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L3t KadeApoii NaNANATIBHON NeAMaTPIN aKyAbTeTa
JAOMONHNTENBHOTO NPOGECCUOHaBHOTO 06Pa30B3HIA
VHCTUTYT3 HenpepbIBHOrO 06pa3oBaHIs 1 npodecc-
OHanbHoro passuTis, OFAOY BO «PHUMY vim. H.W.Mu-
porosa» M3 PO, 3amecTiTeNb IM13BHOMO BPa4a no
oHkonornn [bY3 «Mopo3sosckas [IT Kb /13M», Mocksa
Kynaesa TatbAaHa AneKCaHAPOBHA — K.\ H, 33MeCTUTENb
[/13BHOTO BP34a M0 MeAMLIHCKO YaCT1 FOCYA3PCTBERHONO
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Mopzous «MopaoBCKas pecryOMKaHCKas LIEHTPabHas
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Mu3zpasa Pecriybnki Mopzosis, Caparck

Miobow CoboTKa - npodeccop, J0KTOp MEAULYHI,
KmHwka MeTabonneckoil KOppeKLAM 1 repoHTONOTN
NPV MeAVLIHCKOM dakynsTeTe Kapaosa YHusepcuTeTa B
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YeLLCKOM 3CCOLVaLIM N3PERTEPA/IHOTO U SHTEPA/IHOTO
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Poccym (CeHeHOBCKII YHNBEPCHTET), [/1aBHbIN BHELTATHbIIA
pesmatonor MinH3apasa Poccui, Hay4HbIi pyKOBOAUTE b
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neHT PAMH, Mocksa

NoneBuuenko Enena BrapumupoBHa - .M. H,
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Poccnu, unen npasaeHs ACCoLaLmy XOCCHOM
nomouy, Mocksa

Monsxos Brapumup FeoprueBmny - 7,M.H, podec
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m. HH. baoxuna» Munzzapasa Poccum, Mockea

Cu3soea XXanna MuxaiinoBHa - /. \1.H, npodeccop,
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OFAQY BO «[epsbiit MIMY 1m. V.M. CeveHosa»
Mur3apasa Poccum (CeqeHoBCKIN yHUBEPCHUTET),
AnpekTop MeToAN4ecKoro LIeHTPa aKKpeAUTaLLAm
cneuyanncros, Mocksa

CTapuHCKHii Banepuii BAapAUMHPOBHY - /1. M.H,
npodeccop, pykoBoAnTes POCCUACKOrO LEHTPa UH-
(OOPM3LIOHHbIX TEXHOAOTWI 1 3MUAEMAONOTUYECKNX
yceaes08anui 8 06actv onkonorum MHVOU nm.
M.A.TepueHa - dunana OrBY «HMUL| paanonorims»
MwuH3ApaBa Poccui, r1aBHbIV BHELITATHbIN CneLva-
nnct oHkonor L0, unex npesnanyma npasnesns Ac
couyaumm oHkonoros P®, 3amectutens NpeAceaTens
MockoBcKoro oHkonoryeckoro obLiecsa, Mocksa
Tkauesa Onbra HukonaesHa - .M.+, npodeccop,
AMpeKTOp POCCHIACKOTO repOHTON0TUYECKOTO HayYy-
HO-KAMHUYECKOrO LEHTP3, (13BHbIN BHELUTTHbIV repy-
aTp Mun3apasa Poccun, Mocksa

Tkauenko Anexcanap EBrenbeBmY - npotoviepen, oc-
HOBaTe/Ib NepBOro B Poccim AeTckoro xocnuca, YieH Ob-
LiecTBeHHoro coseta npu MiHazapase Poccim, npeacesis-
TeNb kommccnn OBLuecTBeHHo# NanaTsl PO no Bonpocam
O13rOTBOPUTENLHOCTH, P A3HCKOMY MPOCBELLEHMIO 1
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Ymeposa Apensn PaBunbeBHa - /.M H, pyKOBOA/-
Tenb TepprTopranbHoro opraHa PocsapasHaasopa no
AcTpaxaHckoli 0643cTn, ACTpaxatb

®omun BuKTOp BUKTOPOBHY - 4/1eH-KOPPECTOH-
AeHT PAH, 4. M. H, npodeccop, npopeKTop No MHHOB3-
LIMOHHOI U KMHNYECKO AeATENBHOCTH, 33BEAYIOLLNIA
kadeapolt dpakynbterckoli Tepaniu Ne 1 OrAOY BO
«[epebih MIMY i, V.M. CeveHoBa» MuH3apasa
Poccun (CeveHosckuin yHusepcnTeT), Mockea

flu Mpecc - 33Be/ytoWmIi OTARNCHUEM FepraTPUL
yHUBEPCTETCKON BOAbHILE COPOK3, 33BeAytOLLI
kadeApovi N0 Pa3BUTMIO XOCMNCA U N3NAUBTUBHON
nomowm YHusepcuteta ben [yproHa, pykosoauTeb
OTZeN3 aMBYNITOPHON repuaTpuy TOro Xe YHUBEPCH-
TeTa (beep-LUesa, M3pannb)
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Yeaxcaemeoie konneeu!

[Tepen Bamu crelyabHBIN BBIITYCK JXYpHasa
«Pallium: manamuatuBHAS U XOCIIMCHAS TOMOIIb»,
KOTOPBIJ ITOCBSIIIEH AeTCKOi MpobieMaTuKe.

KoHmernTyanabHOEe e IMHCTBO NaJJIMAaTUBHOM M0-
MOIIM JTIOASIM JIF060ro BO3pacTa, OT HOBOPOKAEH-
HBIX 10 MOXKUJIBIX MAI[MEeHTOB, He O3HavaeT IOJIHOI
UIEHTUYHOCTH 3TOI ITOMOIIM BO BCEX MePUOIax
KM3HU yegoBeka. Oco3HaBas 3TO, MbI BIIepBbIe
3a 5 J1eT CylIecTBOBaHMS HAIIETO
SKypHaJja IpeajaraeM YuTaTesiM

crielMaJu3upOBaHHbIN BBIMTYCK,
CYMMUPYOIINI aKTyaJbHble BO-
MPOCHI OKa3aHMUS MaJaMaTUBHONM
IMOMOIILY TeTSIM.

IJist HAac 6OJIbIIAS YeCTh IIpe-
CTABUTh UUTATEISIM ITyOIUKALMIO
>xynu JIMHT, reHepaJbHOTO AV-
pekTopa EBpomneiickoit accoumanmm
MaJIJIMaTUBHOI IMTOMOIIM, B KOTOPO
aHAJU3UPYIOTCS 0COOEHHOCTH AeT-
CKOIJ1 MaaamaTuBHOM momoniu B EB-
porte. [IpomoyiskeHMEM 3TOM TeMbl
siBJisieTcs ctathbs E. B. [ToneBnyeHKo,
rJIaBHOTO BHENMITATHOTO JIeTCKOTO CIieluajanucTa
10 naJauaTuBHOM nomoimyu Munsnpasa Poccun,
0 BO3MOSKHOCTSIX MCITI0/Ib30BaHUSI MeXAYHaPO/I -
HBbIX CTAHJAPTOB 3TOTO BMIA ITOMOIIM B paboTe
POCCUIICKMX BbIe3THBIX ITaTPOHAXKHBIX OpuUTra
MaJJIMaTUBHOI ITOMOIILU JEeTSIM.

HoBble ropn30HTHI hapMaKoTepanum peakux (op-
(haHHbBIX) 3a60JIeBaHMIi, OTPAHMYMBAIOIINX ITPOIOJ-
SKMUTEJIbHOCTD KM3HM MTallMeHTOB, paCCMaTPUBAIOTCS
B IByX HAyYHbIX 0030pax, MOCBSIIEHHBIX COBPEMEH-

HBIM IIOJIX0aM K JIEUEHU IO KMCTO3HOro ¢pubposa
(MYKOBMCIIMI03a) ¥ MUOAVMCTPOdUM JIroeHHa.

HeckoJibKO cTaTeil 0OTpaykaloT permoHaAbHBIN OITbIT
OKa3aHMs NaJIMATUBHOM ITOMOIIY IETSIM C pa3inu-
HOI aToJIoTMel — HYTPUTUBHOM HeJOCTaTOYHOCTbhIO
IIpU JeTCKOM LiepebpaibHOM napaande (Bopouex),
(apmaxropesucTeHTHOI snuerncueit (Mocksa), My-
KOBUCUMA030M (SIpOocCiaBiib).

Opranu3aius IICUXoJ0rMIecKkoro
COTIPOBOXK/I€HMS JIeTeli C OHKOJIO-
rMYecKMMM 3a00/IeBaHUSIMU BCe-
CTOpPOHHE pacCMOTpeHa B CTaTbe
H.B. KnunuHmMHOI, Halllero IocTo-
SIHHOTO aBTOpa.

dopmMupoBaHMe KOMIIETEHII U
Bpayeii ¥ MeAULIMHCKUX cecTep — TeMa
IBYX ITyOGIMKAINii aBTOPOB, CYMMMU-
PYIOIIMX OITBIT pean3aluy 06pa3oBa-
TeJIbHBIX IIPOTrPaMM IT0 TaJTMATUBHO!
ITOMOIIM B paMKaX HellpepbIBHOTO
MeIUIIVHCKOro 06pa3oBaHus.

S 6esmepHO 61arogapHa f.M.H.,
npodeccopy Enene BragumuposHe
[MoeBMUeHKO, B3SIBIIEI HAa CeOsT HEJIETKMIA TPY/I 10 TIOA-
TOTOBKe JaHHOTO HoMepa. C yBepeHHOCTbIO 11 TOPIOCThIO
MOT'Y 3asIBUTb O BbICOUAIAIIIEM YPOBHE BCEX ITYO/IMKALIMIA

Mpb1 6y1eM pabl, eCIM MaTepyuaibl JAHHOTO BBIITY-
CKa YKPEITST MpeiCTaBIeHMs uuTareiein o6 ocobeH-
HOCTSIX IeTCKOJ MajiiuaTUBHO IIOMOIIM, KOTOpbIe
MO>KHO ITPOMJITIOCTPMPOBATD M3BECTHBIM a(hOpr3MOM
AnTtyaHa e CeHT-IK310Mepu: «PasHu1ia MeXay IeThb-
MM U B3pOCJIBIMU B TOM, UTO B3POCJIbIE BO BCEM UILLYT
CcYacThe... a AeTU ero BO BCeM HaXOI SIT».

Jluana Hee3opoea,

2naeHulii pedakmop sxcypuana «Pallium: naniuamueHas u XocnucHasi noMouib»,

2/1a8Hblil 6HewlmamHblili cneyuanucm no naanuamueHoii nomouju Muusdpaea Poccuu,

dupekmop DedepanibHO20 HAYUHO-NPAKIMUUECKO20 eHMpa NaiauamueHoli MeouyuHcKoli nomouju
®@I'AOY BO «Ilepebiii MTMY um. H. M. Ceuenosa» Mun3dpaea Poccuu,

npedcedamens npasaeHus Accoyuayuu npogeccuoHanbHuIX yuacimHuKkoe X0CnUCHoli nomouju,

Kanoudam medUYUHCKUX HAYK
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AHHOTaUUA

B 2014 roay BcemvipHas accambnes 34paBoOXpaHeHms

NPUHANE PE30JIOLMI0 00 YKpenaeHUM NaNNMaTUBHON NOMOLLY

Ha MPOTSKEHNM BCEI XM3HM K3K 4aCTW BCEOBLLIEro OXBaTa HaceIeHus
yCAyramu 34paBooxpaHeHis [1]. 31a 3HakoBas pe3otouns, coaepxa-
Liast TepMUH «TedeHne xu3Hm» (life course), noavepkHyna BaxkHOCTb
NaNNMaTVBHOWM NOMOLLWM ANS BCEX, BK/OY3A HOBOPOXAEHHDIX, AeTel
¥ NOAPOCTKOB. [ManNnaTBHas NOMOLLb AeTAM — OTHOCUTENbHO HO-
Bas, HO Pa3BMBAIOLLAACA CNELMAAbLHOCTb. B AaHHOW CTaTbe OMMUCHIBA-
€TCA NaNIM3TUBHAA NOMOLLb AETAM U ee pa3suTue B EBpore.
HecmoTps Ha TO 4TO N3NNNBTUBHASA MOMOLLb K3k B3POC/IbIM,

TaK U AETAM UMEeT HEeKOTOpbIE 0OLLME KOMMOHEHTI, 46TCKas
Na/NMATUBHASA MOMOLLLL OTANH3ETCA MO HECKObKUM H3NPaBAEHNAM
OT B3POC/ION, 1 3TV KNKOYEBbIE P33NNYMNA PA3bACHAIOTCA B JaHHOM
cTaTbe. Takxe onpeseneHsl HeKOTOpble KAtoYeBble NPObaeMb
Pa3BUTUS N3ANMATUBHON NOMOLLM AETAM.

KnroueBble cAoBa: na/iMaTvBHas NOMOLLb AETAM, AeTH,
KOMM/EKCHAsA MOMOLLLb.

Abstract

In 2014, the World Health Assembly passed a resolution on
strengthening palliative care across the life course as part of universal
health coverage [1]. This landmark resolution containing the term
'life course’ assured the importance of including palliative care for all
including neonates, children and adolescents. Paediatric palliative
care is a relatively new, but developing specialty. This paper describes
paediatric palliative care and its development in Europe. Whilst
paediatric and adult palliative care share some core components,
paediatric palliative care differs from adult palliative care in several
ways, these key differences are explained. The paper also identifies
some of the key challenges for the development of paediatric palliative
care.

Key words: Paediatric palliative care, children, complex care.

OnpeapeneHUe AETCKOW NaAAUaTUBHOMU
nomMoLu

[MannuatuBHasg MOMOIb OeTSIM HallpaBJieHa
Ha MOBbIILIEHMEe KaueCcTBa XMU3HU JeTell ¢ OorpaHUYN-
Batouumu ku3Hb (life-limiting) nam yrpoxarmommumun
skusHu (life-threatening) 3a6oneBanusmu u obecre-
YMBaeT BCECTOPOHHIOK ITOMOIIb Pe6GEHKY U €T0 CEMbe.
CorynacHoO omnpegeieHn0 BceMupHOV opraHu3anumn
3apaBooxpaHeHus (BO3) [2], «majiaTuBHAs IOMOILb
IeTsSM — 9TO aKTUBHAs BCe0oObeMJIIONIAST TTOMOIIb
TeNly, pa3yMy U IyXy peGeHKa», KoTopas JOJI’KHA ObITh
IOCTYITHA JJ1s BCeX IeTelt C OrpaHMUMBAIOIIMMU KM3Hb,
YIPOKAIOUMMMU SKU3HU UIJIU CIIOXKHBIMU KOMITJIEKCHBIMU
3ab6oseBaHMsIMM (TabJ1. 1). BeIsiBJIeHME feTeli U ceMeit,
KOTOpbIe MOTYT HYKJaThCs B MA/IMATUBHOM TTOMOIIH,
MOKeT ObITh HEIIPpOCTOI 3amaueii. TepMMHBI «OTpaHu-
YMBAIOLIMI )KU3Hb» U «yT'POKAIOLINI SKM3HM» OTHOCSIT-
CS1 K HECKOJIbKMM COTHSIM OTZeJIbHbIX AMarHo3oB [3].
OTo mpuBeso K Kiaccudukaium COCTOSIHUI, KOTOPbIe
MOAXOOST IOJ, 9TU OTIpeesieHUs U, CleloBaTeabHO,
TpebyIoT majanmuaTuBHOM momoniu [4] (ta6ma. 2). Iua-
THOCTMKA HEKOTOPBIX 3a60JieBaHMIi y AeTeli ObIBaeT
cnoxkHoit. Ecnu y pebeHKa He YCTAHOBJIEH IMArHO3, 3TO
MOKeT MOBJIMSITh Ha JOCTYIMHOCTD YCAYT UM HAIIpaB-
JIeHue JJIsl OKa3aHus MaaauaTUBHOM TOMOIIA.

B upeane mannmaTuBHAas NOMOILb [JOJIKHA
HauyMHaTbhCS C MOMEHTa IOCTAaHOBKM [OMarHo3a,
He3aBUCUMO OT TOTO, MOJy4YaeT pebeHOK JieueHue
3aboseBaHMs MaK HeT. Torga pebeHOK U ero CemMbs
MOTYT HaXxXOOUTHCSI TMOA HabIoOAeHUEeM [eTCKO
MaaaMaTUBHOM CIYKObI B TeUeHYe HECKOJIbKUX JIeT,
a MHOTAa M B HavyajbHbIE O bl B3POCJION XU3HU [6].
[ToMmomp OeTIM C OTpaHMUYMBAKOIMIMMMU XU3Hb UIU
YTPOXAKWIMUMU XU3HKU 3260€BAHUSIMU MOXKET
OCYIIECTBJSITbCS B JO60M MecTe — B GOJIbHMUILE,
JloMa B ceMbe MJIM B IeTCKOM XOCIINCe, eCI TaKOBOM
MMeeTCsl.

[MannuaTuBHAs TMOMOIIb JIydllie BCcero obec-
MeYMBaeTCs MYJAbTUAUCLUIIIMHAPHON KOMaHA0, YTO
Takske 0CO6eHHO BaskHO JJIs MaIMaTUBHOM TOMOIIY
netsim. ObecreveHne 11eJI0CTHOM TTOMOIIY YUUTHIBAET
BCe ee acCIeKThl: pusmueckme (KOHTPOJIb CUMIITOMOB
u 06e360gMBaHMe), TICUXOCOLMATbHbIE, BKIIOUAS
NpefoCTaBleHMe POACTBEHHMKAM MepeablIiKy UIN
KODOTKMX IIepephIBOB B yXOJ€e, JYXOBHYIO IOMOLIb
Y TOMOUIb B IepeXMBAHUM TSKeJNOi yTpaThl.
IJist olleHKM U paboThl C ITUMU MHOTOUMCIEHHBIMU
acreKTaMy TMOMOIIM B uAeasie TpebGyeTCs Lesblit
psii HAaBBIKOB UM Pa3HOOOpPA3HBIN OMBIT YJIEHOB
MEXIUCHUIIIMHAPHOM KOMaHabl. DOKyCMpOBaHUE
Ha 5TUX acleKTax yXoJa HalpaBJIEeHO Ha yayJylleH)e
KaveCcTBa KM3HU Kak pebeHKa, TaK U ero ceMbu [7].
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OHPEAEI’IEHVIG )KI/I3H€OI'paHVI'-IVIBaI'OI.I.I,VIX,[YEPO)KalOI.IJ,VIX XU3HU N CNO0XKHbIX
S

KOMMNJIEKCHbIX COCTOSAHUI/3a601€eBaHUI

COCTOSIHMS, OrPaHNHMBAIOLLE/COKPALLIOLIME XKU3HD
6onee 33BUCHMBIM OT POAUTENEN 1 OMEKYHOB.
YrpOXatoLme U3HU COCTOSHNSE

KomnnexcHast (cnoxHas) nomolub / HenpepbiBHasi OMOLLb

noTpebHOCTel B CECTPUHCKOM YXOAE.

OrpaHnymMBaIoLLME XM3Hb / COKPALLAIOLLINE XKIN3Hb COCTOSHNS — 3TO COCTOSIHWS, NMPY KOTOPbIX HET 0O0CHOBAHHON H3AEXABI Ha V3/1evdeHNe
1 OT KOTOPbIX A€TU UM NOAPOCTKI YMPYT. HEKOTOpbIE 13 3TUX COCTOSIHMIA BbI3bIB3IOT MPOrpeccupyloLLee yxyalleHue, 4enas pebeHka Bce

Vrpo>|<a|ou_w1e HKN3HW COCTOAHUA — 3TO T€, MPU KOTOPbIX 1€4EHNE BO3MOXHO, HO MOXET OK33aTbCA 683YCI'IELLIHbH\/I, Hanpumep pak. ,ﬂ,eTVI
B COCTOAHUW ANNTENBHOM peEMNCCUN MO NOCAE YCMELWHOTO Ne4eHNA HE BKAOYAKOTCA.

KomnnexcHast (CoxHast), vav HenpepbiBHASA MOMOLL — 3TO UHAMBUAY3/IbHBIA KOMIMIEKC MOMOLLLM, BBIXOASILLIIA 33 PAMKW TOFO, 4TO AOCTYMHO
B NPeAENax OCHOBHbIX V1 YHUBEPCaNbHbIX yCayr. OHa NPeAOCTaBAACTCA AETAM C BbICOKUM YPOBHEM CIOXKHOCTUN UM UHTEHCUBHOCTU

Tabanua 2
KaTeropum >xmsHeorpaH14MBaroLWmx cocTosHuin [7]

Yepoxarowjue Xu3HuU COCMOSIHUS, NPU KOMOPbIX A1e4eHuUe BO3MOXHO, HO MOXem 0Ka3dmabCs 6e3ycneluHbim

JocTyn K NanavaTBHOI MOMOLLLM MOXET NOTPe6OBATLCA B CyYae HeyAauyn NeHeHNs Uav BO BPEMS OCTPOrO yXYALEeHNs

1 COCTOSIHWS, HE33BUCUMO OT NPOAOHKUTENBHOCTH YTPO3bl ANS XKU3HW. [1p1 AOCTUXKEHUN ANUTENBHOW PEMUCCHMN AN NOCAE yCrelu-
HOrO JIe4eHNs HeOOXOAVMOCTb B MaANATUBHO MOMOLLM OTNaJ3eT.

MprMepsbl: pak, HeObpaTHMble HapyLLEeHVs GYHKLMIA OPraHOB — CepPAL3, NeYEHN, NOYeK.

KUTb HOPMaﬂbHOVI XKN3HbBIO.

CocmosiHUS, NpU KOMOPbIX NpexXOeBpeMeHHas cMepme Heu3bexHa
5 MoryT 6bITb ANNTENBHBIE NEPUOALI UHTEHCUBHOTO I€YEHWS, HANPaBAEHHOTO H3 NMPOZAJ/IEHNIE XI3HM U 06eCneyeHe BO3IMOXHOCTY

MpvMepbI: MyKOBMCLMAOS, MblleYyHas AncTpodus JioLeHHa.

Hpoepeccupyfoz,uue 3060/1eBaHUS 6€3 BO3MOXHOCMU /leYeHuUs

HPI/]MEPI:IZ 6one3Hb batTeHs, MYKOMNOANCaXapnAo3bl.

3. JleveHne HOCUT UCKMNOYNTENbHO M3NAVBTUBHDIN XapaKTep n 06bIYHO MOXET NpoOA0/KATbCA AONTVE FOAbI.

COCMOSIHUS 300pOBbS

Heobpamumble, HO He npozpeccupyrowue CoCMOsHUS, BbI3bIBAIOWUE MSKENYIO UHBAAUOHOCMb U NPUBOOSLUE K YXYOLUEHUIO

4. etV MOryT MMeTb KOMMNEKCHbIE MOTPEBHOCTU B MEANLIMHCKOM OOCY>XMB3HUM, BLICOKUIA PUCK HEMPEACKa3yeMOro yrpoXatoLLero
XU3HW COOBITVS VAW INN30A3, OCNOKHEHWIA 11 MOBBILLEHHOW BEPOSITHOCTU NPEXAEBPEMEHHON CMEPTU.
[prMepbI: TAXeNbIN LiepebpanbHbIi Napany, MHOXECTBEHHbIE HaPYLLEHWS, HarprMep Noc/1e TPaBMbl FOI0BHOTO MV CMIMHHOTO MO3ra.

Pa3ButHe naAmAMaTUBHOW NMOMOLLU
Aetam B EBpone

Bo BceM mMupe 3/10KauecTBEHHbIE HOBOOOPA30BaHUS
IuarHoctTupoBaHbl npumepHo y 400000 pereit
U oA pPoCTKOB, 80% M3 KOTOPBIX XUBYT B CTpaHaX
C HU3KUM U CpeJJHMM YPOBHeM Joxona. HecMoTps
Ha TO YTO pakK XOpoOLIO TMOAAAaeTCs JeuyeHUIo,
BbIXXKMBAeMOCTb B CTpaHaX C HU3KUM YPOBHEM A0X0/1a
0oCTaeTcs OueHb HU3KOI U cocTaJisieT Bcero 20-30%.
B 3Tux yc/oBUSIX MHOTIA, Aa’ke ecJi U3jTedyeHue
BO3MOXHO, OHO MOeT O0Ka3aThCsl HepeaJbHBIM
B YCJOBMSIX OTPAaHMUYEHHOTO KOJMUYECTBA CIIYKO,
YacTO — M3-3a MOo3Hel AMarHOCTUKY U (PMHAHCOBBIX
3aTpar Oas ceMby pebeHka. [Iyisg meTeit B cTpaHax
C BBICOKMM YpPOBHEM J0X0Ja, UMEWIMUX JOCTYI
K JIeYeHU IO, IPOLeHT M3yeueHus: coctasiusieT 80% [8].

ITo HEKOTOPBIM OlleHKaM, BO BCEM MUPE TOJbKO
5-10% meTeit, HY>XXJAOIIMXCS B MAJIMATUBHON ITOMO-
1IM, IOJIy4aloT ee [9], mpuyeM JOCTYI K Heli KpaliHe He-
paBHoMepeH [10]. [TpumepHo 2,8% OT 06ITIero umcIa ie-
Teil B MUpe, HY>XXIAKIMXCS B aJAMaTUBHO MOMOILN,
IIPOXMBAIOT B €BpOIleiickoM peruoHe [9]. Hecmortps
Ha pOCT 06beMOB OKa3aHMs MajauaTUBHON TOMOILIA
JIleTsIM B eBpOIIeiicCKOM permoHe, esKerojiHO yMupaerT

170000 pmeTeli, HYXXKAAWIIUXCSI B IaJJIMATUBHON
noMmoniu. Ilo maHHbBIM ATjaaca HajaJauMaTUBHON
nomoiu B EBporie (2019 r.) EBpomneiickoit accoumanmu
MaJaAuaTUBHOV noMoiy [11], masimMaTuBHAS TOMOIILb
meTsMm ngoctynHa B 20 eBpomeyicKMX CTpaHax,
OGOJIBIIMHCTBO M3 KOTOPBIX — CTPAHbI C BBICOKUM
YpPOBHEM J10XOJa Ha 3amaje peruoHa. JajabHeimmnii
aHa/ln3 3TUX AAHHBIX MOATBEPAUI, UYTO Pa3BUTHE
Na/JyIMaTUBHOM nomMouu AeTsam B EBporie B cTpaHax
C HU3KUM U CpeJHUM YPOBHEM [0X0Ja HaXOIUTCS
Ha 60Jiee HU3KOM YpoBHe [12].

IOaHHBIE TI0 BeJIMKOGPUTAHUY CBUIETEIbCTBYIOT
0 TOM, UTO KOJIMUECTBO AeTeil U TOAPOCTKOB, JKUBYLIUX
C YIpOXAKUMUMU XKU3HU UIU OTPAHUUYMBAIOIUMU
SKM3Hb COCTOSIHUSIMM U 3a60JIeBaHUSIMM, BO3POCJIO,
U OUMHAMMKA JAaHHBIX CBUAETENbCTBYET, UTO 3Ta
TeHOEeHLUSI COXPAaHUTCSI. B TOM Xe uccjiefoBaHUU
OTMedYaeTCsI, UYTO PpPAaCOPOCTPAaHEHHOCTH
OrpaHMUYMBAIOIIMX XU3Hb UM YTPOKAIOIIUX KU3HU
COCTOSITHMIA BbIIIIE B TPYMIIaX THUUYECKMX MEHbIITMHCTB
" B HeOJIaTOMONYYHBIX peruonax [13]. Ha yBennueHnue
MPOOOJIKUTETIBHOCTY XUSHYU TOBJIUSJIO HECKOJIBKO
KJII0YeBbIX (DAKTOPOB, B UMCJI€ KOTOPBIX MOCTVKEHUS
B 00/1aCTM MeOUIMHCKUX TEXHOJIOTUI, YIyUIIeHIe
061IeCTBEHHOTO 3[pPaBOOXPaHEHUS U CHUKeHUe
MJlaJleH4eCcKOll cmepTHocTu [14]. Kpome ToOTO,



C00611aJIOCh O CHMXKEHUM CMEePTHOCTU B HETCKUX
OTHAe/IeHUSIX peaHMMallMy U UHTEHCUBHOW Tepamnuu,
rae BbDKUBAIOT 83% meteii. B pesynbTare OeTU KUBYT
IOJIbIlle ¥ HYXIAIOTCS B 60jiee BBICOKOM YPOBHE
nomoru [14, 15].

