPAHCKYTaHHA KallHO-
rpacdis) y cTaHi HeCTTaHHS Ta MiJ Yac cHy. Y KPUTUYHO-
XBOPHX MAIII€HTIB 13 TOCTPOIO ANXAJIBHOIO HEJOCTATHICTIO
PEKOMEHIOBAHO TIPOBE/IEHHS aHAaJIi3y Ta30BOTO CKJIATY KPOBi
(TmapiiaJbHIi THCK BYTJIEKUCIIOTO Ta3y, MapIiaJlbHUN THCK
KHCHIO Ta CTYIiHb HACUYEHHST TeMOTJIO0IHY KICHEM B apTepi-
aJIbHIN KPOBI);

3) mpiopuTeTaMu MiA Yyac HaJaHHS HEBIAKIATHOL JOIO-
Mmoru namienTam 3i CMA € onTiMizariis mpru3HaYeHoTo BO-
PiBHEBOTO MO3UTUBHOTO TUCKY B INXAJbHUX MIJISTXaX, CAaHA-
1[is1 TPaXe0OPOHXiaMbHOIO ceKpeTy (i3 BUKOPHCTAHHIAM Bijl-
KaluoBaya, aMmOyTeparii, BiICMOKTyBa4a TOIIO) Tepe/
EeMITIPUYHUM [I0/IaBAaHHSIM KUCHIO. KHCHEBY MiTPUMKY
He cJ1ij nmpoBoauTH emiipudHo 6e3 HIBJI abo 6e3 MoHiTO-
purry BuBenenas CO2;

4) inmmMu ipiopuTeTamu y mamnienTiB 3i CMA € agexBaTtHa
rizparaitisi, KOHTPOJIb CIIOKUTUX KAJIOPIiil Ta eJIEKTPOTITHOTO
GamaHcy;

5) y Halli€HTiB, SIKi TOTYIOThCS 10 eKCTyballii, pEKOMEHI0-
BaHe 3acTocyBanHg ABopiBHeBoi HIBJI gx mepexinnoi pec-
[iPATOPHOI MATPUMKH TIiCJIs eKCTyOarii;

6) pekoMeH0BaHO (3a MOTPebu) 3aaydeHHs (HaxiBIiB
13 HEBI/[KJIA/[HOI JIOIIOMOTH Ta JIiKyBaHHSI TOCTPOT'0 3aXBOPIO-
BaHHS;

7) pekoMenoBaHe 3a6esneverns HIBJI i acucrenii mpu
KalllIi B epronepaliiinomMy (IIepUIporeypHoMy ) Tepioi
ITi/1 Yac MIaHOBOI TOCIITaIi3allii;

Baxcani:

8) pekoMeHI0BaHO MPOBOANUTH MOHITOPUHT KarmHorpadii
Ha JI0/IaTOK /IO IYJIbCOKCUMETPII I/l Yac MpolleAyPHOI cea-
11il Ta aHecTesii;

9) HajaBaTy IepeBary BUKOPHCTAHHIO PerioHapHOI aHa-
re3ii 771 martienTiB 3i Bcima tTumamu CMA.

Ilosnuii mexcm dokymenma uumaime Ha cammi
www.dec.govua