Pa3pabaThiBasi XpOHOJIOTUIO Pa3BUTHUS 11€JI0CTHOI
TIOMOIIIY CTPAJAONIMM TSKEIO0O0TbHBIM JIeTSIM, CHCK [16]
TIpU3HAET 3TU YIYUIlIeHUsI C TeueHeM BpeMeHU U Ipej-
ToJiaraet, 4To hOKyC IMTOMOIIIM TIepeles OT COCpeoTove-
Hus Ha cvepTH (B 1950-1970-x romax) K HEITPEPbhIBHOCTY
yX07a C MOMeHTa MOCTAaHOBKY AMarHo3a 10 HaCTYIJIeHU S
cveptu (¢ 1980-x romoB mo HacTosee BpeMs). [Ipen-
roJIaraeTcsi, YTO 3TO IIPUBEJIO K CMeIlleHI0 BHMMaHM S
Ha caMoro pebeHKa M CeMbl0. DTO TPeOyeT LeJI0OCTHOTO
TO/IX0/1a K IIOMOIIM BCelt ceMbe, BKJTIoUasi pebeHKa, Hy K-
TIAIOIIerocs B MOMOIIN, U €T0 PACIIMPEeHHYI0 CEMbIO, B TOM
yucJie 6paTheB U CECTED, UTO HEMAJIOBAKHO. ITO TpebyeT
paspaboTKy KIMHNYECKMX PEKOMEHAIMIA, OIIEHKY pe-
3yJIbTATOB ¥ Pa3pabOTKY BMENIATeIbCTB, HaIlpaBJIeHHBIX
Ha YIOBJIETBOPEHIE MTOTPe6HOCTe He TOIbKO pebeHKa,
HO 1 BCelt ceMbl.

[lepBble eBpoIIeliCKMe peKOMEeHAAIMY 10 CTAHAApTaM
JeTCKO TaTMaTUBHOM ITOMOIIYM ObLIY OITyOJIMKOBAHbI
B 2008 roay [17]. C Tex mop OHU GbLIM TEPECMOTPEHBI,
1 B 2022 romy onmy6IMKOBaHbI MEXKIYHAPOLHbIE CTAHAAD-
ThI MAJUTMATUBHOM romotu fetsam [18]. Takske B 2022 roxy
EBpormeiickas accoumanms nayjauaTUBHON MOMOIIU
BBINTyCTUa EBPONENCKYI0 XapTUIO IaJIMaTUBHON
TIOMOIIY AETSM U TIOAPOCTKaM. B Heli 37105keHbl UeTKIe
CTAHIAPThI, KOTOPble MOTYT OBITh MCIIOJb30BaHBI
B KaueCcTBe MHCTPYMEHTA [IJIsl paclipeHns: BO3MOKHOCTe
JIeTeil, ceMeil ¥ MeIUIIMHCKUX PabOTHMKOB. XapTus
JocTyIHa Ha 11 a3pikax [19].

Pasanuusa mexay naAAMaTUBHOW NOMOLLbLIO
B3POCAbIM U AeTAM

HecMmoTps Ha TO 4TO M B3pocias, M AgeTcKas naj-
JNMaTUBHAs MOMOILb HalpaBJieHbl Ha ylAy4dlleHue
KauecTBa KM3HU JI0Jel ¢ OTpPaHMUYMBAOLMMU UK
YIPOKAOIMMMU KM3HY 3200/IeBAaHUSIMU U UX CceMeit,
najJiMaTMBHas MOMOLLb [OJIS B3POCJBIX U JeTeil
0T4YeTINBO pasnnyaercs [20].

«BMecTe 3a KOpoTKyI0 ku3Hb» (Together for Short
Lives), BnusiTebHast OpUTAHCKAsT OpraHM3alys o oKa-
3aHMIO [MaJUIMATMBHO IOMOLIM IeTSIM BbIAESIET Cllefy-
IOLIVe SIBHbIE OTIANYMA [7]:

+ Yncao yMmuUpaoumx geTeil HeBeamKo.

+ MHorue 13 3a6071€BaHU1 SIBJISIOTCS PeIKUMU
U cienupUUHBIMY JIJIST e TCKOTO BO3pacTa.

¢ CIIOKHOCTbD OLIeHKM MIPOrHO3a Yy JeTei XOpolIo
M3BECTHA: HEKOTOPBIE NeTy NepeXXMBalT HECKOJIbKO
KaXXYIIMXCS TEPMUHATBHBIMMU CTaMIi 32601€BaHUSI.

¢ BOMBIIMHCTBO [eTeli C OrpaHUUYMBAIOIMMU KU3Hb
3260JIeBaHMUSIMMU CTPALAIOT He3JI0KaUYeCTBeHHbBIMU
3a60/IeBAaHUSIMU C BOJTHOOOGPA3HOI, IJIUTENbHOI
Y HeOTIpeJIeIeHHO TpaeKTopueli pa3BUTHUS 60JIE3HMU.

¢ [TajyinaTHMBHAS TIOMOIIb JETSIM SIBJISIETCSI 11€JIOCTHOI
1 0XBaThIBa€T pebeHKa U eI0 CEMbI0, KOTOPbIE HEITPEJIOKHO
paccMaTpuBarTCs Kak eIyHoe 1ieJioe.

+ TToCKOJIbKY HEKOTOpBIE 3a00JI€BaHMS B ITAJIIMATUBHOIA
TIOMOIIV JIeTSIM HOCSIT CeMeHbIN XapaKTep, TO POLUTEeNN
MOTYT UMeTh 60J1ee OIHOT0 pebGeHKa C OrpaHNYMBAIOIIM
SKM3HB 3a00JIeBaHNEM.

+ CpoKy npenocTaB/ieHMs NaIMaTUBHOM MOMOII U
4acTOo ObIBAIOT O0JIee IIUTeIbHbIMM.

¢ JleTy TIPOIOJIKAIOT pa3BUBATHCS pU3UUECKU
¥ 3MOLIMIOHAJIBHO.

* Heo6X0mMMOCTb B 06YUEHUM U UTPE COXPAHSIETCS
Ha ITPOTSDKEHMM BCETO TTepyoza 60Ie3H!.

[IprHsTHE 3TUX KIKOYEBBIX PA3JIMUMil BO BHUMaHME
mogyepKMBaeT He0O6XOAVMMOCTb MPU3HAHMS TajIna-
TUBHOI TTOMOIIIU JIETSIM B KaueCTBe CaMOCTOSITeIbHOM
CTenaI3MPOBAHHOI 06/1acT. ITa/uTMaTUBHYIO IIOMOIIh
JeTSIM JIYUllle BCero OKa3bIBAaIOT Te, KTO MMeeT 06pa3o-
BaHMe U TIOJITOTOBKY B 06JIaCTH TTeAMaTPUU U IIOHMMAET
MOTPEOHOCTY pebeHKa ¥ CEMbH.

Mpo6AeMbl naAMAMAaTUBHOM NOMOLUY AETAM

YT06bI 06ECTIeUNTD MIMPOKYIO JOCTYITHOCTD Majlina-
TUBHOJ MMOMOIIM IeTSIM, HeOOXOAMMO OIpeneauTh
U TIOHSTb HNOTPEOHOCTU B AETCKOJ MajaauaTUBHON
nomouiu [11]. OcobeHHO BaskHO BKJIIOUUTH Majiyua-
TUBHYIO IIOMOIIIb B yUeOHbIe TPOrpaMMbl IJIsI CTYIEH-
TOB BCeX MeIUIIMHCKUX CEIVATbHOCTEN, B TOM YMCJIe
M3yYeHye UMM ITOTPEOGHOCTY B TA/ITMATUBHONM TTOMOIIN
nJetssM. UTo6bl 06ecreunTh HauayvIlylo ITOMOIIb JeTSIM
M MX CEMbsIM, HEOOX0AVIMO Pa3paboTaTh AOKA3ATETbHYIO
6asy crelyaabHO /s MaJJIMATUBHONM ITOMOIIY TeTSIM
U PEryJIsIpHO COOMPATh BICOKOKAUECTBEHHBIE TaHHBIE
[14]. Kpome Toro, HE0OX0AMMO ITOCTOSTHHO MHTEI PUPOBATh
3ab6aroBpeMeHHOe IJIAaHMPOBaHMe TOMOIIN.

[Tpo6ieMoit [jis BcexX pas3fesioB CEKTOpa 3[paBo-
oxpaHeHus1 B EBporie siB/isieTCSl HeXBaTKa MeAUIIMHCKMUX
Kanpos [22]. PaboTa B cdhepe Ma/yIMaTUBHOI TTOMOIIN
JIEeTSIM MOKeT ObITh CJIOXKHO, 8 MEIUITMHCKIE PAOOTHUKI
MOTYT HYKJaTbCs B moagepskke [11]. Korma TpebyroTcs
0CO0ObIe HABBIKY U OIBIT, TO HAOOP U yIepskaHue B IITaTe
JIOCTATOYHO OIBITHBIX CITEIMaJIUCTOB IO Ma/IIMATUBHO
TIOMOIIIY SIBJISIFOTCSI CJIOKHBIMM 3a1auaMu.

3aknroueHue

[To mepe pa3BUTKUS NaNAMATUBHON MOMOIIU IETSIM
KpUTH4YeCKM Ba’XHO, ‘{T06]':;I B II€EHTpPpe BHMMAHUSAI
ocTaBaJuCh pebeHOK U ero cembs. [layiMaTuBHAS
MOMOIILb [JeTsIM pa3BUBAeTCsI BO BCeM MUpe,
M B TOCJIeTHME TOAbI TaKue CJIYKObl MOSIBUINUCH
BO MHOruXx ctpaHax Esporsl [11]. B To Bpems Kak pas-
BUTME MAJUIMATUBHOM TTOMOIIM AETSIM CTaJKMBaeTCs
CO MHOTMMM Tpo6IeMaMM, e/ CTaHOBSITCS JOCTYITHBI
Y MHO>X€CTBO BO3MOXKHOCTeV [23].
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AHHOTaUUA

MannaTMBHas MeAMLMHCKas NOMOLLb PeGeHKY B JOM3LUHYX YC10-
BMSX — OZIH3 U3 HOBbIX MaLMEHTOPUEHTMPOB3HHbIX CTaLLMOH3p3aMe-
LWAOLLMX MeANLMHCKMX TEXHONOT NI B HaLen cTpaHe. [1ananatreHas
CNeuyan3npoBaHHas MeanuUMHckas nomots (MMIM) Ha gomy
OKa3bIB3ETCS BblIE3AHBIMY NATPOHIXKHbBIMU OPUr3A3MM, BXOAALLMY
B COCTaB OTAeNeHNI Bble3AHOW NaTpoHaxHon MNMIT aetam. Ykpenne-
H1e HOPMATVBHO NP3BOBO 0a3bl NANNMATUBHON MeAMLNHCKOM
NOMOLLM, 3 TAK>Ke BHEeAPEHWE TEXHONOT NI UCKYCCTBEHHOW BEHTUASA-
LW Nerkmx y AeTel B JOMALWHUX YCI0BUSIX CNOCOOCTBOBANO 3HAUNI-
TENbHOMY POCTY YMCAA Bble3aHbIX oTaeneHuin (6puraa) MMM getsm
B Poccwiickon ®eaepauyn. ObecneyeHHOCTb Bble3HbIMM NaTPO-
HaXHbIMU BPUTaidMM MBNNMATUBHON MEANLMHCKON MOMOLLN AeTSM
ABASETCH OAHUM 13 KOHTPO/IbHbIX MOKa3aTe el N13Ha MeponpuaTIii
(«Z0POXHOW KapTbi») «[OBbILIEHNE Ka4eCTBa U AOCTYNHOCTY Na-
NNATUBHOW MeAMLMHCKOM nomMoLLv» A0 2024 roaa. B cTaTbe 13no-
»eH KpaTkuin 0630p MeXAyH3POAHbIX CTaHA3PTOB NaNSTUBHON
NOMOLLY AETAM, Pa3paboTaHHbIX B PaMKaX MEXAYHaPOAHOrO MpoeK-
Ta GO-PPaCS (Global Overview — Pediatric Palliative Care Standards)
v Bnepsble ony6a1MkoBaHHbIX B Mae 2022 rosa. AH3M3NPYIOTCA BO3-
MOXHOCTN NPUMEHEHNS A3HHbIX CTaHA3PTOB NP OKa3aHUW NanANa-
TUBHOW MeANLIMHCKON nomoLum AeTam B Poccuinckon Oeaepaumn.
KaroueBble CAOBA: M3/1/1M3TVBH3S MOMOLLb 1ETSM, OTAe1eHne
Bbl€3/HOW MAaTPOHAXHOW NaNNITUBHON MEANLIMHCKOW MOMOLL
AEeTAM, 6pUrazia Bble3AHOM NaTPOHAKHOM NaANMATUBHOM MeAVUNH-
CKOVI NOMOLLM AETSAM, CTaHZA3PTbl MEANLIMHCKO MOMOLLLN AETAM.

Abstract

Palliative medical care for a child at home is one of the new
patient-oriented inpatient substitute medical technologies in
our country. Home-based specialized pediatric palliative care

is provided by mobile teams for children. The strengthening of
the regulatory legal framework for palliative care, as well as the
introduction of technologies for artificial ventilation in children
at home, has contributed to a significant increase in the number
of mobile teams in the Russian Federation. Provision of mobile
teams for children is one of the benchmarks of the Action Plan
("road map") "Improving the quality and accessibility of palliative
care” until 2024. The article provides a brief overview of the
international standards of pediatric palliative care developed
within the framework of the international project GO-PPaCS
(Global Overview — Pediatric Palliative Care Standards) and
first published in May 2022. The possibilities of applying these
standards in the provision of palliative care for children in the
Russian Federation are analyzed.

Key words: pediatric palliative care, home-based specialized
pediatric palliative care, standards of medical care for children.

AKTYaAbHOCTb MaAAMATUBHOM MOMOLLU AETAM
Ha AoMy

IMannuatMBHAS MeOUILIMHCKAS TOMOIL pe6eHKY
B IOMAaUIHUX YCJIOBUSIX — OJHA M3 HOBBIX MallK-
€HTOPUEHTUPOBAHHBIX CTAI[MOHAP3aMeII a0 NX

MeOULMHCKUX TeEXHOJOT UM B Hallei cTpaHe. Ila-
JIMaTUBHAS CHelMaJu3upoBaHHAsI MeaUIIMHCKAS
nomoiys (IIMIT) Ha KoMy OKa3bIBaeTCs Bble3LHBIMU
MaTpOHAXHBIMM OpuUramaMu, BXOASIIMMU B COCTAB
OTAeNeHNul Bbie3aHO narpoHaxuoi [IMII netsam
[1]. Lns peTeli-MHBaAULOB, HAXOASIIMUXCS B CTAlU-
OHApHBIX OPTAHMU3AIUAX COLMABHOTO 00CTYKMBa-



HUS (B YaCTHOCTU, B JeTCKUX AOMax-UHTepHATax),
okasanue [TMII Bble3JHBIMU TTaTPOHAKHBIMM OpUTa-
JaMy TaKk>Xe OpraHM30BaHO MO MPUHIUITY TOMOIIL U
Ha nomy [1].

KauecTBeHHast paboTra oTmeneHuni (6purajm) BbI-
e3HOV maTpoHaxxHoy [IMII neTsiM BbICOKO BOCTpe-
60BaHa 3aKOHHBIMMU IIPEeICTABUTEISIMY MallMEeHTOB.
OJTO CBSI3aHO MPeX/e BCero C TeM, UYTO IPU peryuasip-
HBIX TTOCEIeHMIX pebeHKa BbIe3IHOV IMaTpPOHa K-
HOIT 6puragoii Ha JOMY Y POAUTEIeii 3HAUUTETbHO
CHUKAeTCs, a MHOrJa COBCeM OTHagaeT HeO6X0omu-
MOCTh TPAHCIIOPTMPOBATb MaJIOMOOUIILHOTO pebeH-
Ka B MEAUIMHCKYI0 OPraHU3auIo AJIis NOJTyUYeHU T
[IMII, 4yTO HEeMaJIOBaXXHO MPU HM3KOI TPAHCIOPTHOM
JOCTYITHOCTU U yaJIeHHOCTU MMOCTOSIHHOTO MecTa
MpOoXUBaHMUS ManueHTa. [loMMUMO 3TOTO, POAUTENSIM
MMIIOHUPYET Y pOolleHue JOTUCTUKHY ITpoliecca mne-
penauy MeIUUIMHCKUX U3AENUN TSI UCTIOTb30BaAHU S
pebeHKOM Ha IOMY, CBSI3aHHOe ¢ PabOTOI BbIe3JHbBIX
MaTPOHaKHBIX 6puTaa. 3aKOHHbIE TIPeACTaBUTEN
IeTei 1eHSIT rMbKOCTD TP BbIGOpe BpeMeHU U IPO-
IOJDKUTENbHOCTH MOocemeHus: pebeHKa Ha AOMY CO-
TPYAHUKAMU OpUTadbl, a TAKKE 0COOYI0 3TUUECKYIO
Y KOMMYHUKATUBHYIO0 KOMIIETEHTHOCTb IepcoHala.
IMepeunciaeHHbie GaKTOPbI MOTYT ONPEIeNIsITh BBI6OP
MeCTa OKa3aHUs MaJJIMaTUBHOV MOMOILIY 3aKOHHBIMHU
npeacraBuTenssMu pebeHka. Kak ormevaroT 6puTaH-
cKue uccienmoBaTenu, «<Eciau pe6eHOK U YJIeHbI ero
CeMbM UYBCTBYIOT 6€30ITaCHOCTD U MO e PXKKY JTake
MIPY HAJIMUMY CJIOXKHBIX IOTPEOHOCTEN B MeIUIIMH-
CKOVi IOMOIII M, OHY MPEeAIOUYTYT OCTABaThCS AOMa.
TyT MOXXHO IMO3BOJIUTH ceOe Ty CTeeHb yeJMHEeHU
M IMYHOTO BbIOOPA, KOTOPAsI HEBO3MOXKHA B CTeHaX
Kakoro-au6o yupexageHus... CeMby yalie mpenmo-
YUTAIOT YXO/ Ha JOMY, IOTOMY UTO XOTST 130€XKaTh
MUV CBECTU K MUHMMYMY U3MEHEHUS B XKU3HU Ce-
MbM M IIOBCeAHEBHBIX JleslaX, TAKUX KaK IIKOJIa U
pa6ora» [2]. PasmeneHue 06s13aHHOCTE 11O YXOAY CO
crelnuajucTaMu oTaeneHus (6puramabl) Bble3aHOI
natpoHaskHoi [IMII geTsIM MOXeT ITOMOYb POAUTE-
JISIM TIPOJIOJIKATh OOIBIIYIO YACTh YX0a B JOMAIIHMUX
YCJIIOBUSIX.

Co1noyioruueCcKuit aHKeTHBIN OMpPoC, IPOBeleH-
HBI/ B ceHTsA6pe — oKkTss6pe 2021 roga MeTogOM JINY-
HBIX MHTEPBBIO CPeiu POACTBEHHUKOB U 3aKOHHBIX
npencraBuTesnei gereii (o 18 nert), Hy XA a0 UXCS
B okazaHuu [IMII, mokasas ux MOJ0XUTEeTbHOE OTHO-
neHue K kavectBy IIMII, okaspiBaeMoli Ha fomy [3].
Cpenu 600 peCcrOHIEHTOB, YYaCTBOBABIIMX B JTAHHOM
orpoce, o6mas yaoBJeTBOPEHHOCTh OKa3bIBa€MOIA
najJJiuaTUBHON MeOUIMHCKOM MOMOIIbI0O HA JOMY
cocrtaBuiaa 92,1% (B onpoce NpMHUMAaAU ydyacTue
TaKXXe MallMeHThl cTapiue 18 jeT, Hy XAl ecs
B MMaJIMATUBHOI MOMOIIU, U UX 6/u3Kkue). CaMbie
BbICOKMeE olLleHKM rmosiyumia [IMII, okaspiBaemas ne-
1M 10 18 et Ha oMy (98,2%), B3pocC/ible mmoayJa-
Tesiu [IMII Ha oMy maau TakKoi MOMOIIYU BBICOKYIO
OLeHKY B 82,6% ciyuaes [3].

NMAAMATUBHAA 7‘
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[ToMMMO BBICOKOTO YPOBHS YIOBJIETBOPEHHOCTH
3aKOHHBIX TIpeACTaBUTeel AeTeli U POACTBEHHUKOB
OKa3bIBaeMoJi pe6eHKY NMaJIMaTUBHON MeIUIIMHCKO
MOMOIIBIO HA AJOMY, Pe3yJIbTaThl MPOCIEKTUBHOTO KO-
TOPTHOTO UccaenoBanus, nposeaenHoro B 2020 rony,
oKas3aju, 4YTO SKCIIepPTHAd OleHKa BaxkHocTu [IMII
JIeTsIM Ha JJOMY SIBJISIETCS BBICOKOIL. [laHHOe Mccaeno-
BaHMe BKJUYaJI0 OMCTAaHILIMOHHBI aHKEeTHBIN OMpPOC
276 5KCIIePTOB, B UX YMCJIe — IJTAaBHBIX BHENITATHBIX
crenmaamucToB GegepanbHbIX OKPYTOB U CYOBEKTOB
Poccuiickoit ®enepauuu, pykKoBoguTeseil OpraHoOB
yhapaBJieHUS 3paBOOXPaHEeHUEeM, MeJUIMHCKUX
opraHmsanuii U UX nMogpas3aeseHunii, npeacraB-
JNSOMUX efuaTPpUIeCcKy, HEOHATOJOTUUeCKY 0
M aKyIIepCKO-TMHEKOJOTUUYEeCKYI0 CIAYKObI [4].
[To MHEHMIO PECIIOHIEHTOB, HauboJiee CyIIeCTBEHHbIE
M3MEHEeHM s, B KOTOPBbIX HYKIAaeTcs CIy>kba okasa-
HMS NMaaAMaTUBHON MeIUIMHCKON MOMOIIU JeTsIM,
BKJIIOUAIOT paciiyMpeHe oMo Ha oMy (n=145;
52,5% pecrioHIOeHTOB) U yayullleHue PUMHAHCUPO-
BaHusa (n=141; 51,1% pecnoHageHTOB). I[Io0 MHEHUIO
PeCIIOHEHTOB JaHHOTO ONPOCa, IPUOPUTETHOTO bM-
HAHCUPOBAHMS 3aCTyKMBAeT UMEHHO alJIMaTUBHAS
IMoMOIILb Ha oMYy (N=196; 73,4% pecrioHgeHTOB) [4].

PALLIUM

Ne2,2024 | MOMOLLb

OtaeneHus (6puraabl) naAAMaTUBHOM
MeAULMHCKOW NOMOLUU AETAM
B Poccumckon depepauum

[ToBceMecTHOE Pa3BUTHE CETU OTAeIeHU (6pu-
rag) IIMII meTsiM B Hallleil cTpaHe ObIJIO HAYATO
B 2012 rony B paMKax CO3aaHUS eIUHON rocypap-
CTBEHHOI MHGPACTPYKTYPhI CUCTEMBI TAIMATUBHON
MeIUIMHCKOM moMOIIM. YKpeIlJeHe HOpMaTUBHOM!
IIPaBOBOJi 6a3bl MAJIMATUBHON MeIUIMHCKO ITOMO-
mu [1, 5, 6, 7], a Tak>Ke BHeApeHMe TeXHOJIOT Ui UC-
KYCCTBEHHO} BEHTUJISIIIUM JIETKUX Y leTeil B JomMall-
HMX yCJIOBUSIX [8, 9] clIOCOBCTBOBAIO 3HAUUTETHBHOMY
POCTY UMC/a Bble3AHbIX oTAeneHnii (6puram) IIMII
metsim B Poccuiickoit ®emepanyunu. O6ecrneueHHOCTD
BBIE3HBIMY MATPOHAXKHBIMM OpUTragaMu MmaaauaTuB-
HOJ MeIMIIMHCKOM MTOMOIIY IeTSIM SIBJASIETCS OOHUM
U3 KOHTPOJbHBIX ITOKa3aTeJjel njaaHa Meponpus-
TU («TOPOXKHOM KapThi») «IIOBbIIIeH)E KauecTBa
Y LOCTYMHOCTY MalJIMaTUBHOM MeAULMHCKOI TOMO-
wu» 0o 2024 romga, yrBepXAEeHHOr0 3aMeCTUTeIeM
npencenatens [IpaButenbctBa PO T. A. [on11KOBOI
28 mionst 2020 roga, N2 655111-1112 [10]. KoHTponbHBI
IoKasaTejb «JOPOKHOI KapThl» 110 06eCIIeYeHHOCTH
BbIE3HBIMM MATPOHAKHBIMM Opuragamu IIMIT getsam
B 2024 rony paBeH 0,6 6puranst Ha 50000 geTeit.

ITo maHHBIM aBTOMATMU3UPOBAHHOI CUCTEMBI MO-
HUTOPUHTA MeOUIMHCKONM CTaTUCTUKY MuUH3ApaBa
Poccun (AC MMC), B 2023 rony naJiiMaTUBHYIO Me-
OUIIMHCKYI0 TTOMOIb B MeAUIIMHCKUX OpTaHM3al -
SIX TOCYIapCTBEHHOM CUCTEeMbI 34 paBOOXpaHEeHUS
Poccuiickoit ®enepanuu nonyuunu 29039 geteit



10

Ounkonorua

» Hesponorusa

® [1poyme = [legnatpusa

Puc. 1. Ho3on02uueckass cmpykmypa KOHmMuHzeHma
demeli, nonyuusuIuX NAJIUAMUBHYI0 MEOUYUHCKYIO
nomowb 8 Poccutickoti @edepayuu 8 2023 200y

(n =29 039 nayuenmos)

(puc. 1), U3 HUX MO HAGJIOOEeHMEM BbI€3HbBIX ITa-
TpoHakHbIX 6puran IIMII Haxonuauck 17 178 meTeii
(59,1%). Bosiee MOJIOBMHBI BCETO KOHTUHIEHTA JIETEN,
nosyumuBmux [IMII B 2023 rony, coCcTaBUIN MalleH-
Thl C HEBPOJIOTUUECKO maToyoruen (68,7%); netu
¢ 3a60JIeBaHUSIMM OOIIeIeMaTPUUIECKOTO PO
coctaBuau 11,3%, meTu co 3JI0KaueCTBEHHbIMM HOBO-
obpasoBaHuUAMU — 3,2%. B rpynmy «mpouue» (16,7%)
BKJIIOUEHBI JeTU C BPOXKAEeHHBIMY ITOPOKaAMU Pa3BUTUS
¥ XPOMOCOMHBIMU HAPYIIEHUSIMHU, C TIOCTAeICTBUSIMU
TPaBM ¥ COLIMAJIbHO 3HAUMMBbIX 3a60JieBaHMit. B Mmeau-
LIMHCKMX OpraHu3alusiX HerocygapCTBeHHOM CUCTEeMbI
3[paBOOXpPaHeHM s MaJIMATUBHYIO MeIUIIMHCKYIO 10~
mouib B 2023 rony noayumuau 2018 gereii.
O6ecIieueHHOCTb JIeTeii Bhle3THbIMI ITaTPOHAKHbI-
mu 6puragamu [IMII B I kBapTane 2024 ropa, 1o gaH-
HeiM AC MMC, npexncrasiieHa Ha puc. 2. Kak ciegyeTt us
9TUX JaHHBIX, KOHTPOJIbHbIN ITOKa3aTe/b 06ecrevyeH-
HOCTM BbIe3IHBIMM ITATPOHAKHBIMM Opuragamy ITMIT
metsm (0,6 6purambl Ha 50000 meteii) B cpegHeM [0-
cturHyT B [IpuBoOIIKCKOM denepanbrHoM okpyre ([1DO),

0,6 0,6 0,6 0,6

Yucno 6purag 06
Ha 50 000 getei

0,4

03

0,2

0

=

noo Y®O [gule}

VpanbckoMm enepanbaom okpyre (YOO), Cubmupckom
dbenepanbaom okpyre (COO), IOskHOM demepanbHOM
okpyre (F0®0). HaumeHnbIast 06eCIieueHHOCTD JIeTeit
BbI€3THBIMM MATPOHaXKHbIMY Gpuramamu (0,2 6purabl
Ha 50000 geTeit) ormeuaeTcs B CeBepo-KaBkasckom
denmepanbaom okpyre (CKDOO). B I kBapTase 2024 rosma
ToKa3aTesb 06eCreueHHOCTY JeTell Bble3HbIMY IaTPO-
Ha)KHBIMM Opuragamu Mo Poccuiickoit @emepaliiu B Lie-
soMm coctaBui 0,5 6puragbl Ha 50000 meTeit M K KOHITY
2024 rona goJkeH OCTUYb KOHTPOJILHOTO TOKa3aTens
«IOPOsKHOI KapThl» — 0,6 6puramsl Ha 50000 meTeii.

[Tpu okaszaHuUM Ma/VIMATUBHOM CTIeMaIN3UPOBAHHONM
MeAMIIVHCKOV TIOMOIIIY IeTSIM B aMOyIaTOpHOI hopme
OCHOBHOVI 06'beM ITOCEeIeHU eTelt Ha moMy B Poccuii-
cKoit @emepaluy BbITIOIHSIETCS OTAeNeHUsIMM (Opura-
JIamMu) Bble3AHOI naTpoHaskHo [TMII, oTHOCSIIMMMCS
K TOCyIapCTBEHHOI cucTeMe 3apaBooxpaHeHusi. Ha 1 siH-
Baps 2024 roma B Poccuiickoit @egepatiny GyHKIVOHK-
poBasio 278 BbIe3THBIX MaTPOHAKHBIX Opura [IMIT meTsam
B cocTtaBe 203 oTaesieHNI Bble34,HON naTpoHaskHOM [TMIT
nmetsm (ta6s. 1). Kak cienyet u3 JaHHBIX, TPeICcTaBIeH-
HBIX Ha Tabuiie 1, HauboJIbliee YricIo 6purai Bbie3JHOI
natpoHaxkHoi [IMII feTsiM B rocygapCTBEHHO CUCTEME
37 paBOOXpaHeHMs 10 COCTOsIHMIO Ha 1 ssHBaps 2024 roxa
Ob1J10 co3/1aHo B LleHTpasbHOM (delepaJbHOM OKPYTe —
57 6puran, [TpuBoKCKOM deaepaTbHOM OKpyTre — 57
6purag v Cubupckom demepagsbHOM OKpyTe — 43 6pu-
rajapl. B aTUx Tpex demepalibHbIX OKPYyrax CyMMapHO
cocpenoToueHo 56,5% Bcex BbIe3IHbIX MaTPOHAXKHbBIX
6puraz IIMII geTsm.

Heob6xonuMo MoguepKHYTh, UTO Pa3BUTHE CETHU
BBIE3THBIX NATPOHAXKHBIX 6puran IIMII geTsam — nu-
HaMMUHBINM npouecc. Hanpumep, K KoH1y I kBapTasia
2024 roga umcio Takux 6puran B Poccuiickoit ®eme-
panuy CyMMapHO YBeJINIMIoCh ¢ 278 1o 296 (+6,5%),
a YyMCJIO OTHeeHUI Bble3AHOV maTpoHaxkHo [TMII ge-
M — ¢ 203 mo 220 (+8,4%).

Bkiapg HerocynapCTBEHHOM CUCTEMbI 3[,paBOOX-
paHeHMS B pa3BuTue MHOPaCTPYKTYPhI BbIe3AHON
MmaTpoHaskHOM cayk6b1 IIMIT geTsiM nMpeacTaBIeH
B Tabauie 2. B LlenTpanbHoMm demepasbHOM OKpPyTe

0,5

]111

C300

CK®O

Mpumeyarue. [puBedeHb! COKPaLUIEHHbIE HOUMEHOBAHUA 0Kpy208B Pocculickol ®edepayuu.

Puc. 2. Obecneuennocms demeii Poccutickoti @edepauuul 8b1e30HbIMU NAMPOHANCHBIMU OpU2AdaMU NAANUANUBHOTL
MeduyuHckoti nomowu 8 I keapmane 2024 200a (uucno 6puzad Ha 50 000 demeti)
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Tabauua 1
Yucno otaeneHuii n 6puraz Bble3gHOW NITPOHAXKHOMN NaNIMATUBHON MeAULMHCKON NMOMOLLM AeTAM
B roCy,apCTBEHHOM cUcTeMe 34paBooxpaHeHns Poccuinckoin Gepepauum no coctosiHuo Ha 1 aHBaps 2024 ropa

Yucno otaeneHuii BbiesgHom
naTpoHaxxHou MM aetam

Yucno 6purapg Bbie3gHoM

naTpoHaxxHow MM aetam
®epepanbHble OKpyra

Poccuiickon ®epepauum

a6costoTHOE *oTHocuTeNbHoe, % abcosoTHOE *oTHOocUTeNbHOE, %

LleHTpanbHbIN 32 158 57 20,5
CeBepo-3anaaHbin 15 74 22 79
FOKHBIA 34 16,7 37 132
Ceepo-KaBkasckun 9 44 13 47
[prBOMKCKIIA 44 21,7 57 20,5
Ypanbckun 22 10,8 33 119
Cnbunpcknin 35 17,3 43 15,5
J13NbHEeBOCTOYHbIN 12 59 16 58

P°“""7'"(‘:§'e?:)“e"a““" 203 100,0 278 100,0

*Yucno omdeneHuti u 6puzad evie3oHoti nampouaxcHoti IIMIT demam 6 pedepanbHblx OKpy2dax 8 NPOUeHMax
om coomaemcmayrujezo o6uezo ux uucaa 8 Poccutickoti @edepayudl.

Tabaunua 2

Yucno otaeneHuii Bble3AHOW NAaTPOHAXKHOM NAIMATUBHON MEAULUHCKON NOMOLM AEeTAM B MeAULNH-
CKMXOPraHWU3aLUAXHEroCysapCcTBEHHON CUCTEMbI3APAaBOOXPaHeHUsACybbekTOoBPoCcuiickon degepauun,
OK33bIB3KOLMX NAN/IN3TUBHYIO MEAULMHCKYIO MOMOLLb B paMKaX TEPPUTOPUA/IbHbIX NPOrpamm 6ecnaaTt-
HOro OKa3aHUATpaXxAaHaMMeAULUHCKOW MOMOLLM 33 CHeT 610 )KeTHbIXaCCUTHOBAHUI COOTBETCTBYHOLLUX
6toaxeToB cy6bEKTOB Poccuitickon ®eaepaumn B | kBapTane 2024 roaa

HaumeHoBaHUe Yucno MeANLUHCKUX OPraHnu3auuun

HanmeHoBaHue
¢enepanbHoro okpyra

cy6bekTa Poccuiickomn
Pepepauum

HerocyAapCTBeHHOMN CUCTEMbI 34paBO-
OXpaHeHus, okasbiBatowwmx NMMI agetam
B PaMKaX TeppMTOPUaJIbHbIX MPOrpamMmm

Yucno otaeneHunit BbieagHomn
natpoHaxHow MMI1 getam

LleHTpanbHbIn
- Mocksa desepanbHbIi OKpyr ! !
Benropoackas 06nacTb d)e;lfé(;)g;iar-iﬂg;%zpyr 1 1
Pecny6vika TaTapcTaH b eEe%Maai}:cE%ngpyr 1 1
Pecny6avika [prBOMXCKAN 1 1

BalkopTocTaH besepanbHbI okpyr

. o [prBOMKCKNI

Mepmckuit kpai besepanbHbI OKpyr ! !
BCElO: 5 BCElO: 5

1 B [IpuBOJIKCKOM (helepajibHOM OKpYTe B 5 MeIUIIMH-
CKMX OpraHm3sauusx, okaspiBaromnux [IMII B pamkax
TePPUTOPUATbHBIX IPOTPpaMM 6eCIIJIaTHOrO OKasa-
HUS TpakJgaHaM MeIUIMHCKOM MOMOIIM, CO3/IaHO
5 oTmeneHuii Brie3gHOV maTpoHaskHoi [TMII meTsim.
OHM PyHKIMOHUPYIOT B I. MoCcKBe, Besropockoit
o6siactu, Pecniy6siuke TatapcraH, Pecriy6auke bai-
KopTocTaH u [lepmckoM Kpae. Pa6oTa Bble3JHBIX
Opurajg B 3TUX OTAEJeHUSIX, TOMUMO OO0 Ke THBIX
ACCUTHOBAHUI COOTBETCTBYIOMIMX GIOKETOB CyOheK-
TOB Poccuiickoit ®emeparnnum, obecrieumBaeTcst TaKke
6JIarOTBOPUTEIbHBIMY HGOHIAMU ¥ HEKOMMeEpUEeCKM-
MM OpTaHU3ALUSIMUA.

Takum o6pasomM, B Teuenue 12 et B Poccuiickoir de-
Jlepaliuy CO3/laHa U MPOI0JIKaeT pa3BMUBaThCsI MHDPa-
CTPYKTYypa IJis1 OKa3aHUs MaaauaTUBHOI crieljuaan3u-
poBanHoi1 IIMII neTsim B amOynaTopHoit hopmMe Ha IOMY,
IpeCcTaB/IeHHAs OTAeAeHUsIMU (6puragamMu) Bbie3qHOM
natpoHaskHoi [IMIT geTsim. PerroHabHbII OMBIT pabo-
ThI JAHHBIX MO pa3AeeHi1 peryyisipHO TPaHCAUPYeTCs
Ha HAayYHO-TIpaKTU4YeCKUX KoHDepeHIUIX 1 hopymax
T10 TTaJIIMATUBHOM TOMOIIM, TyOIMKYEeTCS B HAYYHO-
npakTU4Yeckux xxypHamnax [11-17]. CrangapTusanus
MMpUMeHsIeMbIX TeXHOJIOTH, a TaKsKe OlleHKa KaueCcTBa
paboThl Beie3THbIX Opuran [IMII JeTssM CTaHOBSITCS He-
00XOIVIMBIMM YCOBUSIMU UX TaTbHENIIero pa3sBuUTHs.

'~

A
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B Kaunnueckmne MNMoTpe6HOCTH ceMbU
notpe6HocTn

KOMMYyHMKaTHBHbIE NOTpe6GHOCTH
M Bospacrhble

(ceazanHbIE C pasBuTHEM)

Mcuxonoruyeckne noTpeGHOCTH
norpe6HocTH

MNMoTpe6HoCTb B yXoAe Ha AOMY

B MNMcuxonoruyeckue
W B OPraHU3auUoHHOR noasepKe

W COUMaNbHbIE N OTPEGHOCTH

MoTtpebHocT 6paTheB, cecTep,

M AyxoBHble noTpe6HOCTU 6abywek u aeaywek

3Tuyeckue noTpebHoCT

Puc. 3. [Tompeb6Hocmu pebeHKa u ezo cemou npu
OKA3aHuu nainiuamueHoti nomouiu (Benini F. et al.
International Standards for Pediatric Palliative Care //
Journal of Pain and Symptom management. — 2022,

V. 63. —issue 5. — p. e529-e543

Me)xayHapoAHble CTaHAAPTbl NaAAMATUBHOM
NOMOLUU AETAM

B mapTe 2006 roga B UTaAbsIHCKOM ropojie TpeHTO
nox, srupoii mpoekta IMPaCCT (MexagyHapogHoe Co-
BelllaHMe TO0 NaJIIMaTUBHOM oMouIu neTsiM, TpeHTo)
U npu mogaepskke accouuanyuy No Pain For Children
(«IeTu 6e3 60/M») cobpaachk rpyIna MexXayHapOoaHbIX
9KCIIEPTOB B 06JIaCTHM Ma/IMATUBHON MOMOIIN JETSIM.
VX 11eJ1b 3aKJIF0YAJIACH B TOM, YTOOBI CHOPMYIMPOBATh
6a30Bble CTAHAAPTHI OKA3aHUS MATMAaTUBHON TTOMO-
i getsam B EBporte. DTo 6bijia IepBasi B €eBPOIeiCKOM
pervoHe MombITKa pa3paboTKy e JUHOTO OIpeieeH S
CTaHZapTOB ¥ NpOoLenyp NaJJMaTUBHON IOMOLIU Jie-
TsiM. VITorom cTaj equHbIi 171 EBpoIibl TOKyMeHT, Gop-
MYJIUPYION M 1 OTIpe e SIIoNIMiI CTaHJapThl OKa3aHMS
ITIOMOIIY OeTSIM C 3a60/1eBaHUSIMM, COKPATIAIONI MU
MIPOAOIKUTETbHOCTD XKM3HU, U TEPMUHAJBHBIMU CO-
crossHusIMH [17]. Uepe3 15 et nmocie ny6amMkanuy pe-
3ynbraToB nmpoekta IMPaCCT cTasia oy TMmMoii Heo6xo-
IVMOCTD B IepecMOTpe ¥ 06HOBJIEHUY PeKOMEH Tl nit
9TOr0 IMPOEKTA, UTOOBI CITIOCOGCTBOBATH O0JIEE IV POKO-
MY BHEJIDEHUIO CTAaHAAPTOB OKa3aHMs MalJIMaTUBHOM
TTOMOIIY IeTSIM B PA3JIMYHBIX CTPAHAX M B Pa3IMUHBIX
YCJIOBUSIX, C 11eJIbI0 60JIee IMMPOKOTro MEKAYHAPOTHOTO
oxBaTa. HoBoili mpoekT nonyunus HazBaHue GO-PPaCS
(Global Overview — Pediatric Palliative Care Standards)
1 ObIJI HATIpaBJIEH HA MTePeCMOTP U 06GHOBJIEHME 6a30-
BBIX MOJIOXKeHMI ¥ CTAHAApTOB NaJIMATUBHOM TOMO-
M AETSIM C yUeTOM cIieliudUKM pas3jinuHbIX YCTIOBUIA,
pPecypcoB ¥ BO3HMKAIOMIMX MPOGIEM U CJIOKHOCTE.
PesynbraThel mpoekTa GO-PPaCS 6b1a1 01y6IMKOBaHbI
B Mae 2022 ropa [18], a B okTs16pe 2023 roga BeILLIU
B IlepeBo/ie Ha PYCCKUIA 3bIK [19].

[TepBBIM pa3menoM JaHHOTO JOKYMEHTa SIBASIIOTCS
6a30Bble MoyoskeHNsI. OHY BKJIIOUAIOT OITpeiesieHne
MaJUIMaTUBHOM TTOMOIIM AeTSIM, KpuTepuu otébopa ma-
[[MEHTOB U OLIeHKY MaciuTaba MoTpe6GHOCTH B MaJJIN-
aTUBHOI oMoty aeTssm. CTaHAapThI Ma/JIMaTUBHOM

MOMOIIM KaK TaKOBbIe CTPYIIIMPOBAHbI B CAeAYIOMIMUX
mecTu pasgenax nmpoekra GO-PPaCsS:

+ MoTpebHOCTH.

+ [TomoI11b B KOHIIE KU3HU.

¢ Mopenu oka3aHMs TIOMOILY M MeCTO OKa3aHus
TMOMOIIU.

¢ TMannmuatuBHAS TIOMOIIb OETSIM ITPU Upe3BbIUaiiHbIX
CUTYaIUSIX TYMaHUTAPHOTO XapaKTepa.

¢ THCTpYMEeHTBI [J151 OLeHKY TTOMOIIU.

+ O6yueHMe U IMOATrOTOBKA MeAUIIMHCKUX PaboT-
HMKOB.

OcTaHoBUMCS 60jiee MOAPOOHO Ha TexX pa3geax
MeskIyHapOHbIX CTAHAAPTOB Ma/VIMAaTUBHOI TOMOII
netsim (GO-PPaCS), KoTopbie TeCHO CBSI3aHbI ¢ paboTOl
BbIE3/THBIX TATPOHAKHbIX 6puraz [TMII geTsm.

MoTpebHoCTU AeTen U cemen

AsTtopsl ipoekTa GO-PPaCS ymennyiu ocobeHHOe
BHMMaHMe CUCTeMaTuU3aluu MoTpedHoCTe pebeHka,
T0JTyYalollero nauiMaTMBHYIO0 TIOMOIIIb, ¥ €r0 CeMbU. DTU
rnmotrpebHOCTU pasaesensl Ha 10 rpynm (puc. 3). BakHo
MOAYEPKHYTh, KAK MTOAPOOHO U BCECTOPOHHE OMMCaHbI
MCUXOCOIMAIbHBIE Y 3TUUECKME TOTPEOHOCTY CEMbU
pe6eHKa, MOyYaouero MauIMaTUBHYIO IIOMOIIb (Kak
HYKJIeapHOJ, TaK U pacliMpeHHOoI ceMbn). Yepes BeCh
TeKCT CTaHAaPTOB HIPOXOAUT KJIIOUeBasl KOHL MU
MEXIMUCLUIIIMHAPHOTO MO X01a K OKa3aHMI0 IOMOIIN.
B TOM umcIie TOCTYIUPYeTCs, UYTO “OIeHKa OTPeOHO-
CTeil moJIKHA OBITh 061N, YUMTHIBAIOIIEN KIMHUUECKIE,
MCUXOJOTMYeCcKye, CollMaabHble, OpraHU3allIOHHbIE,
obpasoBaTresbHbIe, JYXOBHbIE, KYJIbTYPHbBIE U ITUYE-
cKkue nmotpebHOCTU pebeHka u ero cembu” [19]. CTosb
Ke MM POKMI MeK IUCIUITIMHAPHBIN TTOIX0T K TOTPe6-
HOCTSIM JieTeli, oy YaouuX MauyiMaTMBHYI0 TTOMOIIb,
3aJI0KEH U B HOPMATVBHOJ TPaBOBOJi 6a3e pOCCUIICKOTrOo
3apaBooxpaHenus [1, 5-7, 10]. OgHako oleHKa, JeueHne
¥ MOHUTOPUPOBAaHNE KIMHUYECKUX MOTPEOHOCTEN pe-
OGeHKa SIBJISTIOTCS JOMUHUPYIOMIMMM HAIIPaBIEHUSIMU
paboTel 6puraj Bele3gHOI naTpoHaykHoii [IMIT geTsam
B Halleii cTpaHe. HemequiMHCKYe IOTpeOHOCTM pebeHKa
M €T0 CeMbM OLIEHMBAIOTCS CIIeLMalCTaMy MeHee IMOJ-
POGHO M pa3sHOCTOPOHHE; HepeaKo 6puraabl He TOJTHO-
CThI0 YKOMIIJIEKTOBAHbI MeUIIMHCKUMMU TICUX0JIOTaMU
U COIMAJIbHBIMM paboTHMKaMU. Pa3iesn cTaHIapToB,
Kacaromuiicst moTpeGHOCTE pebeHKa 1 ero CeEMbU, COZIEP-
KUT PSiLL peKOMeHaluii, KOTOpble MO>XKHO pean30BaTh
TOJIbKO TaKoit mpodeccroHabHOM KOMaH /10, KOTopast
YeTKO ceAyeT MpUHLMUIIaM NaleHTOPUeH TUPOBAHHO-
CTU U TaPTHEPCKOTO CTUS 061eHus. K Takum pekomeH-
JauyusM MOXKHO OTHeCTH, HallpuMep, ciaenpytomue [19]:

+ Bcemu nsiaHamu, KacarolMMMCS OKa3aHMS Talina-
TUBHOJI TIOMOIIIY AETSIM, CJIeAYeT MeIUThCS C pe6EHKOM,
€CJIM 3TO BO3MOSKHO, U C €T0 CEMbEIA.

¢ YneHbl KOMaH[ bl aJJMATHUBHON IOMOIIU JeTsIM
IIOJIKHBI 06/71a1aTh OCTATOUYHOM KBaauduKrammein
JLJISI yCTaHOBJIEHM S OTHOIIIEHM C IETbMM PAa3HOTO BO3-



pacTa 1 oApOCTKaMU B COOTBETCTBUM C KOTHUTUBHBIMY,
9MOIMOHAJTbHBIMMU, COLIMATBHBIMU U QU3UIECKUMU
CTagUSIMU Pa3BUTHSI, HA KOTOPBIX STU OEeTU HAXOISITCSI.

+ TIpu 06IIeHNY C AEeTHMM CITELIVAIVCThI, OKa3bIBAI0-
1ye nayiMaTUBHYIO TMTOMOIIb IeTSIM, JOIKHBI aKTUBHO
BOCITPMHMMATD U TIOHMMATh HeBepOaIbHbI S3bIK.

+ Heo6x0myIMO ITOMOTaTh POOUTEIISIM IIJist UX 9 dek-
TUBHOTO QYHKIIMOHVPOBAHMS B POIUTETHCKOI POJIN.

+ KiItoueBpIM MOMEHTOM SIBJISIETCSI YECTHOE, ITOCTO-
SIHHO€ U OTKPBITOE OOIIeHME C CEMbEIA.

¢+ HackoJIbKO 3TO BO3MOXHO, pOAMTe/ei U MHBIX
YJIEHOB CEMbMU CeAyeT 06ydaTh U MOAAePKMBATh
24/7 B yxope 3a pe6€HKOM Ha JIOMY.

[TocnegHMi1 U3 IpUBEAEHHDBIX BbIIIE CTAHLAPTOB
aKTMBHO BHeJpsIeTCs B perMoHax Hallleit CTpaHbl 6pu-
rajiaMy Bole3IHOI aTpoHaskHoii [IMIT neTsam, B QyHK-
LMY KOTOPBIX BXOOUT KOHCYJIbTUPOBAHME POAUTEIEN
MJIY 3aKOHHBIX [TPeICTaBUTEeN, MHBIX POJICTBEHHUKOB
JIeTeit, Hy>KIaIIMXCs B Ma/UIMaTUBHOI MeIUIIMHCKOI
TTOMOIIM, ¥ 06yUeHMe X HaBbIKaM yX0/a 3a TSIKeJo-
6ompHBIMY JeTbMU [1, 20].

MomoLlb B KOHLLE YKU3HU

CraHJapTHOTO OTipe/ie/ieHMsT “KOHel sKU3HU™ Y JieTell He
CYIIECTBYET. ABTOPBI MESKIYHAPOIHBIX CTAHAAPTOB, pa3pa-
60TaHHBIX B paMKax IpoekTa GO-PPaCS, moguepKuBaror,
YTO MMEHHO MO3TOMY BasKHO paccKa3aTh CEMbE O BO3MOX-
HOM Pa3BUTUY 3a00/I€BaHNSI, COOOIIUTH O HEU3IEUMMOCTI
COCTOSTHMSI ¥ pa300paTh C HUMMU MOHSITHS TEPMUHATBLHOTO
coctostHMs 1 cMepTH [19]. Kak rmokassiBaeT poCCUIMCKU
MPaKTUYECKNI OTBIT OKa3aHMS TaJIJIMAaTUBHOM ITOMOIIV
JIeTSIM, He BCe CEMbM XOTSIT 3apaHee MoayvaTh TaKylo UH-
dhopmariuio ot Bpaua; 60Jiee TOro, He Bce Bpauy FOTOBBI ee
MIPeIOCTaBIISITh CEMbE, IEMICTBYSI «Ha oriepeskeHue». Opra-
HM3aLMS TAJTMATVUBHO ITOMOIIY peO6eHKY M MHGOPMUPO-
BaHMe pOIMTEJIEN B 9TOT IIPEIeJIbHO CTPECCOBBIN TEPUOT,
TECHO CBSI3aHbI C ITHO-KY/IBTYPATbHBIMY OCOOEHHOCTSIMU
CeMbM U COIIMYMA U TIO3TOMY MOTYT CYJIBHO Pa3InyaThCs
B 3aBYCMMOCTM OT JOMMUHUPYIOIINX STUUECKIX ITPECTaB-
JIEHUIA, TpaIULIVIA, LIEHHOCTEN U 3aIIPETOB (Taby) B OTIEIb-
HO B3$ITOVi CEMbe, & TAK3KE B OOIIIECTBE B II€JIOM.

He mopieskaT AMCKYCCUY U TIPUHUMAIOTCS allpUopu
B paboTe BbIe3IHBIX MATPOHAKHBIX Opuram IIMII meTsam
Takue CTaHAAPThI, KaK:

+ o v mocyie cMmepTu pebeHKa HYKHO ITpeJjiaraTh
JIIYXOBHbBIE U PEeJIUTMO3HbIE YCIYTH, COOTBETCTBYIOIIE
yOeKIeHUSIM U TPaaULIUSIM €T0 CEMb.

+ YV ceMbM JIOJI’KHO GbITh BPEMSI, YTOOBI ITPOCTUTHCS
C pe6EeHKOM B COOTBETCTBUM C MX TYXOBHOI Y CEMEITHO
KYJbTYPOJi ¥ PeIUTMO3HBIMY 06D TaMMu.

+ CnemyeT yBaXkKMUTeIbHO OTHOCUTBHCS K JOCTOMHCTBY
pebenka, obecrieunBasi eMy HaJIJIesKaIyio0 06CTaAHOBKY
Y IPUCYTCTBUE OJIN3KUX.

J71s1 yCTienrHo peajansanyu mocjieJHero u3 npuse-
IeHHBIX BBIIIE CTAHIAPTOB OOJIBIIYI0 MHOTOJIETHIOIO
paboTy BeneT 6;1arOTBOPUTEIbHBI DOHT pa3BUTUS
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MaJaaTUBHONM momoIy “IeTcKuii maaamuaTus” (WWW.
rcpef.ru) B pamkax obuiepoccuiickoro nmpoekrta “OT-
KpbiTas peaHumanus”. adopmupoBaHme poguTenei
0 BbIOOpE MeCTa OKa3aHMS MaIJIMAaTUBHOM MeJUIIMHCKOM
ITOMOIIIY pe6eHKY B TEPMIMHATBLHOM II€PHUOJE YacTo IPo-
BOISIT MMEHHO COTPYIHMKM BbIe3THOM MaTPOHAKHOIA
6puranpl [IMII geTsam, rmocenast cCeMbl0 Ha IOMY. BaskHO
MIPeIOCTaBUTh POAUTESIM 06beKTUBHYIO MHGOpMa-
LII0 000 BCEX BO3SMOKHOCTSIX TPYIHOTO BbIOOPA, CIeayst
cTaHgapTaM OKa3aHMS Ma/IMaTMBHO TOMOIIM B KOH-
1e sku3HM. OCO3HAaHHBIN BbI6OP pOAMUTEIei B IOIb3Y
MMaJUIMaTUBHOM MOMOIIY MHKYpabeTbHOMY peOeHKY
B TEPMMHAJILHOM IIE€PYOZE MMEHHO Ha IOMY, C yIaCTHEeM
BBIE3THO MMaTPOHaKHO 6puraabl [IMIT geTsiM, cTaHO-
BUTCS Bce 60Jiee pacIpoCTPaHEHHBIM.

MoaeAn okazaHUA MOMOLLU U MECTO
OKa3aHUA NOMOLUU

ABTOpBI MeXTYHAPOIHBIX CTAHAAPTOB MPOEKTA
GO-PPaCS noguepkuBaloT, 4YTo “JomaliHue yCaoBUs —
MIpeAIoYTUTEbHOE MECTO, B KOTOPOM 06€eCrIeunBaeTcst
HauTydiliee KauyeCcTBO KM3HM JIJIs BCEX UJIEHOB ceMbu”
[19]. B mpuioskeruu I15 K faHHBIM CTaHJApPTaM MMOIPO6-
HO PacKpPbIBAIOTCS AEICTBMS KOMaHIbI ITaJJIMaTUBHOM
MOMOIIY IeTSIM IIPY ee OKa3aHMUU Ha IoMY. ITO CJIefy-
Ol Ve TIOJIOKEHM ST, KOTOPbIE CIeIyeT YUUTHIBATD Opu-
ragam Bble3qHOI rmaTpoHakHoi IIMII geTsim B pa3HbIX
CcTpaHax:

+ ObecrieunTh GU3UIECKUI YXOI U MeAMKAMEHTBI
JIJISI KOHTPOJISI CMUMIITOMOB ¥ 00JIerYeHUs CTpadaHmIiA.

+ O6Yy4YUTD JIeTel ¥ UX CEMbY IOBCETHEBHOMY YXOIY
¥ MHOOPMMPOBATh X O TOM, YEro cJielyeT OXXUIaTh
M UTO JieJIaTh B C/Iydae TMOsIBJIeHUS] HOBbIX CMMITTOMOB
WV YXYAIIeHUS TeKy I UX.

¢ [IpeasoKUThb COIMAIbHO-TICUXOJIOTMUEeCKYIO IO/ -
JIep>KKY BCEM UJIeHaM CEMbM U TIPUBJIEUD UX K ITPUHSITUIO
pelieHni.

¢ ComelicTBOBATh MOBBIIIEHNIO KAUeCTBA KU3HU
B IIPMBBIYHOI 0OCTaHOBKE.

+ Ob6ecrnevynTh OKa3aHMe MOMOIIM YMUPAIOI UM
IeTSIM U X CEMbSIM.

+ O6erYnTh roCIUTaAN3AIUIO (MJIU TIOBTOPHYIO
TOCITMTAIN3ALINIO0) B GOJIBHUILY MU B XOCIIUC, KOTAA 06-
JIETYEHMSI CUMIITOMOB He YIaeTCst JOOUTHCS B JOMAIITHUX
YCOBUSIX UJIY KOTa 60JbHUIIA MM XOCIIUC BEIOpaHbI
ceMbeit Kak MeCTO OKa3aHMsI TIOMOIIIY pe6eHKY B KOHIIE
>KM3HU U €T0 CMEPTH.

+ O6ecrneunTh NOANEPKKY UJIEHOB CEMbU B Iepe-
SKMBAHUM YTPATHI.

[Tpu ciegoBaHMM JAaHHBIM CTAaHIAPTAM MOXXHO
paccUMTHIBATh HA TO, YTO IpOrpaMMa MMaIMaTUBHOM
MOMOII M AeTSIM Ha IOMY, peajin3yemMas C yuacTyeM BbI-
€3THBIX AaTPOHAXKHbIX OpUTa I, MOXKET CII0CO6CTBOBATD
COKpaIlleHNIO KOJMYECTBA U ITPOIOJIKUTEIBHOCTH T'O-
CIIMTANMU3aI NI, a TAK)Ke KOHCYJIbTAI Uil B OTAe/IeHUSIX
HeOTJIOKHOM nomo1uy [21]. Ha Hau B3IJIsi[, OCHOBHbIE
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poccuiickie HOpMaTMBHBIE TIPaBOBbIe aKThI B chepe
nauIMaTUBHOM oMoty fetsim [1, 5-7, 10] B uesiom co-
OTBETCTBYIOT MPUHIUIIAM, U3JI0)KEHHBIM B MEKIyHa-
poIHbIX cTaHgapTax npoekta GO-PPaCS, a pyHKIUM
oTAe/leHus Bble3qHOI natpoHaskHoi [TMII geTsm, 3a-
KperuieHHbIe npukasoMm Munusapasa Poccum u MuH-
Tpyna Poccum N2 3451/372H ot 31.05.2019 [1], mpakTu-
YeCKU UAEHTUYHBI peKOMEeHOAUSIM U3 ITPUJIOKEeHU S
I15 x crangaptam GO-PPaCsS [19].

O6yueHue U NOAroTOBKa MEAULIUHCKUX
paboTHUKOB

ABTOpPBI MEXXAYHAPOAHBIX CTAHAAPTOB MpoekTa GO-
PPaCS dbopmynupyioT, 4To:

+ O6pasoBaHMe B 00JIaCTH MMAJIMATUBHON ITOMOII A
JIeTSIM JOJIKHO ObITh HEOThEMJIEMOJT YaCThIO ITpodec-
CMOHAJIbHO TTOATOTOBKY MEIUIIMHCKMUX PAGOTHUKOB.

+ CyiemyeT MOOUIPSATh MEXAMUCIUIIIMHAPHOE 06pa-
30BaHMe, TP KOTOPOM TpeiCTaBUTE N Pa3JIUIHbIX
OVICIIUTIIVH 00yYalOTCSI B MHTEPAKTUBHOM PeXUMe
C 1eJIbI0 YIYUIIeHU ST MeXAUCIUTIMHAPHOTO COTPY/I-
HMYECTBA ¥ BO 0JIaro MalMeHTOB.

+ ObpasoBaTebHbIE TIPOrPaMMBbI (I[€JIV M KOMIIe-
TeHIIMM) AOJIKHBI YUMTHIBATH TPU YPOBHS OKa3aHUS
MajyIMaTUBHOM MTOMOILM: TTaJAMaTUBHBIN MMOAXO],
IIPUMEHSIEMbII BCEMY MEIULIIMHCKUMM PabOTHUKAMU
(1-7 ypoBeHb); 061iee 00yUYeHMe Ta/IMaTUBHOI TTOMO-
My eTsiM (2-7 YPOBEHb); criel[naabHOe 00pa3oBaHKe
B 00/1aCTY TTAJUTMATUBHOM ITOMOIIIY AeTSIM (3-11 yPOBEHB).

+ Kaskmast cTpaHa Io/KHA pa3paboTaTh COGCTBEHHbBIE
0b6pa3oBaTesIbHbIE ITPOTPAMMOBI JJISI BCEX CITEIIMAIVICTOB
B 06J1aCTY MaJIMaTUBHO ITOMOIIM JETSIM.

B Poccuiickoit @egepanimu o6yueHe CeIajaiucToB
10 pa3AMYHbIM aclieKTaM NauIMaTuBHOM ITOMOIIM Je-
TSIM IIPOBOAMTCSI IPEUMYIIECTBEHHO Ha MMOCe JUIITIOM-
HOM ypOBHe GOpMMPOBaHMS KOMITIETEHIIMIT MeIUIIVIH-
CKMX pabOTHMKOB, B pAMKaX CMCTEMbI HEITPEPBIBHOTO
MeIUIIVHCKOTO 06pa3oBaHus. [lepBbie B HAIlIe cTpaHe
IIPOTPaMMBbI TTOBBIIIEHN ST KBaAubUKAIUU Bpadeii mo
MMaJIIMATUBHOM IMTOMOIIM TeTSIM ObIJIM peaan30BaHbI
B 2014 roxy nByms kadbenpamu Poccuitckoro Haumo-
HaJIbHOTO MCCJIeI0BATEeNbCKOT0 MeUIMHCKOTO YHY-
Bepcutera uM. H. M. IIuporosa: kadeapoii OHKOJIOTUH,
reMaTOoJIOTYM M JIYUeBOJi Teparuu 1 Kadeapoii maaim-
aTMBHOI eguatTpun. 3a npoimexiive 10 et o6yueHne
Ha 3TuX Kadenpax, a B mocjaeAyiomeM — 1 Ha Kadegpax
IPYTUX MeAUIIMHCKMX BY30B IIPONIJIN COTHU Bpaueit
U MeIUIIMHCKUX cecTep, paboTaolMX B cOCTaBe Gpurap,
Bble31HOV naTpoHaskHo [IMII netsm. BoJibiine BO3-
MOKHOCTY JIJISI OOYUeHMSI U TTOATOTOBKM MeIULIMHCKMUX
PabOTHMKOB IT0 TaJITMATUBHOI ITOMOIIY IeTSIM ITpeJia-
raeT IMopTasl HeITPEPHIBHOTO MeAUIIMHCKOTO U dhapma-
LIeBTUYECKOT0 00pa3oBaHust MuHsmpaBa Poccum (Www.
edu.rosminzdrav.ru). B yacTHOCTH, Ha JaHHOM ITOpTaje
IlJISI 3apeTUCTPUPOBAHHBIX Bpaueil 1 MefcecTep pa3Me-
IIEHO IBa MHTEPAKTUBHBIX 06pa30BaTeIbHbIX MOIYJIS,

MPSIMO OTHOCSIIIMXCST K KOMITETEHIIUSIM COTPYAHUKOB
BbI€3[HbIX ITATPOHAKHBIX Opuras IIMII geTsm:

¢ lHTepaKTUBHBI 06pa3oBaTeJIbHbIN MOIYJIb
TDMIOV-221209 «Opranmsaumst M IPUHIUIIBI PpabOThI
OTAeeHNI ¥ 6puraj Bble3THOI ITaTPOHAaKHOI MaJlia-
TUBHOM MeJUIIMHCKOJ TOMOIIU JeTSIM». B TaHHOM MO-
[ly7ie yJieJieHO 3HauMTebHOe BHUMaHVe 03HaKOMJIEHUIO
Bpaveli ¢ MpaBuwIamMu paboThl, CTAHIAPTAMY OCHAIIEHUSI
¥ peKOMEHTYEMbIMY IMITATHBIMM HOPMATUBAMM PAOOThI
oTaeneHunii (bpuram) MaJyIMaTUBHON MeIUIIMHCKON Mo-
Moty aeTsim. [IpecTaBiieHbl OCHOBHBIE MeIUIIMHCKIE
MOKa3aHMsI K HaGII0eHIIO 32 pe6GeHKOM B OTHe/IeHUN
BbIe3HO naTpoHaskHoi IIMIT geTsm, a Takske QYHK-
UMM JAHHOTO OTAeaeHus. [Ionpo6HO paccMOTpeHa op-
raHmsainus paboThl Bble3AHbIX MATPOHAKHBIX OpUTa,
10 06ecIeueHNIo JeTel, MoTyYalomyX MalJIMaTUBHYIO
MeUIIMHCKYIO TOMOIIb, MEeAUIIMHCKUMU U3IeTUIMU
JLJIS1 UCTI0JIb30BaHM S Ha gomy. CucTeMaTU3MPOBaHbI
MpakTUUeCcKye 3a4a4m 1o obecrieueHnIo 3(pGeKTUBHOTO
B3aMMOJIEIICTBMS Bble3IHbIX MMAaTPOHAXKHBIX GpuUTam
C IeTCKUMMU JOMaMU-UHTepHATaMM, C MeIUIIMHCKUMU
OopraHu3anysMu, OKa3bIBaOIIMMY [TepBUUHYIO Majljina-
TUBHYIO MeIUIIMHCKYIO TOMOILlb, a TAKKe MeIULMHCKU-
MM OpraHM3alusIMy, OKa3bIBAIOIIMMU MATJIMATUBHYIO
MeUIIMHCKYIO0 ITOMOIIb B3POC/bIM MOC/E JOCTUKEHUS
ManeHTOM COBEPIIeHHOJIEeTH .

* IHTepaKTUBHBIN 06pa3oBaTebHbI MOIYJIb
PKVKRQ-220128 «<HopMmaTuBHO-IIPpaBOBbIe OCHOBBHI
pecnupaTopHoOi MoAAepsKKM JeTeli TPy OKa3aHUM HaJi-
JIMAaTUBHONM MeIUIIMHCKO oMol W». [InnuTenbHas pe-
CIMpaTopHas Mo IePIKKa HeM3JIeUMMO G0JIbHBIX IeTe,
OCyIllecTBJIsIeMasi B JOMalIHUX YCIOBUSIX,— HOBasI Iep-
CMeKTUBHAS MeIUIMHCKAsI TeXHOJIOTMS TaJJIMaTUBHOM
MeOUIIMHCKOV IIOMOIIM AeTsIM B Haileit ctpaHe. Ham6o-
Jiee BaKHBIM ee TIPeVMYIIeCTBOM SIBJISIETCS CTaOMUIIbHOE
MOBBIIIEHVe KaueCTBa XXM3HM NalMeHTOB U UX CeMeii.
[ToM1MO 3TOr0, OCHOBHBIMMU LI€JIIMU UCKYCCTBEHHOM
BEHTUJISILIVY JIETKUX IJIS AeTeli B AJOMAIIHUX YCIAOBUSIX
SIBJISIFOTCSI: CHMOKeHVe YaCTOThl MHTePKYPPEHTHBIX 3a-
6oJyieBaHMIi ¥ TOCOUTANIN3ALMI NaleHTa, oAAepyKKa
pocTa 1 pasBUTHUS pebeHKa, MPOIJIeHMe ero KU3HH,
obecrieyeHe CTOMMOCTHO 3()eKTUBHOCTM IeUeHMs.
IaHHbBI MHTEPAKTUBHbIN 06pa30BaTeIbHBII MOYITh
(MUOM) HampaBJsieH Ha GopMUpOBaHYEe KOMITeTEeHI M1
Bpaueli aHeCTe3M0JIOTOB-peaHMaTOoJI0TOB, Bpadeli-
MeMaTpoB, Bpaueii-HeBPOJIOTOB B 06/1aCTH KITIOUEBBIX
MMPUHIIMIIOB OpraHM3al M peCupaTOPHOI MO IePXKKIU
JleTeil Mpy OKa3aHUYM UM NaJUVIMATUBHOM Me IUIIMHCKO
TTOMOIII .

[IpencTouT elile MHOTOE CAeJaTh [IJIsI CTaHgapTHu3a-
LMY TTIOJIXO/IOB K 0O0YUYEHMIO U OATOTOBKE MeIUIIMH-
CKMX paGOTHMKOB I10 Pa3JIMYHBIM aclIeKTaM OKa3aHUsI
MaJAUaTUBHON MeIUIIMHCKON MTOMOIIY OeTSIM, B TOM
yuciie Ha JoMy. Heo6xomuMo, Ha Halll B3IJIS, OIipeie-
JIUTb 060bEM U COJIEpP’KAHME TAKOTO OOYUYEHMS B paM-
Kax 6a30BbIX YUEOHBIX POTPaMM; YHUPUILIMPOBATH
TPEeXypPOBHEBBIN MOAX0 K 06YUEeHMIO CIIeIMaIVICTOB
0OKa3aHMIO NaJJIMaTUBHONM MOMOIIY IeTSIM B paMKax



JOOIIOJTHUTEJIbBHOTO HpO(beCCI/IOHaHI)HOI‘O 06pa3OBaHI/IH;
BHEOPUTDH BOIIPOCHI HaJauaTUBHO IOMOIIIM B 06[)830-
BaTeJIbHbIE IIPOTrPaMMBbI OJISI MEeOUIIMHCKNX IICMXO0JIOT'OB
" coLMaJIbHbIX pa6OTHI/IKOB.

3aKknroueHue

CraupmapTusanys paboThl BbIe3IHbIX ATPOHAKHBIX
o6purap [TMII getssm B Poccuiickoii @epepatiny IBsieTCst
OIHOJ U3 CJIOKHBIX OPTaHU3alMOHHO-MeTOAMYeCKUX
3a/1a4 pa3BUTUS CUCTEMBbI MaJJAMAaTUBHON MeqUIVH-
CKOI1 TIOMOIIIM B Hallei ctpaHe. bonee yem 10-meTHUM
OTEUYEeCTBEHHbI OMBIT PabOTHI TAKMX OPUTa ] IIO3BOJISIET
MUCIMOJb30BaTh [Jis TTIOBBIIIIEHN ST KaueCcTBa U JOCTYI-
HOCTMU BbI€3[JTHOV MOMOIIIU JyUlliie TPAaKTUKU, UHTE-
TPUPYS UX C COOTBETCTBYIOIMMU MeXXAYHAPOAHBIMU
MIPUHIOUIIAMMA U CTAaHZApTaMu. YUeT 0COOGeHHOCTe pe-
CYPCHOI ¥ HOPMAaTUBHO-TIPaBOBOJi 6a3bl POCCUIICKOTO
3JIpaBoOXpaHeHNs Ha dheepasbHOM U pETMOHATbHOM
YPOBHSIX SIBJISIETCS 00s13aTeIbHBIM KOMIIOHEHTOM TaKO¥
CTaHJApTU3ALUN.
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AHHOTaUUA

33 nocneaHee AecaTuaeTv e MOMOLLb NALMEHTAM C MyKOBUCLIN-
£030M (MB) npeteprena KapAnHaAbHbIE U3MEHEHWST N CYXKUT
NPUMEPOM TOTO, KaK MOHUM3HWME QYHKLMOHANbHbBIX MOCAEACTBAN
reHeTU4eCcKoro AedeKTa MOXET NPUBECTU K YNYYLIEHWIO TeYeHNs
3360/1€BaHWS. 3Ha4NTEbHBIN NPOrpecc Bbla AOCTUTHYT 61aroaapst
BHEAPEHMIO TEPANWN, HANPAaBAEHHOM H3 HOPLOY C OCHOBHbBIMM
NpOSBAEHNAMUN 336071€BaHNS, BKAKOY3S MYKOCT33 U XPOHUYECKIMe
MHOEKLMN AbIXaTENbHBIX NMYTEN, @ TaKXKE H3PYLUEHUS NLLEB3PY-
TenbHOW cucTembl. Kpome Toro, nosenenve mogynstopos CFTR,
KOTOPble YCTPaHAOT OCHOBHbIE MOAEKYAsIPHbIE AedeKTbl, NprBeno
K becnpeLeseHTHOMY yayYLEeHWIO 340pOBbs HONBLINHCTBA NaL-
€HTOB C MYKOBWCLMAO30M BCEX BO3PACTOB. B AaHHOM 0630pe Mbl
0606Laem nocaeaHne JoCTvxerns B obaact MB, kak B Poccuu,
TaK 11 33 pybexoM, paccKka3blBaem O TOM, KaK OHM MOTYT MOB/NSTH
H3 KJMHUYECKYIO MOMOLLb B ByAYLLEM, M ONMUCHIBIEM HEYAOBAET-
BOpeHHble NOTpebHOCTY B evdeHny 60/1bHbIX MB, BKAtOYas BO3-
MOXHOCTb MONYYEHNSs 3AEKBATHOM NANNMSTUBHON NOMOLLN.
KaloueBble cAoBa: MyKOBUCLUMAO3, ANArHOCTUKE, TEPANnus, MO-
aynatopel CFTR, NananaTBHas nOMOLLb.

Abstract

The care of patients with cystic fibrosis (CF) has changed
dramatically over the past decade and is an example of how
understanding the functional consequences of a genetic defect

can lead to improvements in the course of the disease. Significant
progress has been made with the introduction of therapies that
target the major manifestations of the disease, including mucostasis
and chronic respiratory tract infections, as well as digestive disorders.
In addition, the appearance of CFTR modulators that address key
molecular defects has led to unprecedented improvements in the
health of most cystic fibrosis patients of all ages. In this review, we
summaries recent achievements in the field of CF both in Russia and
worldwide, describe how they may affect clinical care in the future,
and describe unmet needs in the treatment of CF patients, including
the possibility of adequate palliative care.

Key words: cystic fibrosis, diagnosis, therapy, CFTR modulators,
palliative care.

BctynaeHue

MyxkoBuciao3 (MB), uau kuctosHbiit ¢propos (OMIM
#219700), ocTaeTcs BayKHOM MeAKO-COILMaIbHO MPO-
6J1eMOJi pa3BUTHIX CTPaH, B TOM uncie u Poccun. MB —
MOHOTEHHOe, caMoe YacToe HacjleICTBeHHOe 3a60/ieBa-
HMe, C ayTOCOMHO-peleCCUMBHBIM TUIIOM HacaeqOBaHMSI.
brarogapst paHHei AMarHOCTHKeE, TOCTUXKEHUSIM B U3Y-
YeHUY MOJIEKY/ISIPHO-TeHETUYECKUX 0COOeHHOCTel 3a-
60J1eBaHM ST, COBPEMEHHBIM METO/IaM aTOreHeTye-
CcKoro jieyeHus1 MB 13 jieTasibHOI ITaTOJOTUM LETCKOTO
BO3pacTa MOCTEIeHHO CTAHOBUTCS 0bIeTepaneBTuye-
CKOI1 Ipo6iemoit [1].

STtHonorusa
T'en CFTR (Cystic fibrosis transmembrane conductance
regulator - MyKOBMUCIIMO3HbBII TpaHCMeMOpPaHHbBIN

PEeryJsiTop IMMpoOBOAMMOCTH), UIEHTUDUIMPOBAHHbI
B 1989 1. 1 pacrososkeHHbIii B CpeiHeli YacTu AJIUMHHOTO
TJIeya ayToCOMbI 7 B 06y1acT q31, OTHOCUTCS K CyTIep-
cemeiicTBy AT®-CBSI3bIBAIONI VX TIPOTEUHOB U SIBJISIETCSI
TpaHcMeMOpaHHbIM 6esikoM. Bestok CFTR pacrosioxkeH
B allMKaJIbHO YaCTy MUTEeJMaTbHbIX KJI€TOK, BBICTU-
JIaloI X BBIBOHBIE TPOTOKM JKeJjie3 BHeIIHeli ceKpe-
1111 (TIOTOBBIX, CIIOHHBIX, XKeJjie3 JbIXaTeJbHbIX Ty Te,
TTOJI3KeJTYAOUHO JKeJjie3bl, TeraToOMIMapHOii CYUCTEMBI,
KUIIEYHMKA, YPOT€HUTAJIbHOI0 TpakTa). OH peryampyer
TPAHCIIOPT 3JIEKTPOIUTOB (TIaBHBIM 06pa3oM XJIopa)
MeXXy 9TUMU KJIETKaMU U MeKKJIETOUHO KUTKOCTBIO
” QYHKIMOHUPYET Kak AM®-3aBUCUMBII XJTOPHBI
KaHall, a TakkKe y4acTBYeT B Perysiiuin IPyTUX MOHHBIX
KaHaJI0B ¥ MeMOpaHHOTO TpaHcrnopTa [2].

IOpyruM acrekKToM Mo YHKIIMOHATIbHOCTY 6eiKa
CFTR saBiisieTcs ero yuacTue B Ipoliecce BOCTaJeHMs.
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Tabanua 1
Knaccol (Tunbl) natonornyeckux BapuaHtos reda CFTR [1, 2]
Knaccl ’ Knaccll | Knacclll ’ Knacc IV ’ Knacc V ‘ Knacc VI
HapyLuerve cuHTesa
npoTeunHa: Hapywerive HapyLueHve Crixenie CHIDXERIE yPOBHA CHWKeHWe CTabuabHOCTY
I3 — net MPHK NPOLIeCcCUHIa peryAsLIAN npoBOAN- HODMA/IbHBIX MONKY | ey
WK TP3HCMOPTa MOCTU 6enka nam PHK
Ib - HeT Benka
la:
G551D
CFrRdelers | F500del Gos1s DA | Qe
Ib: 1507del G970R R347P IVS8(5T) 4279insA
G542X S549I G1349D R117H 181141 6kbASG 4271delC
W1282X S549R G1244E R1070W 378945GSA S1455X
R553X R1066C R560T E92K* 3120+ 1GoA N287Y
2143delT G85E %%SKEP F9OK* c.120del23
1677delTA

* O0Ha u ma xe mymayust Moxcem OMHOCUMbCS K 08yM WIU MpeM K1accam, Kak amo npoucxodum ¢ mymayueti E92K. IIpu E92K npoucxodum 3ameHa
nepeozo HyKk1eomuda 8 4-m 3K30He, UMo Moxem npueooums K HapywieHur cnaaticuHea. B mo e epems 3amena enymamurogoii kucnomot (E) Ha nusut
(K) moscem npusecmu K HapyuwieHUIo Npoeoodawux ceoticme UoHH020 kaxana (knacc IV), a moxcem — u Kk HapyweHuio akmueayuu (kracc I1l) [2].

PaHee cunTanoce, 4yTO BocnaseHue rnpu MB sBisieTcs
ciefcTBMEM GaKTePUaIbHONM V/WIY BUPYCHOM MH(EK-
I}, OTHAKO y’Ke He BbI3bIBaeT COMHeHMe TOT DaKT,
UTO BOCIIAJUTENbHbIN TTpouecc npu MB nHaynupyercs
" SHIOTeHHbIMMU hakTOpaMu [3].

AnuaeMHoONOrUs

MB pacrnipocTpaHeH Ccpeay HaceJeHUs Bceit 3eMun,
HO HauboJIee YacTo BCTPEYAETCsI CpeIyt eBPOIeOM/ I0B.
B mupe 3aperucTpupoBaHo 6osiee 150 ThiC. 6OTBHBIX
MYKOBUCIIMA030M. Ero yacToTa 3HaUMTEeIbHO BapbUpy-
eT B pa3/IMuHbIX reorpadnyeckmx 30HaX B 3aBUCHMO-
CTY OT 9THMYECKO MTPUHAJIEKHOCTH U KOIe6eTcs
cpenu eBporieonnos ot 1 : 600 (bpetanb, paHius) oo
1:17000 (duunssaous), B crpadHax FOro-BoctouHoii Asun
cHmkaetcs 1o 1 :400000. B cpegHem yacToTa MYKOBUCLIV-
Il03a cpefy HOBOPOXKAEHHBIX JJIs1 €eBPOneon10B EBpOITb
1 CeBepHOII AMepuKy onpeaeseHa kak 1 : 2500-1 : 3500.
YactoTa HOcuTebCTBa Bapbupyer oT 1/20 go 1/80[1, 2].

B Poccunu niposkuBaet 60stee 4500 maiueHToB ¢ MB,
vactoTa MB (110 JaHHBIM HEOHATaJIbHOT'O CKPUHMHTA) CO-
crasisieT B cpenHem 1 : 7000-1 : 10000 HOBOPOXKAE€HHBIX.
EskeromHo B Poccum guarHoCcTupyeTcst 0Koyio 150 HOBbIX
cyyaeB 3a00JIeBaHMS.

Fenetnka

MyTaunu niu rnatosornyeckue BapuaHTel reHa CFTR
OOBIYHO MOAPA3IENSIOT Ha 6 KJIACCOB B 3aBUCUMOCTHU
OT MexaHM3Ma, Hapyaoiero Gyukiuio 6enka CFTR
(Tabm. 1).

Pa3Hble K/1acChl MaTOMOrMUeCcKMX BapuaHToB reHa CFTR
OTIpeesISIIOT Pa3/IMUHbIe BIUSHYS HA CUHTE3 U QYHKIIVIO
6esika CFTR. B obmem myTaiyu I-I11 kiaccoB ropasmo 60-
Jiee cepbe3HO HapymaioT GyHKIWio CFTR, yeM MyTalun
IV-VI kitaccoB, 1 acCOMMPOBAHLI € Kaaccuyeckum MB.
Ho koppensiys reHoTuI/peHoTUIT 3HAUNTeTbHO pasyn-
yaeTcs MeXXy ropaskeHHbIMM opraHamu. Hanpumep, Ha-
6JII0AETCS CUJTbHASI KOPPEJISILIVST MEKTY TUITIOM MY TaLI
U CTeIeHbI0 TIopakeHN s oA Kenyi0uHo skeesbl (IDK):
TsDKeJsIble MyTauuy (kyaccol I-111) mpuBOOAT K 9K30KpUH-

HOJ% [MaHKpeaT4eCcKoii HeJOCTaTOYHOCTH, B TO BpeMsI KaK
60see MsiTKMe My Taluu (Kaacchl IV-VI) accounmpoBaHbl
C COXpaHHOI 0CTAaTOYHOV MaHKpeaTnuecKoi QyHKIU-
eit. [Ipu 5TOM TsI>KeCTh MOPa>keHu s JIETKMX OYeHb Bapu-
abejibHAa M TPYAHO IIPOrHO3MpYyeMa, Taxke y cMbCoB € of-
HMM U TeM e reHOTUIIOM 110 TeHy CFTR. 3TO yKa3blBaeT
Ha 3HAUMTeIbHbIV BKJIa[, BHEIIHUX (DaKTOPOB (HAIpumMep,
OKpY’KaloIas cpeia) ¥ SHIOTeHHBIX (TeHbI-MOAMdUKa-
TOPBI) B TSIKECThb 3a60sieBanms [2]. VI3BeCTHO, UTO OAVH
M TOT Ke BapMaHT MOXXeT BbI3BaTh HECKOJIbKO BUJOB Ha-
PYIIEHMS CTPYKTYPbI MM QYyHKIMM GeJIKa 1 He IJis BcexX
BapMaHTOB HYKJIE€OTUILHOJ MOCTIeJ0BaTeIbHOCTU reHa
CFTR omipeneneH Kiacc.

MB xapakTepusyeTcsl IMIMPOKOIi BapuadbeTbHOCTHIO
KIAMHUYECKUX POSIBJIEHNI, YaCTUIHO 00YCIOBIEHHOM
GOJIBIIVM KOJIMYECTBOM MYTallyii B TeHe. B HacTosImit
MOMeHT onvcaHo 6osee 2000 myTaruii 1 601ee 200 mo-
nuMopdu3MoB B reHe CFTR, 4acTOTa KOTOPBIX IIMPOKO
BapbUpyeT B pa3HbIx aTHMUeckux rpymnmnax [CFTR mutation
database (http:/www.genet.sickkids.on.ca/cftr/)]. Ha caiite
mexxayHapoaHoii mporpammbl CFTR2 (https://cftr2.org/
mutations_history) ormcanst 804 myTaryu (Ha 7 arpesist
2023 .), U3 KOTOPBIX 719 UMEIOT KJIMHMNUECKOE 3HAUEeHNe,
49 — BapmuabeibHOe, 25 He BhI3bIBAIOT KJIMHUYECKOTO 3(-
(ekTa, a 11 MMeIOT HEBBISICHEHHOE [TOKA 3HAUeHMe JJIsI
yesioBeka [4].

CornacHo maHHBIM Peructpa 601bHbIX MB B PD
3a 2021 rof, MOJIEKY/ISIPHO-TeHETHUUECKOe MCCIeJOBaHNe
myTauuii B reHe CFTR ¢ 1MarHocTmnyeckoi Ueblo, a TakKKe
LIS TTOI00PA TapreTHOI Teparuu 6bII0 ITPOBeIeHo 93,6%
60/1bHBIM. [TeTSIM JaHHOE MCC/IefoBaHye ObLIO0 TPOBEIEHO
B 94,4%, B3pocsibiM — B 91,3% ciryuaeB. O61mas cymmap-
Has 4yacTOTa UIeHTU(MUIIVPOBAHHbIX aJlJIeJieil COCTaBU-
51a 90,5%. Y pgereit unenTuduimpoBao 91,5% asneneii,
y B3pocibIx — 90,2%. B Hallleit cTpaHe Hanbosee 4acTo
BCTpevaloTcs cienywomue mytanun: F508del (51,56%),
CFTRdele2,3 (6,11%), E92K (3,46%), 1677delTA (2,25%),
3849+10kbC>T (2,22%), 2143delT (1,98%), 2184insA (1,94%),
W1282X (1,72%), L138ins (1,64%), N1303K (1,52%), G542X
(1,49%). Bcero ke BbISIBJIEHO 233 ITaTOTeHHBIX BapMaHTa,
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Tabaunua 2
WHTepnpeTauus pe3y/abTaToB NOTOBOro TeCTa [2]

MeToz, noToBOro Tecta Hopma, Mmmosib/n

MorpaHu4HbIN pe3ynbTar,

MonoXUTENbHbI pe3ybTaT,

MMOAb/n MMOAb/N
Kracauecksth, «o/uiecrocri <30 30-59 > 59, Ho e sbive 150
[poBOAMMOCTb
(Ha annapaTtax «HaHoaaKT» <50 50-80 > 80, HO He Bbilwe 170
1 «MakpoaaKkT»)

TIOYTHU TIOJIOBMHY U3 HUX MOXKHO OTHeCTU K peakum (101),
TaK KaK BCTPEUalOTCs OMHOKPATHO, a 47 reHeTUUeCKMX Ba-
PMAHTOB OTCYTCTBYIOT B MeskayHapoaHbIx 6azax CFTR [5].

AHarHocTuka

MB oTHOCKUTCS K 3a60/71€BaHNUSIM, KOTIA PaHHSIS I1a-
IHOCTMKA He TOJIbKO He0OXOAMa, HO 1 BO3MOXKHa 6J1a-
rozapsl HeOHaTaJbHOMY CKPMHMHTY. HeoHaTa/IbHBIN
ckpuHUHT Ha MB, HauaBumiics c 1 suBapst 2007 . Bo Bcex
cyobekTax PO B pamMKax HallMOHAJIbHOI ITPOTPaMMObI
«3I0pOBbe», IpUBEJ K TOMY, YTO BO3PacT, B KOTOPOM
YCTaHABJMBAIOT AMarHo3 MB, B cpefHeM I10 CTpaHe CTal
COIIOCTaBUM C eBporerickuMm. [To nanubiM Perucrpa na-
1meHToB ¢ MB B P® 3a 2021 rox, nuarao3 MB BriepBbie
ycTaHoBIeH 158 manyeHTam (CpeqHMIT BO3PaCT COCTa-
B 4,0 £ 6,8 roga, meauaHa Bo3pacta — 0,9 (1,9) roga):
151 manyueHTy 1o 18 et u 7 marueHTaMm crapiie 18 yeT.
ITo HeoHATaIPHOMY CKPMHMHTIY IMArHO3 ObIT yCTAHOBJIEH
104 manmeHTaM, 4TO COCTABUJIO 65,8% OT BCeX BhISIB-
JIEHHBIX C/TyYaeB MYKOBUCIIMA03a 32 OTYETHBIN TOf, [5].

B EBporie HacumMThIBalOT 60Jiee 30 BapMaHTOB ITPO-
rpaMM CKpMHMHra Ha MB, BriItouawmux ot 2 10 4 1no-
CJle[lOBaTeJIbHBIX ITANOB 06cnenoBanus [6]. B ocHOBe
OOJIBIIMHCTBA CXEM JIEXKUT OIpeeieHe YPOBHS M-
MyHOpeaKTuBHOTO TpuncuHorena (UPT) B KpoBu HOBO-
POXIEHHbBIX Ha 1-i1 HeJese sKM3HU, UTO CITY>KUT BbICO-
KOUYBCTBUTEJNIbHBIM, HO HECTIEIM(PUUHBIM ITPM3HAKOM.

IIporokon ckpuHMHra Ha MB B P® BK/II0UaeT Tpy OCHOB-
HBIX 3Tarna: AByKpatHoe onpeeneHe IPT B KpoBY HOBOPO-
SKIEHHBIX B TeueHye 1-ro Mecsiia sKM3HM U [IOTOBYIO POy
y MJIaieH1IeB C ITpeBbIieHreM VIPT oporoBbIx IOKa3aTesien
TIePBOro ¥ BTOPOTo 3TaroB. CieyeT OTMETUTb, UTO IIOTOBAST
rpo6a Kak B ITporpaMMe HeOHaTaIbHOTO CKPMHMHTA, TaK
i TIPY IOAO3PEHNM TT0 KIMHUYECKUM IMPU3HaKaM, OCTaeTCst
30JI0TBIM CTaHAAPTOM MPUKM3HEHHOM IMarHocTUky MB.

Iis perienus mpo6eM auarHocTuku MB mexkayHa-
POAHBIMM 3KCIIepTaMy GbLIM pa3paboTaHbl KPUTEPUH,
COTJIAaCHO KOTOPBIM 06s13aTeIbHBIM 11JIs1 MB Mpu3HaHo
HaJIn4ye XapaKTepPHOTO KJIMHMNYECKOTO CMHAPOMA IIII0C
II0Ka3aTeIbCTBO HapylleHMs QYHKIIMOHUPOBAHMS XJIOP-
HOT'0 KaHaJia: MOJIOXKUTebHbIV TIOTOBBIN TECT, TOJIOXKM-
TeJibHAs Pa3HOCTH J€KTPUUECKUX Ha3a/IbHBIX IOTEH-
LIMaJI0B MJIM ITIOTeHIMaJIOB GMonTaTa MPSIMOi KUIIKHA,
OOHaApYysKeHMe IBYX KIAVMHUYECKYM 3HAUMMBbIX My TaLMii
Bre”e CFTR[7].

HecMOTpS Ha TO 0OCTOSATENHCTBO, UTO 30JI0THIM
CTAaHIAPTOM AMATHOCTUKY MB cuMTaoT KoJmMuecTBEeH-

HOe ompezeseHle XJIOPUAO0B B TOTOBO XXUIKOCTHU (KJIac-
CUYEeCKUIT MEeTOM, MMIOKaPIIMHOBOTO 3JIeKTpodopesa
1o I'mbcony - Kyky), MeToz, onpeaeieHnst IpoOBOIVMO-
CTM TIOKa3aJI XOPOUIYI0 C HUM KOppess/i0 B MHOTOUMC-
JIEHHBIX UccaenoBaHugax. B PO mupoko ncroabp3yoT
06e MeTOIMKM MOTOBOTO TeCTa, TP 3TOM C Ha4aJIOM
MIPOrpaMMbl MAaCCOBOTO 06C/IeTOBAHMSI HOBOPOKAEHHBIX
MeTO[; oIipefie/ieHNsI IPOBOAMMOCTH [10Ta HA CUCTEME
«HaHOoIakT» 3aHMMaeT BaXKHejllee MeCTO B MarHoc-
TuKke MB.

WHTepnpeTanyist pe3yabTaTOB NOTOBOTO TeCTa IMpe/i-
craBJieHa B Tabuiie 2. KpaiiHe BakKHO yKa3bIBaTh, KAKUM
METOAOM IPOBOAMIICS aHa/IN3, TaK KaK 3HaUeHM s, IO/ -
TBEPXJaIoL/ie MyKOBUCLMI03 IIPY KIacCUueCKOM Bapu-
aHTe ITOTOBOTO TeCTa (MMMJIOKAPITMHOBBI 371eKTpodopes
o I'mbcony — Kyky) v ripu ornpeieieHuy IPOBOIMMO-
CTU, HECMOTPS Ha OOHU U Te JKe eIVMHULIbI U3MEepeHU s —
MMOJIb/JI, Pa3IMYaloTCsI MeX Iy cob6oit (Tabi. 2).

AHanus XJI0pMUA0B [10Ta PEKOMEHAYeTCS 15 MO -
TBePXJEeHUS OMarHo3a Kak y HOBOPOKAEHHBIX C IM0-
JIOKUTEJbHBIM Pe3yJbTaTOM CKPUHMHTA, TaK U Y JINL],
C CUMIITOMaMy, yKasbiBaromyumu Ha MB [7]. IloBbiieH-
Hasl KOHLIEHTpaLus XJIOPUA-VOHOB B ITOTe (2 60 MMOJIb//)
XapaKTepHa AJisI MyKOBUCIIUI03a, OLHAKO 9KCIIPEeCCUs
u pyukuyst CFTR MokeT BappMpoBaTh B pa3HbIX OpraHax,
0COOEHHO ITpY BapMaHTax ¢ ocTaTouHoi pyHkimeir CFTR.
[ToaToMy ypOBeHb XJIOPUI0B IIOTa HM3KE IMarHOCTUYeCKO-
r'0 Iopora He 06s13aTeIbHO UCKIouaeT MB.

[TanyieHTHI C TOBTOPHBIMY ITOTPAHUYHBIMY PE3YJIbTa-
TaMU ITOTOBOT'O TeCTa ITPeICTABIISIIOT COO0¥ AMArHOCTH-
YyecKky1o mpobsemy. B Takmx cayuasx IuarHoCTMKe MOTYT
noMmoub GyHKIMoHaNbHbIe TecThl CFTR in vivo, Takue
KaK pa3HOCTb HAa3aJbHBIX JIEKTPUUECKUX TTOTEHI[MAJIOB
WU OTNIpeJiesieHre Pa3HOCTY KUIIEUHbIX TIOTeHIIMAI0B
[8], koTOpBIE MPOBOASITCS IULID B BBICOKO CITeLau-
3upoBaHHBIX LIeHTpax MB. B P® sto ®I'BHY «Menuko-
reHeTMYeCcKuii Hay4yHbli neHTp um. H.I1. BoukoBanr.

KAMHMueckan KapTuHa

Cpenyt KTMHMUYECKUX TPOSIBJIEHU A, XapaKTePHBIX [1JI51
MB, MO>KHO BBIJIEIUTDb BbICOKO CIleiiUIHbIe U MeHee
crienviduaHbie (Tabi. 3). COCTOSIHMS, TPeACTaBIeHHbIE
B JIEBOJ KOJIOHKE, B aOCOTIOTHOM OOJIBIIMHCTBE CTyYaeB
BCTpevarTcs y 60bpHbIX MB. O6HapykeHe BBICOKO-
crienMGUIHBIX CMMIITOMOB 1S MB TpebyeT 06s13aTesib-
HOT'O HalpaBJjieHNs Nal/eHTa B Clel a3 pOBaHHbIN
1eHTp MB 1151 mpoBeeHMst IOTOBOV ITPOOBI.
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KauHuyeckme nposiBieHns, XapakTepHble ANst MyKOBMCLMAO03a [9]

Bbicoko cneuupuyHbie ans MB ’ MeHee cneuunduyHblie ans B

Co cmopoHbl nuweBadpumesnbHOU cucmembl:

* MekoHwreBbIV naeyc

¢ JK30KPVHHaA HEAOCTATOYHOCTb MOAXKENYL0HHOM XKeNe3bl
y AeTeit

Co cmopoHbl nuujeBapumesibHOU cucmembi:

+ OTcTaBaHve Ppr3MN4eCcKoro pa3BuTHS

* [nnonpotenHemns

* lednumnT XMpOpaCcTBOPUMbIX BUTSMUHOB

* CUHAPOM ANCTNbHOW MHTECTUHANLHOW 06CTPYKLMN

¢ PexTasibHbIv Mponanc

¢ BuanapHbi Lppo3

* [opTanbHas rvnepTeHsus

* XenuHokameHHas 6onesHb y AeTeit 6e3 reMoanTUHeCcKoro CUHAPOMa
¢ [1epBUYHbIN CKACPO3MPYIOLLNIA XONHIUT

¢ SK30KPUHHAA HEAOCTITOYHOCTb MOAXKENYAOYHON XeNe3bl y B3POC/bIX
¢ PeunaviBMpYIOLLIA NaHKPeaTNT

Co cmopoHbI dbiIxame/ibHbIX Nnymel:

¢ XpoHwu4eckas MHGeKLMS, BbI3B3HH3S MyKOMAHOM GOpPMOii
P. aeruginosa

* BpOHX03KTa3bl B BEPXHUX A0NSAX 0OOMX Nerkmx

* MNepcnctupytoLias nHdeKL s, Bbi3BaHHaa B.cepacia

¢ Moaunsl Hoca y AeTein

Co cmopoHbI dbixamesbHbIX nymed:

* XpOHMYECKas AN peunanBrpYoLWas MHbEKL WS, BbI3BaHHAS
St. aureus, Ps. geruginosa, Ach. xilosoxidans, H. Influenzae

* PeHTreHonormieckume npun3Haky 6pOHX03KT3308, 3aTENEKT330B, M-
NePUHGASLUNN AN XPOHUYECKast MHOUALTPALMS Ha PEHTIEHOTpaMMe
OPraHOB PYAHOW NOAOCTH

* KpoBoxapkaHbe, CBsi3aHHOe C AnddY3HbIM MOPAXKEHNEM NETKUX,

N XOCIMCHAA 1 l

OTAMYHBIM OT TybepKyne3a Uau Backyamta

* XPOHUYECKMI 1/ NPOAYKTUBHBIN Kalleb

* Annepruyeckmin GpOHXONErOYHbI acneprianes

¢ [MoNmnNbl HOCa Y B3POC/bIX

¢ PeHTreHon0rnyeckme NprU3Hakm XpoHNYeCcKoro NaHCUHYCKTa

Apyaoe:
¢ [MNOXN0PEMUNYECKINI 31K3N03 NPK OTCYTCTBUM PBOTHI

* BpO)K,ZI,eHHOE ABYCTOPOHHEE OTCYTCTBME CEMABBLIHOCALLNX
MPpOTOKOB

Apyeoe:

* YTO/ILLEHNE KOHLLEBbIX GpanaHr

¢ OcTteonenns/octeonopo3s 8 Bo3pacTte < 40 net
* HeTunuyHbIin Anabet

AunarHocTika nopakeHusi OpraHoB AbIXaHUA

OYyHKIMOHAJIbHAS AMATHOCTUKA CUCTEMBI IbIXaHU ST
o6Js1afjaeT MMPOKMM apCceHaIoM METOZOB JIJIsT OLIEHKM Jie-
TOYHOM BEHTUJISIINY, MEXaHUKY IbIXaHUS U IETOUHOTO
razoobmena. VicciemoBaHe GyHKIVY BHEIITHETO TbIXaHUS
(®BII) y 6051bHBIX MB MOKET ObITH 3HAUMMO /15 OTIpefiee-
HUS 06beMa Teparnuy 1 TaKTUKM BeieHu s rareHTos [10].

OcHoBHBIM MeToi0M OB]I SIB/ISIETCS OLIEHKA JIETOYHBIX
ITOTOKOB ¥ 06'beMOB C TIOMOIIIBIO CITMPOMETPUM, HO STOT
METOZ, He TTI03BOJISIET JMAarHOCTUPOBATh PECTPUKTUBHbIE
HapyIleHusl, MU3MepPUTh CTeTleHb rUepUHOIALUY IeTKUX,
OLIEeHUTb HaJMuye BO34YILIHBIX JIOBYIIEK U JIETOUHBI
razoo6meH. OCHOBHBIM MOKa3aTejeM CIIMPOMETPUN
SIBJISIETCS XXM3HEHHAas eMKOCTb jierkux (JKEJI) — makcu-
MaJIbHbBI 060'beM, KOTOPBIN UEJIOBEK MOXKET BBITOXHYTh
rocJie MakKCMMaabHO Iyb6okoro Bgoxa. Eciu maHeB-
pot npu usmepenuu JKEJI poBOAST C MaKCUMaJIbHbIM
yCUJIeM Ha BJIOXe U BbIAOXE, TO 3TO hOpCUpOBaHHAS
crimpoMeTpusa. OCHOBHbIMM ITapaMeTpamu popcupo-
BAHHO CIIMPOMETPUH SIBJISIIOTCST POPCUPOBAHHAS SKU3-
HeHHast eMKOCTb jierkux (OXKEJI) 1 06beM hopcrpoBaH-
HOTO BbIJI0XA 3a MepBYI0 ceKyHny (OPB)), oTHOIEeHMe

O®B, /DXKEJL Tokasarenb ODB, sBisgeTcsa Hauboiee
BOCITPOM3BOAVMBIM, CAMBIM MCIIOIb3yeMbIM, MHbOpMAa-
TUBHBIM ¥ TPOTHOCTUYUECKY 3HAUMMBIM IIpu MB, onHako
9TOT TIOKa3aTesb He OYeHb YyBCTBUTEJIEH IIPU PAaHHUX
MIPOSIBJIEHY SIX TTIOPa’KeHMSI OPTaHOB IbIXaHMUSI, @ TAKXKe
HeMpUMEeHUM Y JleTei Maajiie 5-6 jeT, Tak Kak TpebyeT
aKTMBHOTO y4yacTus nauuenra [1, 2, 10].

Cpenyt QyHKIMOHAIBHBIX METOA0B, KOTOPbIEe MOTYT
MIPMMEHSITbCS Ha BTOPOM 3Talle KOMILJIEKCHOTO UCCIIe0-
BaHust ®BJI 'y 60;1bHBIX MB, MOXXHO Ha3BaTh CJIeIYIOIINE:
METO/IbI BLIMBIBAHMSI MHEPTHBIX Ta30B; 60JUIIIIETU3MO-
rpadusi; UMITYIbCHAS OCLUJIJIOMETPHST; UCC/IeIOBaAHME
I dy3HOI CTIOCOGHOCTY JIETKMX; METO/IbI OLIEHKY CUJTBI
JbIXaTeJbHBIX MBILIL; Pa3IMYHbIE HATPY30UHbIE TECTHI.

JlydeBas guarHoctuka MB — 3TO B OCHOBHOM JMa-
HOCTVKA OCJIOKHEHUIT 3a60/1eBaHMSI, T.K. TIPU POKIE-
HMM BbIpa>keHHBIX MATOJOTMUEeCKMX aHATOMUYECKUX
M3MeHEeHMIi CO CTOPOHBI MHOTYX OPTaHOB, B TOM UMCJIE
JIbIXaTeJIbHOV CUCTeMBI, HeT [11].

[Tpu npoBeieHMM peHTreHorpadum rpyaHOM KIeT-
K1 06HApYXUBAIOT neGopMaInio U yCUIEHNE JIeT0u-
HOTO PUCYHKA, IepUOPOHXNATbHYI0 MHOUIBTPALINIO,

A
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Tabnunua 4

Tepanml, BO3pacT 1 BeC NallueHTa ‘

Jo3a

MoHoTepanus (A5 MyTauuii, perympyoLmx oTKpbiTue kaHana CFTR
(Tak HasbIBaeMmblii gating-aedekT): MHH «uBakadTop» (TH «Kanmpekos)

MpumeHsiemblie B MMpe naToreHeTU4eckue npenaparbl - moaynatopbl CFTR
(moanduumpoBaHHas Tabauua Grasemann u Ratjen) [12]

KommeHTapuii

KoppekTnpoBska 403bl NPy YMEPEHHOW UM TAXKENOW NeYeHOYHON
HEeO0CTAaTOYHOCTV U NPY COBMECTHOM NPUEME C CU/bHBIMY
nHrnéutopammn CYP3A. Mpu NCNOAB30B3HUM BCEX MOAYASTOPOB
CNeANTb 33 TOKCUYECKUMUN SbGEKTaMM, CBA3BHHBIMU C NMEYEHbIO,
NOBbILLEHVIEM YPOBHS KPeaTVHKMHA3bl, TMNEepPTOHVIeN 1 KaTapakTow

B3pocabie

150 mr kaxaple 12 4acos

Jetn

Ot1 po<2mec, >3 kr

5,8 Mr kaxable 12 4acos

Ot12 po <4 mec,>3«r

13,4 mr kaxapble 12 4acoB

O14 no <6 mec, >5«kr

25 Mr kaxable 12 yacos

OT 6 mec. 40 < 6 et

OT5Krago<7«kr

25 Mr kaxaple 12 4acos

Ot 7 kr go < 14 kr

50 Mr kaxaple 12 yacos

He 3apervctpupoBsaH B Poccuy

O19 no < 14 kr

125 mr + 100 mMr kaxaple 12 4acos

> 14«kr

188 mr + 150 mMr kaxaple 12 4acos

2-5 net

<14 «kr 125 mr + 100 mr kaxaple 12 YacoB
> 14«kr 188 mr + 150 mr kaxaple 12 Yacos
6 - 11 net 250 mr + 200 mr kaxaple 12 Yacos
> 12 net 250 mr + 400 mr kaxable 12 yacos

> 14 «kr 75 Mr kaxple 12 yacos
>6 ner 150 mr kaxable 12 vacos
[BoiiHas KomBuHawws (ans F508del-F508del): PUCK BO3HUKHOBEHWS NPEXOASLLE OABILIKA NPV NPUMEHEHWN
vBakapTopa + NymMakadpTopa. KoppekTrposka A03bl TaKxe
MHH «unBakapTop-nymakaprop» 9 . ;
NP YMEPEHHON VAV TAXKENOW NEYEHOYHON HEAOCTATOYHOCTH
(TH «Opkam6u>)

VAW NPV COBMECTHOM MPYIMEHEHWN C CUNBHBIMU MHIMOUTOPaMMI
CYP3A

Bapocbie 250 mr B geHb + 400 Mr B3 pasa

B A€Hb

Letn

1-2roaa

Ot7 no<9«r 94 mr + 75 mr kaxaple 12 Yacos

3apernctpupoBaH B Poccun *

[ApoliHas kom6uHauus (ans F508del-F508del nam F508del n ¢ octatoyHom
$yHKumeli BapuaHT): MHH «Te3akadTop-usakaprop»
(TH «Cumaeko» nam TH «CUMKeBU>» B HEKOTOPbIX CTPaHaXx)

KoppeKkTnpoBka 403bl NPpK YMEPEHHOW AN TAXKENOW NeYeHOYHON
HEeO0CTAaTOYHOCTV U NPY COBMECTHOM NpUEME C yMEPEHHbIMM
WM crnbHBIMK MHrMbuTopamm CYP3A. He pekomeHayeTcs
O/HOBPEMEHHOEe NpUMEHEHNE C CUABHBIMUN MHAYKTOpamu CYP3A

B3pocabie 100 mr B aeHb + 150 Mr ABa pa3a B AeHb
Letn

6-11 net

<30«r 50 Mr B A€Hb + 75 Mr /B3 Pa3a B ZieHb
>30«r 100 mr B aeHb + 150 Mr aBa pa3a B AeHb
>12 net 100 mr B aeHb + 150 Mr aBa pa3a B AeHb

He 3apervctpuposaH 8 Poccum

TpoiiHas kom6uHauus (ogHa uau ase annenun F508del):
MHH «uBakapTop+TesakapTop+anekcakapTop u usakaprops
( TH «Tpukadptas nam TH «KadpTpunos B HEKOTOPbIX CTPaHaxX)

KoppeKkTnpoBska 403bl NPy YMEPEHHOW NeYEeHO4HOM
HEA0CTAaTOYHOCTU 1 HE PEKOMEH/YETCA NPU TAXENON NeYeHOYHOM
Hes0CTaTo4HOCTY. KOppeKTUPOBKa Z03bl NPV COBMECTHOM
NPVIMEHEHNU C YMEPEHHBIMUN VAW CUAbHBIMUI MHMMOUTOPaMM
CYP3A. He pexomeHayeTcsa 04HOBpeMEHHOe NpUMeHeHve

C CUNbHBIMK MHAYKTOpamu CYP3A
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‘ KomMmmeHTapwuii

Jetn

OT12 no <6 net

< Laxr +59,5 mr (Bevep)

(40 wr + 80 mr) B AeHb + 60 mr (yTpo)

3aperncTprposaH B Poccnmn**

> 14 «r
= pasa B JieHb

(50 mr + 100 wmr) B aeHb + 75 Mr ABa

OT6 a0 <12 net

< 30«r
pasa B JieHb

(50 Mr + 100 Mr) B aeHb + 75 Mr ABa

> 30 kr
= pas3a B JieHb

(100 mr + 200 mr) B aeHb + 150 mr gsa

*[Ipenapam MHH «usakagmop-+iaymaxkagmop» (TH «Opkambu») - 3apezucmpupogaH ons npumeHeHusi 8 PO @ so3pacme 2 nem u cmapuie u 8K104eH
8 delicmayrowue KauHuyeckue pekomerdayuu «KucmosHulii pubpo3 (mykosucyudos)» [25] https://cr.minzdrav.gov.ru/recomend/372_2
Jemu ¢ 2 do 18 nem exatouumenvHo obecneuusaromes uepes ord «Kpye dobpa» https://xn--80abfdb8athfre5ah.xn--p1ai/%D0%B-

F2%D0%B5%D1%80%D0%B5%D1%87%D0%BD%D0%BS8/

** [Ipenapam MHH «usaxkagmop+me3axagmop-+anekcakagpmop u usakagmop» (TH «Tpukagpma») - 3apeeucmpupos8aH 01 npumeHeHus: 8 PO
8 8o3pacme 6 Jiem u cmapule, Ho He 8KJIIoUeH 8 delicmaytoujue KauHuyeckue pekomendayuu «KucmosHutii pubpo3 (mykosucyudos)» [25] https://

cr.minzdrav.gov.ru/recomend/372_2

Jlemu ¢ 6 do 18 nem exatouumenvHo obecneuusaromes uepes ord «Kpye dobpa» https://xn--80abfdb8athfre5ah.xn--p1ai/%D0%B-

F2%D0%B5%D1%80%D0%B5%D1%87%D0%BD%D0%BS8/

OGPOHX03KTas3bl, OYJUIBI ¥ OYaru MHeBMOCKJIepo3a. Ofi-
HAaKO IIpu peHTreHorpaduu 60jee TpeTH TKAHU JIETKUX
He MOAIaeTCsI UCCIeAOBAHMIO, TOCKOJIbKY 3TU YUaCTKU
pacToyIoKeHbI 3a IuadparMoit M CpeIoCTeHEeM, a TAKKe
B CJIyyae 06Hapy>KeHM s MTaTOJIOTUY TPYIHO YCTAHOBUTD
UX IPUPOJY U XapaKTep.

B Hauase 1990-x rofioB 3a py6eskoM KOMIIbIOTepHAS TO-
Morpadust (KT) rpymHOii T0I0CTY CTajia 30I0ThIM CTaHIap-
TOM JMATHOCTUKM OPOHXOIKTA30B ¥ BO3AYIIHBIX JIOBYIIIEK,
3aMeHNB 00bIUHYI0 PeHTTeHorpaduio Terkux. B HacTosIee
BpeMs KT gBJisieTcs 3KCIIepTHOM METOAUKON B OLIEHKe
pacIpocTpaHeHHOCTH MTOPaskeH s OPOHXO0JIETOYHOI CH-
crembl pyu MB, Tsi>keCTH ero TeueHus M MpucoeHeHU ST
OCJIOKHEHMI1 (BOCIa/ieHNe, JIETOYHOe KPOBOTEUeH e, Jie-
roYHas TUIepTeHsusi, THEBMOTOPAKC, IMIIMEMa I1JIEBPbI).

MeTon MarHUTHO-pe30HaHCHOI ToMmorpaduu (MPT)
T'PYAHO ITOJIOCTY ObIIT pa3paboTaH B KAUeCTBe ajibTep-
HaTVBbI METOAMKAM, CBSI3AHHBIM C 00;ryyeHuem. MPT
MI03BOJISIET BU3YaIM3UPOBATh OPOHX0IKTA3bI, CJIU3UCThIE
MPOOKM, Ta305KMUIKOCTHBIE YPOBHU, KOHCOMMIAIIVIO U Pa3-
pylieHe cerMmeHToB Jierkux. MPT 06/1a1aeT BhICOKO# KOH-
TPaCTHOCTBIO U (PYHKIIMOHAIBHO YYBCTBUTETBHOCTHIO,
MOSKeT MCIIOTb30BaThCS IJIsI OIIeHKM JIETOUHbBIX QYHKIINIA,
TaKUX Kak repdysusi Ierkux, KpOBOTOK, IbIXaTebHas
MexXaHMKa, JIerouHas BeHTUISIL 1S, He BCe M3 KOTOPbIX
MoryT 6bITh O1leHeHsI Tipu KT [1, 2].

Aeuenue

CoBpeMeHHbIe ITOAXO0/IbI K BeZeHMI0 601bHbIX MB 6a-
3UPYIOTCS, IIPEX e BCero, Ha aKTUBHOM IUCIITAHCEPHOM
HabJIIOIeHUM ¥ CMeIeHMM aKI[eHTa CO CTAaL[MIOHaPHOTO
JIeYeHMsT Ha aMOYJIaTOPHYIO IIOMOIIb U IPUMEHEHME P
CTalMOHapO3aMellaIIX TEXHOJIOT M, HAaIIpUMep THEB-
HOJ1 CTaIlMOHAP ¥ BHYTPUBEHHASI aHTUOMOTUKOTEpaTIys
Ha oMy, B ToM uuciie u getsm ¢ MB. Tepanius MB kom-

IIJIEKCHAS VI MOXKET ObITh pasnejieHa Ha 1Be GoJIbLINE rpyI-
IIbI: ITIaTOreHeTnyecKas M CMMIITOMaTM4YeCcKasd.

Tepanua moaynraropamu CFTR

M3yueHne natoreHesa MB crioco6¢TBOBAJIO paspa-
60TKe IPUHIIUIIMATHHO HOBBIX JIEKAPCTBEHHbIX CPEICTB,
HallpaBJIeHHBIX HA yCTpaHeHMe e(heKTOB B CTPYKTYype
6enkoB CFTR AJis NOBBIIIEHM ST UX aKTUBHOCTU M BOC-
CTaHOBJIEHMSI MOHHOTO TPAaHCIIOPTA B KJIeTKe-MUILIEeHMN.
B nccnenosanmu F. Van Goor u coast. B 2006 rony Briep-
BbIe ObLJIM M3YUeHbI Ba HOBBIX KjIacca IPerapaToB, Tak
Ha3bIBaeMbIX MOYISITOPOB: 1) KoppekTopbl CFTR, yBenu-
YMBAIOII}ME KOJTMYECTBO QYHKIIMOHAIbHBIX KOIINIT 6esika
CFTR, cItoco6HOro BCTPOUTHCS B KIIETOUHYIO MEMOpaHY;
2) noteHumaropsl CFTR, noBbIato1yie BeposiTHOCTD OT-
KpbITHSI KaHata 6eyka CFTR, mpMCYTCTBYIOIIETO Ha T0-
BEPXHOCTHU KJIeTKu [12].

Kaxk y>ke 6p1J10 yKa3aHO BbIIIIe, TATOJOTMYECKIE Ba-
pUMaHTBI NOAPAa3esioT Ha 6 KJIacCOB B 3aBUCUMOCTH
OT MexaHu3Ma, Hapyawiiero gyHkinio 6enka CFTR.
CoBpemenHas Tepanusi monpysitopamu CFTR B ocHOB-
HOM, HO He UCKJTIOUUTEe/IbHO, 3 GeKTUBHA B OTHOIIEHUN
kimacca III (moTeHIMpPYIOII ML ITpenapaT MBakagTop) 1 Ba-
puanTa kacca II F508del (kom61Ha11s1 KOPPEKTOPOB
¢ uBakadTopom, Hampumep snexcakapTop-TezakadTop-
uBakadtop) [13, 14].

Tepanus monynstopamu CFTR crana BaXXHbIM
IOCTUXKEeHMeM OJ15 malueHToB ¢ MB, KOTOpbIe COOT-
BETCTBYIOT OKa3aHMSIM K Ha3HAaUeHMI0 TeKapCTBeH-
HOTO Tpemnapara (1o TeHOTUITY ¥ BO3PacTy) U UMEIT
BO3MOXXHOCTH IOJTYUUTD 6€CIIATHO JaHHOE JIeueHe
[15]. DTu mepopaibHbIe IpenapaTsl, IPUHUMAaeEMbIe,
KakK MMpaBujo, IBaXIbl B JeHb, MMEIOT A0Ka3aHHYIO
9(pderTUBHOCTD ¥ XOpOILINit Npodub 6€30MacHOCTU
[3] (Tabu. 4).

N XOCIMCHAA 2 l

A
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ITepssiit Mmogynsitop CFTR nBakadTop nuiieH3MpoBaH
IIJIST OTPAaHUYEHHOTO YICJIa UYBCTBUTEbHBIX T€HHBIX Ba-
puanTtoB CFTR (Hanmpumep, BapuaHT G551D), HOCUTeIIMU
KOTOPBIX SIBJIsIeTCsT < 5% momeii ¢ MB B mupe. iBakadTop
JocTtyrneH ajs nwogeit ¢ MB ¢ 2012 roga v B HacTosilee
BpeMsI JINLIeH3MPOBaH A1 1toferi ¢ MB B Bo3pacTe oT 1 me-
caua B CIIIA (4 mecsina B EBpore) [16]. [To HacTos1ero
BpemeHM B PO npenapaT nBakadTOp He 3aperncTpUpPOBaH.

XOTS TOUHBbIE MEXaHU3MBbI AeMCTBUS MO YJISITOPOB
CFTR HeusBecTHBI, uBakadTop cBsi3piBaeTcst ¢ CFTR
", KaK MoJIaraiT, TaAKUM 06pa30M yBeJIMUMBAET BEpPO-
SITHOCTH OTKPBITUS KaHasia. IIpuMeHeHne uBakapTopa
MIPUBEJIO K OecrpenefeHTHOMY YIYUYIIeHUIO PeCIu-
paTOPHBIX MTOKa3aTese, BKIYass QyHKIINIO TeTKUX,
PUCK JIETOYHBIX 000CTPEHMIT M pecriMpaToOpHbIe CUM-
MITOMBI, & TAKKe COCTOSTHUSI MUTAHUS U LPYTUX MPO-
sBaeHuint MB [17].

OBOViHBIEe MOAYJSTOPHbBIE MpemaparThl
nymakadTop-uBakadgTop u tesakadprop-uBaxkadrop
pacuiMpuIu ONyJASINIO Jl0Jel, UMeKIIuX mpa-
BO Ha mpuem nmpemnapartoB ¢ monyystopom CFTR,
HO C MeHbIel 3¢ PeKTUBHOCTHIO IO CPAaBHEHU IO
c uBakadTopoM. DT ABOVHBIE TpenapaThbl ObIINU
repBOHAaYaabHO JUIEH3MPOBAHBI AJIs JIIOJEei C IBY-
msa konusamu BapuanTa CFTR ¢.1521 1523delCTT
(F508del), a 3aTem TesakadTop-uBakadTop ObLI pac-
MIMpeH 10 HEKOTOPbIX KOMOMHAI M TeTepo3uror [15,
18]. [Ipenapart ¢ MexXyHapOAHbIM HellaTeHTOBAHHBIM
HaumeHoBaHueM (MHH) «uBakadTop-nymakapTop»
(ToproBoe HauMmeHoBaHMe (TH) «Opkambu») 3aperu-
ctpupoBaH B PO B 2020 rony.

TpoitHast KOMOVHMPOBAHHAsI TepaInsI 3JeKcakapTop-
TesakadTop-uBakaprop (3TU) obaamaer 6osbiieit 3¢-
(bekTUBHOCTBIO, UeM Teparnusi C UCTII0JIb30BaHMEM JBYX
MOZYJ/ISITOPOB, U GblIa IUIIEH3VPOBaHA [J1s1 JIIOIE C y3Ke
TOJIBKO OIHMM BapuaHToM F508del, uTo yBeImumIo 4ucjio
jnroger ¢ MB, uMeromux npaBo Ha jeueHne. B 2023 rogy
OTU 6b11 0mo6pen niis meteii ot 2 yieT B CILA [19]. Cy1e-
CTBYIOT yOeIuTe/IbHbIE JOKA3aTeIbCTBA B MOJIb3Y IIpUMe-
HeHus uBakadTopa unu 3TU y miogeit ¢ MB, umeronmx
npuemMiemMbie BapuaHTbl CFTR. [lokasaTenbCTBa B OJIb3Y
IBOVIHO Tepanuy MeHee HaJexXHbl [20], 1 3TOT BapMaHT
JieueHU sl IOJI’KeH pacCMaTpUBaThCS B UHAMBUAYATbHOM
ropsiike. HEKOTOPBIM IO SIM, TIOJTYUYaIoIMM TepaTnio
uBakapTOpOM, MOKET HomoiTy DTU, ecsiu UX BTOPOi1
BapuaHT CFTR - F508del, a maHHbIe KIMHUYECKUX UCCITe-
IOBaHMI CBULIETE/ILCTBYIOT O IOTIOJMHUTEIbHOI b dex-
TUBHOCTHU. PellteHne o nepexosie Ha DTU [0OJIKHO TIpU-
HUMAaTbhCS MHAVBUIYATbHO, C yU€TOM MOTEHIMaTbHOM
IOTIOJTHUTETbHO TOJIb3bI ¥ PUCKA TIOOOUHBIX PEaKIINiA,
BbI3BAHHBIX JOIOJHUTENbHBIMY areHTaMu B TPOMHON
KOMOMHMpPOBaHHOI Tepanuu dTU.

B HacTosiee BpemMs peKOMeHAyeTCs MOJIb30BaThCS
CCBIJIKOJI Ha caiiTe GUPMBbI-TIPOU3BOAUTEIISI MOIYJISITO-
poB CFTR (https:/www.trikaftahcp.com/), 3aHocst BO3-
pacT 1 reHeTUYECKYI0 MHDOpPMAaI IO, YTOOBI OTIpee-
JINTh, KAKOW U3 YeThIpex mpernapaToB MOXKeT MOA0NTHU
nanueHTy ¢ MB (https:/www.vertextreatments.com/).

VHauBMayanibHOe TeCTMPOBaHMe IJ151 OLeHKY peaKkLn
Ha Tepanuio mopyasropamyu CFTR moxeT mpoBoaUTHCS
C UCTI0JIb30BaHMeM TKaHel, TT0JIyUeHHbIX OT MalleHTa,
M [IJIS1 9TOM LIeJIN Y JIULI C peIKMMM BapyaHTaMM UCTIOJb-
30Ba/IMCh KaK AMUTeINaTbHbIE KJIETKY, IOJyYeHHbIe TPU
6paii-6MorTicum, TaK U OPraHOU bl KUIIEUHWKA, TTOJTY-
YyeHHbIe 13 06PasIoB 6MOINCUM TTPSIMOI KUIIKY. HI1-
BUAYaJIbHBIN OTBET Ha BHICOKOI(PGHEKTUBHYIO TEPATTNIO
mopyastopamu CEFTR Bapeupyer, 1 TeCTUpoBaHMe in vitro
C UCN0JIb30BaHMEM TKaHeli, I0JIyUeHHbIX OT NaleHTa,
WJIV TeHeTUUECKUX MHCTPYMEHTOB MOXKET ObITb MCITOJIb-
30BaHO JIJIsI TPOTHO3MPOBAHMS KIMHMYECKOI TT0JIb3bI
CYIIECTBYIOMMX U Oyayumx moaynsitopoB CFTR [12].

VuuTBhIBasi BBICOKYIO CTOMMOCTD JIeYeHUS C UCTIONb-
30BaHMeEM COBPEMEHHBIX MOLY/ISTOPOB, 3Ta CTpaTeTrns
MepCcoOHAMM3UPOBAHHO MeIULIVIHbBI, BEPOSITHO, OyIeT
9KOHOMMYeCKM 3pbekTuBHOI [21].

Vcrionb3oBaHMe BhICOKO3(D(GEKTUBHOI MOIYISITOP-
HOV Tepanuu AJis jedeHust MB y naumueHTOB camoro
paHHero BO3pacTa SIBJISIeTCS IPUBJIeKaTelbHbIM [22].
OTU yxe gocTyTieH [Jisl AeTeli B BO3pacTe 2 JieT U CTap-
1ie, ¥ B HacTOsIIee BpeMs TPOBOJSITCS UCCIedOBaHM S
C yyacTMeM JeTel B Bo3pacTe OT 12 Mecs1eB 10 MeHee
24 mecsiues (Homep ClinicalTrials.gov, NCT05882357).
C suBaps 2025 roga ®@oun «Kpyr mobpa» miaHupyer
obecmeunBaTh M POCCUICKUX MAI[MEHTOB B BO3pacTe
OT 2 10 5 71eT JaHHBIM ITperapaToM.

[TosiBUAMCH COOOIIEHNS O COXpaHeHUM GYHKIIUU
MO KeTyA0YHOM XeJie3bl y MilafieH1eB ¢ MB, nosyyas-
mux OTU BHYTpUYTPOOHO, T.K. 6BIM POKAEHBI OT Ma-
Tepeii, 60bHBIX MB, HaxomuBIIMXCs Ha Tepanuu OTU
BO BpeMs 6epeMeHHOCTH [23]. DTU BBIBOAbI IIOATBEP-
KIAI0TCS JAHHBIMY UCCIeNOBaHMS C yYacTEeM XOPbKOB
¢ MB, xoTopble noKa3aau, YTO HEKOTOpble OpTaHHbIE
MPOSIBJIEHMSI MOXXHO MTPeoTBPaTUTh MU CITacTH, Ha-
YaB aHTEHATAJbHYIO TePANNIO BBICOKO3(DDEKTUBHBIMU
mopynsitopamu [24].

CuMmnToMaTHYECKan Tepanus

Llenbio Tepamnuu BJIsSIeTCS 06ecrieueHyie MakKCMasb-
HO BBICOKOTO KauecTBa KM3HU MalMeHTa, a AJsl 3TOro
HeobX0IMMO:

* IIpeayIpexkaaTh 1 JIeUUTh 060CTPEHMUST XPOHU-
YyecKkoro MHMeKIMOHHO-BOCIaJIMTeIbHOTO0 Ipoilecca
B GPOHXOJIETOUHOI CUCTEME,;

+ obecreynTh QU3UUECKOEe pa3BUTHE TAl[MeHTa
COTJIACHO BO3PaCTHBIM HOpMaM (JIOCTMKeHMe TIoKa3a-
Tesel GU3MIeCcKoro pa3BUTHS B AMarnasoHe Mexmy 25
u 75 MepreHTUISIMU TTOcse KOpPeKIuu Hy TPUTUBHOTO
craryca, peKoMeHayemas 1mesb — 50 mepiieHTuIen);

+ obecneunTh MPOOUIAKTUKY OCIOKHEHUIA;

* JleyeHMe OCJIOKHEHMIA: TIceBI0-bBapTTep-cuHapoM,
mekoHMeBbI uneyc, CANO (cMHAPOM AUCTATbHONM
MHTECTUHAJIbHOM 06CTpyKImm), M3CJI (MyKOBUCITMTO3-
3aBUCHUMBIiI caxapHbIii Anaber), HUpPpo3 neueHu 6es/c
CUHIPOMOM ITOPTaJIbHOV TUTIEPTEH3UY, TUTIePCILIEHN3-
MoM, JKKB (ske;TYHOKaMeHHast 60J1e3Hb), TOTUITO3HbII
puHOCUHYCcUT, BOH (6e1KOBO-9HepreTmyecKast HeJoCcTa-



TOYHOCTb), KPOBOXapkaHbe, KPOBOTEUEHMSI JIeTOUHbIe,
KposoTeueHus 13 BPBII (BaprK0O3HO paclipeHHbIX BeH
MUILEBOA) U BepXHEeN TPeTH KeayaKa.

MIMeHHO 1T03TOMY 06513aTeIbHBIMM COCTABJISIIOI MU
KOMIIJIEKCHOTO JiedueHM s nanmeHToB ¢ MB B Poccuii-
ckoit denepaliuu IBASIOTCS: KMHE3UTepaneBTUuYeckue
MEeTONVKMU, AUeTa U BUTAMMUHOTEepanus, a Takke mu-
POKMIT CIIEKTP CUMIITOMATUYECKUX JIEKAPCTBEHHBIX
IIpernapaToB, BKIOUas aHTUOaKTepuaabHble U MTPO-
TUBOIPMOKOBbIE, MYKOJIUTUKM, OPOHXOAMIATATOPHI,
(hepMeHTBI TTOIKeTYJOUHO JKeJie3bl /Il 3aMeCTUTe N b-
HOJI Tepanuu, TIIOKOKOPTUKOCTepouast [25, 26]. Cre-
IyeT MOJYEPKHYTh, YTO BCE 3TU MIpenapaThl He BAUSIOT
Ha COO6CTBEHHO NMPUUMHY MYKOBUCIMI03a — HAPYIIIEHWe
pabotsl 6enka CFTR.

Kunesurepanua

OgHMM 13 OCHOBHBIX 3BE€HbEB ITaTOTE€HEe3a MY-
KOBMCIIMI03a SIBJISIETCS T.H. MyKOCTa3 (CKOIJIEHUE
BSI3KO¥ GPOHXMAIBHON CAMU3U B AbIXATEJNbHBIX Y-
TSIX, 0COOEHHO B OPOHXMOaX). MyKOCTa3 y 60JIbHBIX
(B 3aBUCUMOCTY OT (PeHOTUIIA) IIPOSIBJISIETCS C Pa3HOIA
MHTEHCUBHOCTHIO: OT MMHMMAJbHOTO KOJTUYECTBA
MOKPOTBI [0 TIOJTHOTO 3aIOJTHEHM ST BCEX JIbIXaTeTbHBIX
Iy Teii (TOTaabHbIM MyKOCTa3). IllIoTHbIE CAU3UCThIE
MpOo6KYM 3aKyITOPUBAIOT AbIXaTeJIbHbIE Ty TH, HAPYIIa-
IOT Ta3000Me€H, BbI3BIBAIOT JIOKAJIbHbIE MJIV OOIIMPHBIE
aTesieKTasbl, 6JOKMUPYIOT MYKOIMIMAPHBIN TPAHCIIOPT,
CITOCOOCTBYIOT PAa3BUTHUI0 GPOHX006CTPYKTUBHOTO
CMHApOMA. B MecTax CKOTJIeHUSI MOKPOTHI OBICTPO
MpUCOeAMHSIeTCSI MUKPOOHAST MHQPEKI M, KoTopas
nmonaepskMBaeT MOXM3HEHHOe XPOHMYeCcKoe 6ak-
TepuanabHOe BOCIageHue (XPOHUYECKUIT OPOHXUT).
C 3TUMMU SIBJIEHUSIMU T€OPETUUECKY CITOCOOHBI 6O0-
pPOTHCSI aHTUOUOTUKY, MYKOJIUTUKY, GPOHXOTUTUKMA.
Ho xaxk 6bI HUY cTapaauch MeIUIIMHCKM/E PAOOTHUKMA,
CKOJIbKO ObI HY BBOAMJIMCH TIpeIiapaTsl B/B U B MHTAJIS-
nusax, 6e3 3(pHekTUBHOro MeXaHMUYECKOTO OUMINEHN ST
OpPOHXMAJIBLHOTO AepeBa Ho6uThcs ahdexrTa oT 0b61Ieid
Tepanuy HeBO3MOXHO. [ToaToMy MMUpOBas MpakTuKa
IMOKAa3bIBAET, UTO T.H. KMHE3UTEPANus (METOOUKHA
OUMINEHMS I bIXaTeJbHbBIX TYTEN OT BSI3KOI MOKPOTHI)
SIBJISIETCSI OCHOBOTIOJIATAIOII UM METO/LOM JIeUeHU ST
601bpHOTO C MB.

3aHsaTtus kuHe3uTtepanuei (KHT) nmpoBogsiT Bpaun
JIOK, naCcTpyKTOpa JIOK, MaccaskMCThI, peabUIUTOIOTU
[25].

TMon6upaeTcsa MHAMBUAYAIbHAS TPOTPaMMa 3aHSI-
TUS, BEIOMpaAIOTCs onpeneaeHHbie MeTonbl KHT, KoTo-
pble SIBJISIOTCS Y 60JIBHOT'O CaMbIMU 3(PHEKTUBHBIMMU.
ITpu BbIGOpE METOAMKY OPUEHTUPYIOTCS Ha BO3PaCT
Y SMOLIMOHAJ/IBbHBIN cTaTyC peb6eHKa, YUYUTHIBAIOT €ro
(busnueckoe pa3BuTHe ¥ 0COOEHHOCTM TeUeHMS 6OIe3HU
(ocnosxkHeHuUS U Ap.). B 3aBucumocTy oT o6bema 6poH-
XOJIETOUHOTO TIPOIlecca y Kakaoro 60JbHOTO 3aHSITUS
MOSKHO TIPOBOAUTD OJUH UM HECKOIBKO Pa3 B IeHb.
BpeMst oHOTO 3aHSTHS TaKKe Ha3HAYAeTCs] MHIVBU-
oyaJibHO: OT 15 10 45 MUHYT.

PALLIUM
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Kaxkwue 11e/i11 JOCTUTAIOT C TOMOIIIbIO KMHEe3UTepanmin:

¢ OCYIIECTBJISIETCS ApeHask OpOHXMATbHOTO IepeBa;

¢ BOCCTAHABJIMBAETCS ra3000MeH U BEHTUJIS IS
B JIETKUX;

¢ KYIMMPYeTcst GPOHXO0CIIa3M U OJIbIIIKA;

* YKpeIIsieTCsI AbIXaTeabHasl M 06I1ast MyCKyJIaTypa;

¢ YBEJIMUMUBAETCS SKCKYPCUS TPYIHOM KJIETKU;

* MOBbIIIAeTCsT GusnuUeckas paboToCrnoco6HOCTb;

¢ yJIy4dlllaeTcsl SMOLMOHAJbHbIN TOHYC.

B KHT He cy1iecTByeT 0gHOT0 «caMoro 3¢ heKTUBHO-
ro Metoma». HeT cucTeMHBIX 0030pPOB U GOJIBIINX HAY Y-
HBIX MCCeloBaHMIt Ha ATy Temy. [IpakTuKa nmokasaia,
YTO JIJI5T KaXKJOTO 60TbHOTO eCTh OJVH UJI HECKOIBKO
caMbIX 9P (HEeKTUBHBIX METOIOB, KOTOPbIE 11 HEOOXOIVIMO
MpeAJoKUTh B MPOrpaMmy 3aHSITUM. TexHMKa OUUCT-
KM IbIXaTeJbHbBIX My Tel — criel[MaabHasl AblXaTe bHasl
IMMHACTUKa, KOTOpast MOOMIM3YET U yaaaseT MOKPO-
TY, OCHOBaHa Ha 3aKOHaX (PyHIaMeHTaJIbHOI QU3UKMN,
I'UAPOAVMHAMMUKIM, aHATOMMUYECKOT'O CTPOEHM S JIETKUX,
a Takyke (QM3MOJIOTUM U MEeXaHUKMU AbIXaHUS.

O6bIvHO eskeHeBHbIe 3aHATHUsI KHT moma ocyitiecT-
BJISIET Mama MJIM ApyTye YJeHbl CeMbM, 3aTeM caMm Iia-
LIVIEHT BBITIOJIHSIET yIIPa>kHEeH M1, @ MaMa KOHTPOJIUPYET
u riomoraert. [IpeBapuTeIbHO X 00YUYAIOT KMHE3UTe-
parfeBTHI B ClIelMaan3MPOBAHHBIX IIeHTPaX.

Ha nmpakTuke MblI UCIIOJIb3yeM CJIeIyIOlie MeTO-
IUKU:

Knondmaccask - MeToaMKa MOCTYKMBAHMS/TIOKO-
JlauMBaAHUS U BUOPUPOBAHUS TPYAHON KJIETKU. DTOT
MeTO[, MPUMEHSIOT y MallMeHTOB MJIaIIero Bo3pac-
Ta. Y cTapuiux MOXHO MCIO/Jb30BaTh 3TOT IIpUeM Kak
JOTIOJTHUTEbHBIN K APYTUM METOAaM [ bIXaTeIbHO
ruMHacTUKU. DPdeKT MeTo1a IMOBBIIIAETCS TP BbI-
MOJITHEHU M €TO Ha TUMHACTUYeCKOM Msue, TaK Kak J0-
6aBJIsIeTCS AOTIOJIHUTEIbHAS BUOpAIMs OT MsTya.

JpeHa>kHbIE MOJIOKEeHUS TeJia — IeTU C YI0BOJIb-
CTBMEM BBITIOJHSIOT 3TH YIIpaskHeHMs. Heob6xogmumo
3aHSTH Olpeie/leHHOe MOJIoKeHMe TeJia Ha Moy U
B KpOBaTH, CAMOMY UJIY C TIOMOII[bIO MHCTPYKTOpa (Mn
MaMbl), BBITIOJIHSISI CIIOKOJiHOe AbixaHue. CMeHa I0JI0-
>KeHU S IPUBOAUT K TOMY, UTO MOKPOTa HAUMHAeT IO/ -
HUMAaTbCS U3 MeJIKUX IbIXaTebHbIX ITyTei B KPYITHbIE,
a 3aTeM 3BaKyMPYeTCs C TOMOIILbIO Kalls.

I[I3/I-Tepanus, nau gbIXaHUE C MOJIOKUTEJb-
HBIM (3KCIMPATOPHBIM) JaBJIeHMEM Ha BbIJOXe.
Vmo6HbIe HeOOJIBIIOTO pa3Mepa JbIXaTeJbHbIe TPEHA-
>Kepbl CO3Jal0T IMOJIOKUTEbHOE laBJeHe Ha BbIL0Xe
(ot 5 1o 10 MM BOAH. CT.). BbITOX C COMPOTUBIEHN-
€M CIoCO6CTBYET PAaCKPBITUIO AbIXaTeAbHBIX MyTe
B 3aKPBITHIX ¥ GJIOKMPOBAHHBIX JIETOUHBIX 06beMax
U B 1LIeJIOM TOBbIITaeT 3¢ (PeKTUBHOCTD IpeHasKa.
IaBjeHMe Ha BbIJOXE MOXKET ObITh MOCTOSIHHBIM (€T0
cospaet [IETT-macka uawu ITEIl-cucrema — Positive
Expiratory Pressure) ujiu nmpepbiBUCTbIM (CO3aeT
dnarTep).

AyTorenHsin apeHax (A]l) — BBITIOJTIHSIET caM
MalMeHT, KOTOPbIV JOCTUT IOHMMAaHUS TI0 BO3PACTy
Y MOXKET COTPYIHMNYATH C KMHe3uTepaneBToM. AJl — 3To

NMAAMATUBHAA 7‘
N XOCMUCHAA
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LIMKJ AbIXaTeJbHbIX ABUXKEHU, C TIOMOIIbI0 KOTOPbIX
MOKpPOTAa U3 CaMbIX HUSKHUX OTAEJ0B AbIXaTeJbHbIX
MyTeit MogHMMAaeTCs BbIllle, MOOMIM3YETCS B BEPXHUX
IbIXaTeJbHbIX ITYTSIX U 3aTeM YAAJISIeTCS.

AKTUBHBIN IIMKJ AbIXaHMUsI. JTO CIlela/ibHbIe Obl-
XaTeJbHbIe NBVKeHU I, KOTOPbIe TIOBTOPSIIOTCS IUKJINIHO
OIIVH 3a IPYTUM U PUBOISIT K MOOUIM3ALIVIN M3OBITOU-
HOT'0 KOJIMUeCTBA MOKPOTBI: KOHTPOJIb AbIXaHWS, 3aTEM
yIIpakHeHue JJ1s1 pacIiypeHysi TPYJHONM KJIeTKU U B IIPO-
IOIKeHUM TeXHMKA (PopcrpoBaHHOIO BbII0Xa. BBITTON-
HSITh TaKyI0 METOMKY MOTYT Mal[MeHThI 60jIee CTapIlero
BO3pacTa oA, KOHTPOoJIeM MeTOANUCTA, a 3aTeM, OBJIaJleB
€10,— B IOMAIIHUX YCTOBUSIX.

ArnmnapaTHble MeTOAbI B KMHe3uTepanuu. 11 ycu-
JIEHUS IpeHaskHOro 3(pdeKTa B AOMOTHEHNE PAa3HbIX Me-
TomoB KHT nmprmeHsII0TCS T.H. allliapaTHble MeTObl. B P®
B HACTOSIIIMI MOMEHT 3aperucTpupoBaHoO 3 anmnapara,
KOTOPBbIE aKTUBHO MPUMEHSIIOTCS Y NAl[IEHTOB C MYyKOBUC-
IMI030M. Bee 3 anmapaTta MMeIoT pas3/iMyHble ITPUHLAIIBI
BO3/IeIICTBUSI HA IbIXaTeJIbHYI0 CUCTEMY MallMeHTa, XOTs
1IeJIb Y HUX ofiyHaKoBas. [ToaToMy mmomb6upaTsb pubop
IOJKEH CHEeMaJNCT 10 KMHEe3UTepaIrni.

1. CucTeMa OUYMCTKY JbIXaTeJIbHbIX ITyTel C IIOMO-
1[I0 BBICOKOYACTOTHOV OCIIIJISIIUY TPYAHOM KJIEeT-
KU — 3TO CIel[MajabHOEe YCTPOICTBO, KOTOPOE COCTOUT
3 BO3AYIITHOTO KOMIIpeccopa (BMOPOIIepKyTOpa) 1 KMJIeTa,
KOTOPBIV BUOPMPYET CaM U IIPMBOANT K BUOPAIMY IPYIHYIO
KJIeTKY. ITpy 3TOM MOKpPOTa pa3kisKaeTcs, epeMelaeTcst
13 MEJIKUX JbIXaTeJbHBIX ITyTel B 60Jiee KPyITHbIe OPOHXM,
C IOC/IeAYIOIIEl 9BaKyalyelt U3 IETKUX C TIOMOIITBIO Kalllisl.
KoHcTpyKLMs mpegycMaTprBaeT TaKsKe CIelaabHbIN
OITOSICBIBAIOILMIA TIOSIC (BMECTO SKUJIETA), KOTOPbII ITpUMe-
HSIETCSI Y OCOOBIX TSIKEJIbIX MTAIIMEHTOB B ITOJIOSKEHMY JIesKa
WJIV CUS B KPOBATH, a TAK>Ke B peaHMMAaLVU. JKMUJIeThI
TIpe/ICTaB/IEHBI B Pa3HbIX pa3Mepax, JIETKO ITOI0MpaloT-
CS1 TI0 BO3pacTy peOeHKa 1 ero Becy, a TaKsKe MOTHOIIEHHO
nesuHGUIMpyTCs. Kak y 1060ro MeToa, MMeKTCS ITpo-
TUBOIOKAa3aHUsI, IO3TOMY ITlepBoe 3aHSITHE U COCTaBJIeHe
IIpOorpaMMBbl MPoBOAuT Bpad JIOK [27-29].

2. IuTpany/IbsMOHa/IbHASI MePKYCCMOHHAS BEHTU-
JSIOMA JIETKUX. DOTOT METO, IPUMEHSIeTCS y TTallIEHTOB
¢ MB B m060M Bo3pacTe, OT MJIaIeHIIeB 10 B3POCbIX.
Anmapar coctouT 13 mpubopa 1 Tak Ha3bIBaeMoro ¢a-
3UTPOHA (MM KOHTYPA) — CHeIMaJTbHOTO OTKPBITOTO JIbI-
XaTeJbHOTO KOHTYypa. MeTo[, 3aK/II0YaeTcs B TOM, UYTO
MaJIeHbKMe 00'beMbl BO3/1yXa MOJAI0TCS MAlMEeHTY IIpu
JIBIXaHUY C BBICOKOI PeryIupyeMoit 4aCTOTON U YIIpaBIIsi-
€MbIM OTHOCUTEJIbHO HU3KUM YPOBHEM JaBJIeHM S yepes3
KOHTYP. UHAVBUAYaTbHbIN PesKUM paboThbI TpMOOpa J0JI-
SKeH MOIOMPATh CIEIMAJACT.

C moMonIbI0 JaHHOM pecrMpaTOpPHON METOAUKHA J0-
CTUTAIOTCS CJIeyIoIIye Iesn:

* BOBJIeUEHME B Ta30060MeH BCEX CTPYKTYP JIETKUX,
yayureHue nyuddysun, packpbITHe «CIIaBIIVXCS» AJTbBEOT;

+ MOGMIM3AIMS Y BBIBOJ MOKPOTBI U3 repudepu-
YeCKMX OTJIeJIOB OPOHXMAIBHOTO JepeBa;

¢ yayuieHye 6poHXMaabHOr0 KPOBOTOKA, MUKPO-
UUPKYJISIIUNU U OKCUTEeHAI V.

3. OTkamauBaTtenb Uiy mHcybdbastop-
acniuparop. [Ipubop NpuMeHsIeTCs A yoaaeHu s
MOKPOTBI, HO TOJIBKO [IJ1S1 MAallMIeHTOB CO CHM>XKeHNEeM
MJIV OTCYTCTBMEM KalljieBOro pedJiekca, a TaksKe ecin
cnabas gpixaTeabHas MyCKyJlIaTypa miaoxo QyHKIMo-
HUpyeT. Takoe cOCTOSSTHNME TPU MYKOBUCLIMI03€ BCTpe-
4YaeTcs pellko, BO3MOXHO y KpajiHe TSDKeJsbIX MallieH-
TOB, HAaIIlpXMeD B PeaHMMALMOHHBIX CUTYyaluusIx. Metos
OCHOBAH Ha yJaJeHUY MOKPOTHI 3a CYET UMUTALUN
KaluieBoro Toinyka. Komrpeccop Harseraer rof 1oJjo-
KUTE/bHBIM JaBJIeH/eM BO34yX B MOMEHT BJIOXa U IIpU
BBIJTOX€ OBICTPO MEHSIET IaBjieHe Ha OTPpHUIIaTebHOe.
[Topava BO3OYIIHBIX MACC OCYILIECTBISIETCS MO AbIXa-
TeJIbHOMY KOHTYPY, KOTOPbBI OLHUM KOHLIOM IO KJIIO-
YeH K KOMIIPeccopy, a APYTUM — K Macke nalyeHTa uamn
MHTYOAIMOHHOI TPyOKe B CUTyAllUM PeaHUMaIUN.
Takast noouepenHasi CMeHa aBJIeHUSI CTUMYAUDPYET
MO HSITVIE MOKPOTBI U3 TepudepruuecKuX AbIXaTe b-
HBIX ITyTel BBePX B KPYIHbIe OPOHXU U TPaxXelo, 3aTeM
aBakywupyetcs [30].

[Iporpamma 3ausiTuit KHT BeicTpamBaeTcst Takxke
B 3aBUCHMMOCTY OT (GOPMbI MYKOBUCIIMA03a (CMeNIaHHas,
MIPeuMYLIeCTBEHHO C JIETOUHBIMY MIPOSIBJICHUSIMU U
MMpeMMyIeCTBEHHO C KUIIeUHbIMU IIPOSIBJIEHUSIMN),
a TaKkXe B 3aBUCUMOCTU OT TSDKECTU TeYeHU S (JIerkoe,
CpeaHei TSKeCTU UK TSKeaoe) U Gas3bl 060CTpeHus
unu pemuccun [31].

Bce pecniupaTtopHble TEXHUKM ObIXaHUS MOKHO
coueTaThb APYT C IPYrOM B OLHOM 3aHSITUM, YTO 3Ha-
YUTETBHO YCUIMBAET JieueOHbIN 3 (EKT 1 MOBbIIIaeT
SMOIMOHAJIbHBIN HACTPOI MalueHTa. 3aHsITHe CTaHO-
BUTCS HE TAKUM CKYYHBIM.

Ha cone TapreTHOI Teparuu MauyeHThbl JOIKHbI ITPO-
JOJDKATh IbIXaTeJIbHYIO0 TMMHACTUKY U IpeHa’X, HECMO-
TPS1 Ha MTOJIOKMUTEbHYI0 KIMHNYECKYIO IVHAMUKY [32].
[Tporpamma 3austuii KHT B TakoM ciiydae nepecMaTpu-
BaeTCs B CTOPOHY YMEHbIIIEHV S BpeMeHU Ha IbIXaTellb-
uble metonuku KHT, HoO ¢ yBennueHmeM hu3mMuecKUX
Harpy30K B CTOPOHY CIIOPTMBHOM aKTUBHOCTH.

Perynsipuas KHT momoraeT He TOJIBKO JIEUUTDb 060-
CTPEeHMS XPOHMUECKOT0 GPOHX0JIETOYHOTr0 ITpoIlecca,
HO Y TIPeAYTPEeKOATh UX, a B COUeTaHUN ¢ GU3UIECKUMU
YIIpaKHEHUSIMU U 3aHATUSIMU CIIOPTOM IOAJepXXMBaeT
XOpOoIyio GM3MUECKYI0 aKTUBHOCTb, TOBbIIIAET 3MOII-
OHAJIBHBIN TOHYC U B I1€JIOM Ka4eCTBO XU3HM 6OTbHBIX
MB. KuHes3uTepanus Ha3HavyaeTCs BCEM MNalMeHTaM
¢ MB ¢ MoMeHTa IMOCTaHOBKM AMArHo3a, B JID60M BO3-
pacTe, KaK C JIECTOYHbIMU ITPOSIBJIEHUSIMY 3a60/I€BaHNS,
TaK ¥ C KUIIEYHBIMY CUMITTOMaMM, TIO MHAVBUYaTbHOM
nporpamme [12].

MyKOAUTUKM
MyKOaKTUBHbIE IIperaparsl YCJIA0BHO 4eJIAT B HACTO-
sliee BpeM4 Ha [Be IPYIIIbl: MyKOJAUTUKN U peruppa-
TaHThI. K rpyImne MCTMHHBIX MYKOJUTUKOB, OCHOBHO
11eJIbI0 KOTOPBIX SIBJISIETCSI HOpMAJIn3aL s BA3K031aCTU-
YeCKMX CBOMCTB OPOHXMATbHOTO CeKpeTa, OTHOCITCS
reHHO-MHXXeHepHbIt MyKOJUTUK depMeHT JlopHasa



anbda, N-amleTMaIMCTEMH U aMOPOKCOJIa TUPOXJIO-
pup. [IpernapaTbl Ha OCHOBE TTOCJeHUX IBYX MOJIEKYJT
He JToKa3aJiy CBOero 3HaueHus npu MB B paHgomMu3u-
POBaHHBIX UccaenoBaHusIX. K rpyrire peruapaTaHToB
MJIV TUTIEPOCMOJIMTUKOB OTHOCSITCSI TUTIEPTOHMYEeCKUTA
pPacTBOP XJIOPU/IA HATPUS U UHTATSIIMOHHbIV MAHHUTOI.
OHM yBEIMUYMBAIOT BOTHYIO COCTABJISIIONTYI0 GPOHXMAIIb-
HOTO CeKpeTa, KOMIeHCUPYs JedeKT XJTOPHbIX KaHAJIOB,
006YyCJIOBJIEHHBIVI MYTalMSIMU B TeHe MYKOBUCIIMI034.

IlopHasa aibda — reHHO-MHKEeHEPHbI MYKOJUTHUK,
MpeACTaBSIONINIT 060/ peKOMOMHAHTHYIO YeJoBe-
yeckyio [THKa3y. JlopHasa anbda BbI3bIBAET TUAPOIN3
BHekJjieTouHoi [THK 1 paciueruieHne ee Ha 60yiee MeJIKe
(bparmeHTHI B THOITHOI MOKPOTE GOJIbHBIX, UTO 3HAa-
YMTeJbHO CHUKAET ee BSI3K0O3JacTUUeCKMe CBOCTBa
U yIyydlIaeT MyKOUMJIMAPHBIN KAUPEHC.

Bb1s10 TT0Ka3aHO, YTO MHTAISIIUY MYKOIUTUIECKOTO
Ipernapara gopHasa ajibda (pekombuHanTHas [IHKa3a
YyeJI0BEKA) YAYUIIAT QYHKIIMIO TETKUX Y CHUKAKOT
YaCcTOTY JIETOUHbIX 060CcTpenuii [33]. [lopHasa anbda
SIBJIsIeTCSl 6a3MCHOM MYKOJIUTUUYECKON Teparimeil mpu
MB, ¢ mpoTUBOBOCHAIUTEIbHBIM 3 (PeKkToM, 0becreun-
Bas 9 @eKT B TeueHMe CyTOK. [IpenapaT mpmuMeHsIeTcs
MHTAJISIIMOHHO B 03€ 2,5 MT B CYTKM; IIpU HEOOXOA M-
MOCTU Ha YCMOTpEeHMe Jieuallero Bpava — 5 Mr B CyTKU
(o 2,5 Mr x 2 pasa B IieHb uepe3 HebOyJiaiizep); XpoHuue-
CKUA TTOJIMTIO3HBI CMHYCUT — 2,5 MT' — C UCITOJIb30BaHMU-
€M YHVYBEPCAJIbHOM MHTASIIVOHHO CUCTEMBI C PYHK-
LMei MyJIbCUPYIOIIei ITogauy aspo30s mo 1,25 Mr =
1,25 M1 B KasKAbIii HOCOBOJI X0 B IOIIOJIHEHVE K OCHOB-
HOJ MHTAJISIUK Yepe3 HeOyaiizep 2,5 Mr.

B HacTosiee BpeMs nmanyeHTaM B PO gOCTYyIIHBI
IBa Ipernapara gopHassl anbda — ropHasa anbda o TH
«[Tynbmo3um» F. Hoffmann-La Roche Ltd, IlIeiiapus,
u nipenapat o TH «Turepasa» (AO «'EHEP1YMy»), Poc-
cus. [Ipenapat Turepasa — repBblii pa3paboTaHHBII
610aHaJIOr TOpHA3bI ajibda (HOMep PermcTpaoHHO-
ro ynoctosepenus: JITI-005537, nata peructpauuu:
23.05.2019). B pamKkax MHOTI'OLIEHTPOBOI'O MICCJIeJOBAHMS
YCTaHOBJIEHBI COTIOCTAaBMMbIE 3(DHEKTUBHOCTD U ITPO-
(unp 6e30macHOCTY 060MX IIPEIapaToB Al CUMIITO-
MaTM4YeCcKoi Tepanuy mauueHToB ¢ MB [34].

B KOMIIJIEKCHYIO Tepanuio 6pOHXMaIbHOI 06CTPYK-
LMY HapsIoy ¢ JOPHA30i1 aibda BKAYEHO NpuMeHe-
HMe ruIepToHmdeckoro pactsopa (I'P) xmopuaa HaTpuUs
(NaCl) B koHueHTpauu ot 3 1o 7% [35]. B PO I'P no-
CTYIIEH MalyeHTaM B BMUe pacTBopa 3-5-7%, nmpous-
BeJIeHHOTO B alITEYHOl CeTU C TPOMU3BOJACTBEHHBIMU
otmenamu. [0TOBBIN HO3MPOBAHHBII pacTBOp ¢ fobGaBie-
HMeM T'ManypoHoBoi KucaoThlI (I'K) — runepToHMuecKmit
pacTBOp HATPUS XJIOpUAA 7% C TMaJypoOHATOM HaTpUS
B P® 3aperucTpupoBaH B Bue MeIUILIMHCKOTO U3Jensl,
a He JIeKapCTBEHHOTO CPeJCTBa.

JlekapcTBeHHbIN nTpenapat ¢ MHH «MaHHUTO», BBIITY-
CKaeMbIit B hopMe T03MPOBAHHOTO MTOPOIITKA JJIST MHTaJISI-
uuii (TH «bporxuTon-®apMakcucy) IBseTcs CaxapHbIM
CIIMPTOM eCTeCTBEHHOTO TTPOUCXOKAeHMsI. MaHHUTOJ —
9TO OCMOTHYECKMUIT areHT, KOTOPbIi ObIT M3YUEeH B Ka-
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YyecTBe CyXOro Mopoiika B popMe 3-MUKPOHHBIX cdep
LIS OITUMAJTbHOM MHTISILIIUY Yepe3 YI0OHbIi OHOpa-
30BbII MHTAJSITOP AJIsI malMeHToB ¢ MB (OH BbigaeTcs
Ha 7 JHeli, 3aTeM 3aMeHSIeTCSl Ha HOBbII). VIHTaJISIIMOHHbBIN
MaHHUTOJ MIPUMEHSIIOT KaK CAMOCTOSITeIbHbII MYKOJIN-
TUK, TaK ¥ B KaueCTBe KOMIIJIEKCHOM MyKOJIUTUYeCKO
Tepanuy BMeCTe C MHTaISILIUsIMU JOpHa3bl ajibda [36].
Nuransumonnusiit MHH «manuuTon» (TH «BpoHXUTON-
®apmakcucr) HazHavaeTcs 1o 400 mr (10 karcyi mo 40 mr)
2 pasa B JieHb, COTJIACHO MHCTPYKIIMM B KOMILJIEKCE C TIpe/I-
BapUTeJIbHOI MHTAJISILMEe GPOHXOTIUTIKA KOPOTKOTO
nericTBus. Bcem naiieHTaM ¢ MB niepen Ha3HaueHUEM
MaHHMTOJIA 06s13aTeTbHO TTPOBOAMTCS TECT Ha IepeHo-
cumocTsb (BIDA - Bronchitol Inhaled Dose Assessment).
MuHMMaIbHOE BpeMSsI MHTAJISIIMY MAaHHUTOJIA COCTABJISIET
5 MUHYT, MaKCUMaJIbHOE — 12 MUHYT, UTO SIBJISIETCS TIpe-
MMYIIECTBOM IepeJ MHTISIUSIMY ¢ HeGy/1aiisepHbIMU
pacTBOpaMM, KOTOpPbIE TPEOYIOT OOJIBIIIEr0 BpeMEeHM JIJIsT
TOJTyueHM s IMOJTHOM A03bI ITperapara.

AHTH6HOTHKOTEpanua

C poskaeHus 60ybHbIe MB mpepacroioKeHsl K pas-
BUTHIO GaKTepUaIbHOV MHBEKIY AbIXaTeTbHbIX Ty Te.
B ee ocHOBe JIeKUT 6MOJIOTMYUECKIMIT MEXaHM3M, CBSI3aH-
HBII C TeHEeTUYECKY 00YC/IOBIEHHBIM Ie(DeKTOM CHHTEe3a
CFTR. BupycHast MHQEKIINS TOBBIMIAET PUCK M OOBITHO
YCKOpSIeT pa3BUTHeE 6aKTepUaJIbHOM MHPEKIMN.

OcTpble ¥ XpOHUYECKIMEe MHPEKIMI TbIXaTeTbHbIX ITy-
Teit y mogeit ¢ MB BbI3bIBAIOTCS GOJBIIMM KOJMYECTBOM
MaToreHoB, Cpeau KOTOPBIX HanboJsee pacpocTpaHe-
HbI Staphylococcus aureus (KaK MeTUIIUITMHYYBCTBY-
TeJIbHBIN, TaK ¥ METULMJIIMHPE3UCTEHTHLIN S.aureus)
u Pseudomonas aeruginosa. Ipyryue rpaMoTpUIIaTeb-
Hble 6aKTepuy BKIoUaloT Burkholderia cepacia complex,
Stenotrophomonas maltophilia u Achromobacter species,
KOTOPbIE CBSI3aHBbI C YXYAIIEHNEM VICXOIOB Y JIIOIEN, CTpa-
JaIIMX XPOHMYECKO MHPEKIIMEe STUX OPraHM3MOB
[37]. OueBMOHYIO KIVMHNYECKYIO 3HAYMMOCTD NPHodpe-
TalOT HeTyOepKyJie3Hble MUKOOAKTepPUM, IPpUOBI poma
Aspergillus. TIpy MB, Kak ¥ Ipy APYTUX XPOHUUECKUX
3a00/IeBaHMSIX IBIXATEIBHBIX ITyTEl, AaTUITMIHBIE MUKO-
6aKkTepuu MOTYT BbI3bIBATh KIAMHUYECKY 3HAUMMOE T10-
BpEXJeHMe JIErKMX U TPYLHO O AAI0TCS JeueHnIo [38].

[J1s1 BBISIBJIEHMST HOBBIX MHGEKIIMIA U IPUHSITUS pe-
TIIEHMII O JIEYEeHUY PEryISIPHO MMPOBOIUTCS MUKPOOMOJIO-
rmyecKoe uccaeqoBaHNe CeKpeTa AbIXaTeJbHbIX ITyTe.
Ha panHux cragusx nvHGUIMPOBAHMS MTaTOTeHAMMU,
BKtouas P.aeruginosa, He3aBUCUMO OT HaAUYUS MU
OTCYTCTBMUS CMUMITTOMOB, ITPOBOJMTCS IieJIeHaIIpaBJIeH-
Hasl Tepanus C 1eJIbI0 YHUUTOKEHUS TUX MaTOTeHOB
B bIXaTeNbHBIX NYTAX [39]. [lonaepkuBaolas Tepanmns
VHTaJISIMOHHBIMM aHTMOMOTMKAMM TI0Ka3asia CBOI (-
(bexTUBHOCTD TPU XpoHMUecKoi nHbeKku P.aeruginosa
U CUMTAETCs CTaHgapTom jevenus [40].

Bri6op aHTMOMOTHKA TpU MB orpefensieTcss BUIOM
MMUKPOOPTAHM3MOB, BbIZE/IsIeMbIX U3 OPOHXMAJIBHOTO
cekpeTa 60JIbHOTO, M UX UYBCTBUTEIbHOCTHIO K aHTH-
OMOTUKAM.

NMAAMATUBHAA 7‘
N XOCMUCHAA
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B HacTosiiiee BpeMsI He BbI3bIBA€T COMHEHMSI TOT (DAKT,
YTO MPOAOJIKUTEBHOCTD KM3HY U ee KaueCTBO Y 60JIb-
HbIX MB 3HAUMTEIbHO YTYUIIVIINACH C TOSIBJIEHVIEM HOBBIX
AHTUOMOTUKOB, aKTUBHBIX ITPOTUB P.aeruginosa (aMuHo-
[JIMKO3MIOB, IEHUIIMJUIVHOB, 11e(aI0CTIOPUHOB TPETHETO-
YeTBEePTOro IMOKOJIEHN, PTOPXMHOIOHOB, KapOarieHEMOB),
MpMYeM He TOJIbKO MX BHYTPUBEHHBIX GOPM, a U [IJIs MHTa-
JISIIVIOHHOTO BBeIeHMSsI. PeKOMeHTyeTCsT OMHOBPeMeHHOe
HasHaveHue 2-3 MPOTMBOMMUKPOOHBIX IIPENapaToB U3 pas-
HBIX IPYIIII, UTO IIPEAOTBPAIIAET PA3BUTHE YCTONUMBOCTY
P.aeruginosa vt criocO6CTBYET TOCTVKEHUIO MaKCYMAaIbHOTO
KHIYeckoro addexra (dpaavkaryu P.aeruginosa) [2, 25].

AHTHUGMOTHUKOTEpanuio MB mpu BeiceBe 13 GPOHXMU-
aJIbHOTO cekpeTa P.aeruginosa mpoBOJsT B CAeIYIOMUX
cayvasx:

* TIpu 060CTpeHU GPOHX0JIETOUHOrO MTpoliecca;

* IIpU TIePBOM BBICEBE M3 MOKPOTHI P.aeruginosa
C I[eJIbI0 TIPeIYTIPEKAeHMS PAa3BUTHUS XPOHMUECKOI
CUHETHOIHOI HpeKuun;

* IIPY XPOHUYECKOI CMHETHOMHO MHMEeKIHA C 1e-
JIbIO TIpEYIIPEXIEHMS IPOrPeccCpoBaHMS GPOHXOIe-
TOYHOTO ITpoIrecca.

BoNbIIMHCTBO aHTUOMOTHUKOB, TPUMEHSIEMBbIX IS
JIeUeHM ST CMHETHOMHOM MHMEeKI MK, BBOAST MapeHTe-
panbHO (Yallle BHYTPUBEHHO) U/WUJIU UHTASALMOHHO.
K MHTaNIAIMOHHBIM aHTUOMOTUKAM, IPUMEHSIEMbIM
B Poccuim, OTHOCSITCS MHTAISIIMOHHBIE TOOPAMUIIMHBI
U KOJMCTUMeETAT HaTpus. [TogmepskmuBarmast aHTU-
OMOTMKOTEpAIys STUMMU Ke IpernapaTaMu y 60JIbHbBIX
C XpOHMYECKOI KoNoHM3auueii P.aeruginosa MoskeT Tak-
5Ke CITOCOOCTBOBATh CTAOMAN3AMY QYHKIIUM JIETKUX
Y CHU3UTDb YaCTOTY 000CTPEHMIA.

Teuenne nHb ek, BbI3BaHHON Burkholderia cepacia,
nipu MB pa3sinuHo. IIpuban3uTenbHo y TpeTr MHOUIIK-
POBAHHBIX 6OJIBHBIX BO3HUKAIOT YaCThle 060CTPEHMS
OGPOHXO0JIETOYHOTO ITPOIlecca, Ppa3BMBaeTCs TaK HAa3bl-
BaeMblii cepacia-CUMHIPOM, IPOSBIISTIOIIMIAICS QYIbMU-
HAHTHOM ITHEBMOHMEN, CeNTULIEMUEN, 4aCTO C IJIOXUM
IIPOTHO30M, Y IPYTUX OHA, BUIMMO, He BIMSIET HA Te-
yeHue 3a60eBaHMSsI.

IJ1st Tepamnuy naiyenTa ¢ MyKOBUCIMIO30M C BbICe-
BoM Burkholderia cepacia complex, Kak pu TepBUYHOM
BbICEBE, TaK U JJis JieueHusI 060CTpeHM I 6GPOHX0JIerou-
HOTO ITpollecca, peKOMEeHI0BaHO OTAaBaTh MpeIo-
yTeHMe KOMOMHALIMY U3 TPeX MpenapaToB (Kak 6oJee
3¢ peKTUBHOIT), KYypCOM OT 3 HeJlesIb U 60Jiee, a TakKxKe
KOMOMHMPOBATh BHYTPUBEHHbIN U MHTAISIIVIOHHBI’
/WY TIepOPaJIbHbII TYyTh BBeAEHMSI aHTMOAKTeprasib-
HBIX IIpernaparos [2, 25].

[Tpu Ts5RKE7I0M 060CTpEHNUM OPOHX0JIETOYHOTO MTPO-
1ecca, BeI3BaHHOM Burkholderia cepacia, peKoMeH-
IOoBaHa KOMOMHALMS U3 ABYX UM TPeX aHTUOUOTHU-
KOB (Hampumep, GTOPXMHOJOHBI + 11edasoCIOpUHBI
TPEThEro-uyeTBEPTOro MOKOJIEHMS MM KapbarieHeMbl
wiy xjaopaMpeHuKos + nedprasugum). lHedbrasmuanum,
MepOIleHEM, MMUTIeHeM, IMUITPOQJIOKCAIIMH ITPUMe-
HSIIOT B 103aX, PEKOMEH/IOBAHHBIX JJIsSI CMUHET HOMHOM
MHQPEKIUN.

B ciiydae HeTsIsKeI0r0 060CTPeHMST pEKOMEeHJOBaH
MpueM BHYTPb XJ0paMdeHnKoIa, KO-TPUMOKCa30Jia,
TOKCUITMKIVHA, UHTAASIUNU edTasuanma.

MpoTuBOBOCNaAUTEeAbHasA Tepanuna

Kak 6b1J10 CKa3aHO BbIIIE, XapaKTEePHOI 0CO6GEHHO-
CTBI0 6GPOHX0JIETOYHOTO Tpoliecca mpu MB 6biBaeT upes-
MepHasl BOCITa/IMTeIbHas PeaKk s, COIPOBOX A0 AsICs
IIOBBIIIEHHBIM CMHTEe30M IIPOBOCIIAIMTEIbHBIX JUTO-
KMHOB U BbIPaykeHHOI HeMTpoduibHOM MHOUABTpAI K-
eii. B cBS13M C 3TUM NPOTUBOBOCIIANNUTEIbHAS Tepanms
nmpuo6peTtaet npu MB 60/bilioe 3HaUEHKE.

Yaie B KaueCTBe IPOTMBOBOCIIAINTEIbHBIX IIpera-
paToB IPMMEHSIOT MaKpOoayuabl (A3UTPOMULIVH U KJIa-
PUTPOMUIVMH) U CUCTEMHBIE TTTIOKOKOPTUKOU b, OJIN-
TeJIbHO B aJIbTEPHATUBHOM PeXJMMe, C MUHMMaJIbHbBIMU
JIO3MPOBKaMM [2].

MankpeaTnueckne GpepmeHTbl, XKMPOPACTBOPUMbIE
BUTaMMHHDbI U SAEKTPOAUTDI

3aMeCTUTEJNIbHYIO Tepanunio MaHKpeaTUuyeCKUMU
dbepmentamu (MHH «ITaHKpeaTuH»), B BUAE MUHU-MU-
Kpocdep, ¢ pH-uyBCTBUTENBHBIM ITOKPBITHEM 6€3 Me-
TaKPUJIOBO KMUCJIOTHI B COCTaBe, BHYTPU XKeJIaTUHOBOM
KarICy/Ibl MM 6e3 Hee, peKOMeHI0BaHO Ha3HAYaTh BCEM
nainyeHTam ¢ MB, BkItouasi HOBOPOXI€HHBIX, UMEI0-
VX KIMHUYECKNe IPOSIBJIEHMSI KUILIEUHOTO CMHpPOMa
MU HU3KYI0 KOHIIeHTpalMio TaHKpeaTuueCckoii aj1ac-
Tasbl-1 B kase [25]. Munu-muxrpocdeps (TH «Kpeon
MUKPO», «<Kpeon 10000», «Kpeon 25000» nnmn «KpeoH
40000») IBNSIOTCS TIperapaTamMu repBoro psifa y 601b-
HbIX MB.

[Ton6op 003 maHKpeaTuueckKux epmMeHTOB 60JIb-
HbIM MB 0CyIIeCTB/ISIOT MHAMBUAYAIbHO. Y GOJIbIINH-
CTBa MallMEeHTOB [103a AOJDKHA OCTABAThCS MEHbIIIe NN
He npesbimaTh 10000 E]I mo numa3e Ha 1 KT Macchl Tesia
B cyTky miau 4000 E[T Ha 1 r moTpebaenHoro xkupa. O no-
CTATOUHOCTH T03bl MOKHO CYAUTH MO KJIMHUYECKUM
(HOpMasM3alys YacTOThI M XapaKTepa CTyJa) 1 1abo-
pPaTOPHBIM (B MeaJie MCUE3HOBEHME CTeaTOpeu U Kpea-
TOpeu B KOIIPOTrpaMMe, HopMaanu3anus KOHIeHTpaumn
TPUTINLIEPUIOB B TUIIMIOTPaMMe CTYJIa) TToKasaTeIsiM
[2, 41].

Vcronb30BaHKe MUHU-MUKpOchepuueckux GpepmeH-
TOB IT03BOJISIeT 60JIbHBIM MB HaXOAUTHCS HA BBICOKO-
KaJIOPUITHOI gueTe ¢ coXpaHeHueM Qu3MoI0TuueCcKoi
HOPMBI XXUPOB. /i1 6071bHBIX MB, He TTOJIyYaIOmMX
TapretHylo Tepanuio mopyastopamu CFTR, pekomeH-
JIOBAHO yBeJIMYeHMEe CYTOUHOT0 TTOTPEeOIeHNS KaJIopuit
1o 120-150% mo cpaBHEHMIO C HOpMaMM [0 BO3PacTy,
MPOTOPIMOHAIbHOE YBeJINdYeHNe MoTPe6IeH S BbICO-
KoKauecTBeHHOro 6eska (20% OT CyTOUHOTO KaJiopa-
ka) ukupa (35-40% OT CyTOUHOTO KaIopaska) C 1ebI0
noaaepsKaHus afeKBaTHOTO HYTPUTUBHOIO CTATyCa.

OpHako faxke 3aMeCTUTeNbHAs ITaHKpeaTnuueckast
Tepanus He B COCTOSTHMYM HOPMaJin30BaTh HeJOCTauy
SKMPOPACTBOPUMBIX BUTAMMUHOB. VIMEHHO TTO3TOMY
>KUpopacTBopuMbie BUTaMuubl A, D, E, K 1 -kapoTux



cnenyet NO6GABISATH K IAIIE eKeJTHEBHO BCeM O0IbHBIM
MB c naHKpeaTuyeckoil HeOCTaTOUHOCThIO. [TalneH-
TBI C COXPAHHO GQYHKIMET MTOIKeTYI0UHO JKeje3bl
00s13aTeJIbHO JOJIKHBI [OJTYUYaTh JOMOJTHUTEIbHO BU-
TamMuHbl E 1 D.

BosIbIIMHCTBO 60JbHBIX MB HYXXIaI0TCST B TOTIOJI-
HUTEJbHOM BBeIeHUMU 3JIeKTPOJUTOB (Kaaus XJIOPUI,
HaTpus xjaopun). IIoTpe6HOCTh B HATPUM (TIUILEBAS
COJIb) BO3PAcCTaeT BO BpeMsI 000CTPEeHMSI IETOUHOT'O
Ipoiiecca, Ipy TMnepTepMun, rmoanudekasnu, B ycjio-
BUSIX KapKoro kiaumarta. Oco60oro BHUMaHUS TPeOYIOT
JIleTu paHHeTo Bo3pacTa (A0 2 JeT), Y KOTOPhIX MOXeT
pasBUTBLCS NICeBOOCUMHAPOM bapTTepa (conbTepstonias
dbopma MB), xapaKTepuU3yIOIIMIiCSI pe3KUM CHIUKEHMEM
3JIEKTPOJIUTOB (KaJIMsl, HATPUSI) U MeTaboJIMIeCKUM
anKano3oM. be3 cBoeBpeMeHHOV KOppeKI UM Takoe
COCTOSTHME MOXEeT 0Ka3aThbCsl (paTaJbHBIM. B Kask oM
KOHKPETHOM CcJIyuae cjiefyeT MHAUBUAYAJIbHO MOI0M-
paTh J03Y JIEKTPOJUTHBIX paCTBOPOB IOCJIE NOTIOTHU-
TeJpHOrO 06cIenoBaHus [2, 25, 41].

Tepanusa renato6uamapHon cucTembl

[lesib KOHCEPBATMBHOM Tepanuy Npu MOpakeHuUn
reveHy — YJIYUIIUTb peoJioTuueckye CBOMCTBA U Tac-
CaXk XXeJTuM, U3SMEHUTH COCTAB SKeJTYHBIX KUCJIOT. EnuH-
CTBEHHBIM 3TUOTPOITHBIM JIEKAPCTBEHHBIM MTpernapaToMm,
JOKa3aBIIMM CBOIO 3(p(PeKTUBHOCTh BO MHOTMX paH-
IOMM3MPOBAaHHbBIX UCCAeAOBAHUSIX, CIYKUT ypCoes3-
OKCMXO0JIeBasi KMCJIOTa, yayydlllawlas IpoaBuKeHe
SKeJTUHBIX KUCJIOT 32 CUeT CTUMYJISIIIMY 6OraToro 6uKkap-
6oHaTaMM XerueoTaeaeHNsI. IMeHHO 9TOT MeXaHU3M
BaykeH AJISI KOppeKI MU HapyIlIeHnli B medeHy npu MB,
KOT[1a XKeJIYHbIE TIPOTOKY 3a0UTHI BI3KMM CEKPETOM.
Ilo3upoBKa npernapaToB YPCOIe30KCUX0AeBOI KUCTOThI
(BBIMTYCKAKOTCS B BUJIE KATICYJT MJIV CUPOTIA) PACCUUTBI-
BaeTcs Kak 15-30 MI/KT B CYTKHU (I IeTeil C Maccoi
Io 34 kr) [25].

PaguKkaabHbIi MeTO TeueHust 607bHbIX MB ¢ nup-
pPO30M MeUeHU U MOPTaJbHON TUIIEePTEH3UeNl — 3TO
TpaHCIUIAHTAIMS TTeUeHM, KOTOpasi MoKa3aHa 60JIbHBIM
C TepMMHAJbHO CTaauel ee mopakeHus, HO C OTHOCU-
TeJIbHO COXPaHHOJ JIerouHoi GpyHKIMeii. B Poccuu nep-
Bas nepecajka nmeueHu 60apHoMy MB 6bliia IpoBeieHa
B 2013 1. [To panHbIM Peructpa PO, B cTpaHe npoBeieHO
17 TpaHcaHTaL Mt HeYeHy 1 14 yeloBeK U3 HUX ObLIu
SKMUBBI K ssHBapio 2022 ropa [5].

TpaHcnAaAHTaUUA AEerKUX

[To cpaBHEHMIO C IPYTUMMU BUAAMMU TPAHCIUIAHTALIUA
COJIMIHBIX OPraHOB 06J1aCTh AE€TCKOM TPaHCIIaHTAIUN
JIETKUX SIBJISIETCSI OTHOCUTEJIbHO HOBOJM. C TeX Mop KakK
B 1980-x romax 6blja IpoBeAeHa IepBast TpaHCIIJIaH-
Talus IeTKOT0 y ieTel, B HacTos1ee BpeMs 9Ta Mpak-
TMKA pacIIMPUIacCh U €KeroJHO BBINIOJHSIETCs 6oJiee
100 TpaHCIUIAaHTAL M JIETKUX Y AeTel, mpu 3ToMm 90% Ta-
KMX TpaHcItanTauui npoucxonut B CIIA mnu EBporne
[42, 43]. TpaHCcIJIaHTALU M JIETKUX Y AETEN TPOBOAUTCS
MUCKJIIOUMTEIbHO TIpU 3a001€BaHMUSIX JIETKMX B KOHEU-

PALLIUM

Ne2,2024 | MOMOLLb 27

HO cTaauu, IIpyU 9TOM Hanbojiee pacipocTpaHeHHbIe
IOKa3aHMs 3aBUCST OT BO3pacTa, BKIOUYas JIETOUYHYIO
TUIePTEH3UIO Y IeTei MIale 5 JIeT U MYKOBUCIIVI03
y meteit crapie 5 et [15, 44].

B 2012 r. BriepBblie B Poccun npoBeeHa rocjaenoBa-
TeJbHas IBYCTOPOHHSISI TPAHCIIJIAHTALIMSI JIETKUX I BYM
60sbHBIM MB ¢ XpoHMYeCKOI TuIepKamnHmuieckoit IH,
a B 2015 r.— 60mbHOMY MB ¢ XpOoHMYECKUM MHOUITUPO-
BaHueM B.cepacia. B 2016 . B HUM TpaHCIJIaHTOJIOr UM
um. B.M.IllymakoBa (akazemuk C.B. 'oTbe) ycrienrHo
MIpOBeieHa IBYCTOPOHHSIS IepecaiKka JIErKUX pe6eHKy
OT B3pOCJIOTO IOHOPA, YTO, HECOMHEHHO, CTaJIo MPo-
PBIBOM B OTeUeCTBEHHOI MeuIlMHe, TaK KaK MHOT /e
60sibHBIE MB eTy Hy>K1al0TCS B TAKOM PagMKaIbHOM
MeTOJle COBPEMEHHOTO0 JIeUeHUSI.

TpaHcmyIaHTAL S TETKUX MOXET YBEJIUUUTh MPO-
IOJKUTENbHOCTD XXU3HU U YAYUIIUTD €e KaueCTBO
y 60JIbHBIX MB, IIpaBMJIbHO OTOOPAHHBIX IJIST JaHHO
onepauuu. ITo ganueim Peructpa PO, B cTpaHe npoBe-
JIeHO 53 TpaHCIIJIaHTal VM JIETKUX U 38 uesloBeK U3 HUX
6611V )KMBBI K sTHBapio 2022 roga [5].

NManAnaTuBHaA NOMOLLBL NPH MYKOBUCLUAO3E

MB npecTaBisieT co60i 60bINYIO TPO6IEMY B ITaI-
JIMaTUBHOM TTOMOIIY U3-3a MYJABTUCUCTEMHBIX OCJIOX-
HeHMi1 3a60J1eBaHMSI, CJIOKHBIX CX€M JIEUeHM S, ICUX0CO-
1[1MaJIbHOTO BO3/1eCTBUSI, CBSI3aHHO C HUM U30JSLIUN
OT CBEPCTHMKOB M YHUKAJIbHOI B3aMMOCBSI3Y C TPaHC-
TJIaHTalMel 1erkux u neuenu [45]. IIockoabky 6071b-
IIMHCTBO MAaIlMeHTOB MOJIaraloTCs Ha KOMaH4y TOMOIIIU
npu MB, KOOpOAMHUPYIOIIYIO UX JieyeHe (peub UIeT
0 MYJIBTUAUCIUIIIMHAPHON KOMaHe MeAULIMHCKUX
CITeIMaJICTOB ¥ BCIIOMOTaTeJIbHOTO IlepcoHasa, pabo-
TaOUMX B [IeHTPe MYKOBUCLIMI03a), DOHA MyKOBUCIIU-
nmo3a CIIA (CFF) pekoMeHyeT, YTOOBI KasKIblil UIeH
KOMaHbI TToMoILy npu MB yyacTBOBaJI B OKa3aHUM
nepBUYHOI nanauatuBHoi nomoinu (II1IT) cBoum ma-
IIMeHTaM. DTO BK/IIOUaeT B cebst MPUHIIAIIBI YIIPaBAEHUS
MpOrpeccupoBaHMEM CUMIITOMOB, YyMEHbIIIEHU S CTPa-
JaHUI TallieHTa U YBaXKeHUsI UHOVBUIYaIbHbIX 11eJeil
B MOMEHT ITOCTAHOBKY IMarH0o3a U Ha MPOTSIKeHUU BCei
sku3HU. CenyuanaucTbl JOKHBI MMeTh BO3MOXHOCTb
006pPaTUTHCS B CTYKOY crienaa3ypoBaHHOI Mmajin-
atuBHOI nmomounu (CIIIT), korma aTa MOMOIb BEIXOAUT
3a paMKM KOMIETEHIUY UJIU CJIIOXKHOCTU OCHOBHOM
KOMaH/bl. B HelaBHeM MCCIeI0BaHUY, IPOBEJEHHOM
B 2020 ropy, rpyria u3s 6ojee uem 500 ueI0BeK, BK/IIOUAS
nioneii ¢ MB, nuil, oCyuecTBASIOMIUX YXO/, 32 HUMMU,
Y VX MEIUIIMHCKMUX PAOOTHMKOB, OTIpe/ieiniia HeCKOJIb-
KO OCHOBHBIX HOTPEOGHOCTEN B IaIJIMaTUBHOI ITOMO-
1M, BKJIIOYAst TIOMOIIb B CBSI3Y CO CJIOKHOCTBIO CXeM
JleyeHM s, SMOLIMOHATbHYIO MO ePKKY, YIIpaBaeHMe
MCUXUYECKUM 30POBbEM U PYKOBOJICTBO B IIpollecce
COBMECTHOTO IIPUHSITHUS pellleHui1 pu 3ab6arospe-
MeHHOM IJIaHMPOBaHUM yXoza [45].

YToObl JIyUllle ONPeIeTUTh 3TU OTPEOHOCTM HA VH-
nuBuayajsbHoM ypoBHe, CFF Tak:ke pekomeHayeT uC-
MOJIb30BaTh CTAHAPTU3UPOBAHHYIO MHTETPATUBHYIO
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IIKaJTy OLLeHKYM pe3yJIbTaTOB Na/UIMaTUBHON MOMOLIN
HauMHag ¢ 12 jieT, eXXerogHO ¥ TP JOCTVMKeHUU TaKUX
BeX 3a60/1eBaHMsI, KaK MU3MEHeHMe CTeNeHN TSKeCTH
iy GYHKIMOHATbHOE CHIDKeHME [46].

Cpenyt Bce 60J1e€ CJIOKHBIX CXeM JIeUeHM ST MyKOBUC-
1un03a 3bdeKTUBHBIN TyaleT Jerkux (KMHe3UTeparnms)
OoCTaeTCsl KpaeyrojbHbIM KaMHEM Tepamnuy, KoTopas
yMeHblIIaeT CMMIITOMaTN4eCKOe IIPOrpeccupoBaHye
MB u 3ameisieT CHUKeHe QYHKIUM JIETKUX C Teue-
HueM BpeMeHM. OfHAKO 3a 3TU IpeUMYIeCcTBa IPUXO0-
OUTCS IJIATUTh 3HAUNUTEIbHbIe BpEMEHHbIE 3aTPaThl,
TIOCKOJIBKY MHOTMM TaiiueHTam ¢ MB Heo6xommumo exke-
IHEBHO MPOBOAMUTH B CpeHEM 2-3 yaca 3a AbIXaTeslb-
HBIMU Ipouenypamu [47, 48]. XoTs1 3TO OUeHb BaKHO
DTS TIpeloTBpaleHst GyHKIMOHAJbHOTO CHUKEHMS,
HEBO3MO>XHO OLIeHUTh, KaK COBOKYITHbIE THICSUM YaCOB,
KOTOpBIe yesioBek ¢ MB npoBoguT B mpouecce nposefe-
HMS TyaJleTa JIerKuX, MOTYT IIOBJIMATh Ha colyaan3a-
LI}10, IMYHOCTHBIN POCT, yCIIEBAEMOCTb ¥, B KOHEUHOM
cyeTe, BO3MOXHOCTY TPYAOYCTpoiicTBa. [Io3TOMY BaskKHO
cbamaHcupoBaTh Ppu3MUecKue MPeuMyIecTBa u Mcu-
XOCOIMaJIbHOE 6peMsl STUX PeKMMOB, YTOOBI CO34aTh
KaK MO’KHO MeHee OrpaHMUMTe IbHbI PeSXXUM, YIy4IIUB
KaueCcTBO )XM3HU NalleHTa.

Bce 6oJibllle TaHHBIX TTOITBEPKAAIOT CBSI3b MEXLY
XPOHMYECKUM 3a00JIeBaHMeM, TPEBOTOI U Jerpeccueii
[49]. TlTosTOMY HEeyIUBUTENBHO, UTO PACIIPOCTPaHEH-
HOCTb 3TUX CONYTCTBYIOIIUX COCTOSIHUIA BbIILIE Y JIIOEN
C MYKOBUCLIMA030M (9-46%) M 11, OCYLIeCTBIISIOLINX
yxon 3a Humu (20-35%), 1o cpaBHEHUIO ¢ 061l rmomy-
nstimeii [50]. Takye BbICOKME TTOKA3aTe i TPEBOTU U Jie-
Mpeccuy MoJUepPKMBAIOT BaXKHOCTh CKPMHMHTA B 00emx
rpynnax, npuyeMm 9-nosuumMoHHas mkaaa OnpocHuKa
3nopoBbs nauverTa (PHQ-9) u 7-nosunmnonHas nka-
sa ['eHepann30BaHHOrO TPEBOXKHOTO PACCTPONCTBA
(GAD-7) npenjaraloT 6bICTPbIE, IPOBEPEHHbIE Bapyi-
aHTBI [JIs1 pEKOMEHyeMOIl eXXero4HO OLleHKH [46].
[IpaBuibHOE yIpaBJ/ieHME IICUXMUYECKUM 340POBbEM
MMeeT OYeBUAHBIE TIOCTeICTBUS IJ1s1 pa3BUTUS 3a60i1e-
BaHM S, [IOCKOJIBKY TPEBOTra M IelIpeccys TECHO CBSI3aHbI
KaK C IPUBEPKeHHOCTDIO JIEYeHMI0, TaK M C KAUeCTBOM
SKM3HU, CBSI3aHHBIM CO 340poBbeM [51, 52].

HecmoTps Ha 3HAUUTEJIbHBIE JOCTUXEHUS B 06-
nmacTtu eueHust MB, KiiMHMUYecKoe TeueHue 3a6osie-
BAHMS y OOJIBIIVHCTBA MMALEHTOB XapaKTePU3yeTCs
yxynieHneM QYHKIMM JeTKMUX M B KOHEYHOM UTOTe
OOIEeKJIMHMNYECKUM YXYyIIIeHeM. B Xone HefaBHe-
ro omnpoca B3pocJble nmaumueHTs ¢ MB, nuna, ocy-
LIeCTBJISIIOLYE YXO, 38 HUMU, ¥ YJI€HbI X KOMaH bl
Ha3Bajay OLLEePXKY B IIPMHITUN pelleHUN U 1ep-
CIeKTMBHOE MJaHMPOBaHMe YX01a ABYMS KIIOUeBbI-
MM TIOTPEeO6HOCTSIMM B MaJJIMATUBHOI momoniu [45].
XOoTst 60BIIMHCTBO Bpayeil, 0Ka3bIBAOIINX TTOMOIILb
601bHBIM MB, co0611al0T, YTO 06CYKIAI0T CO CBOM-
MM IIallieHTaMM BOIIPOCHI [1aJlIMaTUBHON IOMOIL Y,
60JIBIIMHCTBO MAllMEHTOB OTMEYAT HeJOCTATOU-
HOe IMOHMMaHMe UMEeIIIUXCS Y HUX BO3MOXXHOCTEIA.
MHorue B3pocable ¢ MB ymuparoT B OTHe/IeHUY VH-

TEHCUBHOI Tepanuu, ecjiu MajajimMaTUBHAs TIOMOIIb
He OblJIa YeTKO IpeycMOTpeHa B Xoje 3a6arospe-
MEeHHOTO TJIaHMPOBaHUS yxona. B cBs3u ¢ aTum @oHf,
MYKOBUCI[M03a IPU3BaJ MeAUIIMHCKMUX PAOOTHUKOB
BCe aKTUBHee MPUBJIeKaTh MaJAMATUBHYIO TOMOIIb
K peryaspHomy jeueHuto MB. PaHee ®oHJ MYyKOBUC-
111032 peKOMEeHA0BaJ IPUBJIeKaTh MaJAUaTUBHYIO
IMOMOIIb, KOTIa MallMeHT AOCTUTaJ TSIKebIX CTaaui
3a60j1eBaHMS MM HAYMHAJ 06C/IeqoBaHye 11 TPaHC-
MJIaHTal UM JIeTKoro. BriocjeAcTBUY 3TU peKOMeH-
Januu 6bIJIM OOGHOBJIEHBI, U Tellepb peKOMeHIyeTCs
MpuBaeKaTh cayxk6sr CIIIT paHblne, Ha YMEPEHHBIX
crapusax saboneBanus (OPB, < 50%). [Tocse Havana
paboThl KOMaHAbI TOMOIIY Ipy MB mOJKHBI OCTa-
BaTbhCs BOBJ€UEHHBIMM B MIPOIleCC JieueHM s alMeHTa
Ha BCEM ero NpoTsikeHuu, paboTast BMecTe ¢ KOMaH-
JaMu IO TpaHCIJIaHTauuu [46].

K cokaneHuio, Kak B HOpMaTUBHOJ 6a3e poccuii-
CKOTO 37IpaBOOXpaHeHU s, TaK U B OTeUueCTBeHHBIX
Hay4YHO-TIPaKTUUYECKUX ITyOIMKAIMIX 10 JaHHOI TeMe
OTCYTCTBYET MCUepHbIBAOII NI TepeueHb KJIMHUKO-
71a60paTOPHBIX TTOKA3aHMIA [IJIS ITaIJIMATYBHOM ITOMO-
iy nanuenTam ¢ MB [25, 53]. HayuHast pa3zpaboTka
KOMIIJIeKCca TaKMX MOKa3aHMit, COTJIaCHO MPUHIIUIIAM
JIOKa3aTebHOM MeaUIIMHBI, TpeOyeT MYIbTUIUCIIU-
IUIMHAPHOT'O COTPYJHMYECTBA POCCUIICKMX IKCTIEPTOB
B 06/1aCcTy JleueHust MB, peciMpaTOpPHOV U HYTPUTUB-
HO oA Iep>kKKU, TICUXOCOIMaJTIbHOTO COITPOBOK/IEHMS
MalMeHTOB, a TaKyXe OpraHM3alMOHHbIX aCIIeKTOB MaJi-
JIMATUBHOM MeIULMHCKOM TOMOIIIA.

UHHOBaLMOHHbBIE METOAbI Tepanuu:
6yaywiue HanpaBAeHUA

Tepanust mopynstopamu CFTR mocTuria orpoMHOro
ycrnexa, OLHAKO CyLIeCTBYeT HeyIOBJIeTBOPEHHaAs I0-
TPeBGHOCTH B paspaboTKe Tepanuu AJjst 60JbHbIX MB,
KOTOpbBIE HE MOT'YT IIPUMEHSTH Mpernaparsl, T.K. UMEIOT
My Talluu, He BXOASIIMe B 0UIIMaTbHble MHCTPYKIIUN
K JIeKapCTBEHHBIM CpeICTBAM, He OTBEUAIOT HAa HUX UJIU
He MOTYT ITPUHUMATh UX U3-3a MTOOOUYHBIX 3G (PEKTOB.
Hanpumep, B HacTosIee BpeMs He CYIIeCTBYET Tap-
retHoit Tepanunu CFTR nas neyennst MB, BBI3BAaHHOTO
BapMaHTaMM CTOI-KoA0HA (Kiacc ), Ho mpenapaTsl JJisi
CUUTBIBAHUS MOTYT YCTPAHUTD MOCTEICTBUS TIpeKIe-
BPEMEHHOT0 ITpePbIBaHMsI KOAOHOB. MOmyIsIUus Criai-
cuHra g BapuanToB CFTR, BAMSIOMIMX HA COJTAAICUHT
mecceHkepHbIX PHK (MPHK), MoskeT ObITh OCYIIIECT-
BJIeHA HAMNPSIMYIO UJIU C TOMOIIbI0 aHTUCMBICTOBBIX
OJINTOHYKJIeOTUAOB [54]. B HacTosIee BpeMs BeIyTCsI
aKTVMBHbIE PabOTHI 11O MCITOIb30BAHNIO aHTUCMBICIOBBIX
OJIUTOHYKIeoTUnoB, mecceHaxxepHoix PHK (MPHK),
a Takske pa3pabaTbhIBaeTCs Tepalis Ha OCHOBE HYKJIEN-
HOBBIX KUCJIOT U aJbTepHATUBHbIE MOLYJ/ISITOPbI MOHHBIX
KaHaJIOB, KOTOPbIe MOTEHIMAaJIbHO MOTYT IPUHECTHU
I10JIb3y BCEM MaleHTaM ¢ MB, He3aBucuMO OT fgedekTa
CFTR.

FeHHOe pemakTUpOBaHMe U 3aMeCTUTebHas Tepa-
TSI MOTYT ObITh HaITpaBJIeHbI Ha 60PbOY C IePUITUTOM



CFTR myTeM ero J0CTaBKY B JIETKIe yepe3 Tpaxeo6poH-
XxuajibHoe nepeso. [IpenBapuTeibHble JaHHBIE, ITOTY-
YeHHbIe B XOJIe UCCIeJOBaHNIi aIeHOaCCOLMMPOBAHHO-
r0 BUPYCHOTO BEKTOPA, CBUAETEILCTBYIOT O 60JIbIIIei]
skcrpeccuy CFTR B HMOKHUX IbIXaTeNbHBIX Iy TIX [IPU
MCII0/Ib30BAHMM 3TOrO MOX0/a, UeM IIPU UCII0JIb30Ba-
HUU NIPeIbIAYIIUX TOAX0I0B B UCCIeJOBAHUSIX PaHHEN
dassl [55]. Bo Bpems nmaugemuy COVID-19 6b1im 110-
JIy4eHbl MHOTOUMCJIEHHbIE HOBbIE JaHHbIE O IOCTaBKe
MPHK B KJIeTKM-MUIIEHN M ObIIV HAYaThI KJIMHUIECKIE
ucciegoBanus ¢ ucroab3oBaHueM MPHK CFTR Bo BabI-
XaeMoM Bo31yxe [56].

3aKAKOUYeHue

TakuM 06pa3om, paHHsIS JMATHOCTUKA, aleKBaT-
HOe JIeYeHMe COBPEMEHHbBIMM JIEKapCTBEHHBIMU IIpe-
nmaparamu, oco6enHo monyiastopamu CFTR, manb-
Hejilllee pacliypeHye CeTy perMoHabHbIX [IEHTPOB
c obecrieueHMeM X COBpeMEHHbIM AMarHOCTUUYEeCKUM
" JleueOGHO-peabuIUTAMOHHBIM 060pyIOBAaHMEM, CO-
BMecTHast paboTa MyJIbTUAUCIUIIMHAPHO KOMaH/I b
CIIeI[aIMCTOB, OKAa3bIBAIOLIMX MeIUIMHCKYIO TIOMOIIlb,
BKJIIOYAs TPAHCIIJIAHTOJIOTOB ¥ CIeIMaIMCTOB MMasljn-
aTMBHOI MeIUIMHCKOI TOMOIIM, CMeIlleHe aKIleHTa
Ha CTalMoHapOo3aMellaouie TeXHOJOI UM (JHEeBHOI]
CTAlMOHAP U JIeUueHe Ha IOMY), aKTUBHOE IMCIIaHCep-
HOe HabsoeHye 32 601bHBIMY MB 1M03BOJIST YIYUIINUTD
KaueCTBO JKM3HU U YBEJINUUTD €€ IMPOI0KUTETbHOCTh
IJIs1 AaHHOTO KOHTMHTEHTA Mal[ieHTOB B Hallleli CTpaHe.
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AHHOTaUUA

MyKoBMCLIMAO3 — CBMOEe paCNPOCTPaHEHHOE MOHOIEHHOE HaCe-
CTBeHHOe 3360/1eBaHME, XaPaKTepPU3YyIoLLeecs NopaXxeHem BCex
3K30KPUHHbIX KeNe3, @ TaKXKE XM3HEHHO BaXKHbIX OPraHOB 1 CUCTEM:
Nerkux, XenyA04HO-KNWEYHOro TPaKTa, MeYeHw, MOAXKEeNYA0HHOM
enesbl, penpoayKTUBHON cUCTeMbl. HECMOTPS Ha COBpPeMEHHbIe
BO3MOXHOCTW METOA0B Tepanvin MyKOBMCLMAO33, B TOM Yncae
nosiznerne CFTR-MOAYNSTOPOB, H3 CErOAHSLLHMIA JeHb 3TO 3360-
NeBaHue No-NpexHeMy 0CTaeTCa HEN3AEeYMMbIM U OFPaHNYMBAET
NPOAO/IKUTENBHOCTb XM3HN N3LUMEHTOB, 8 3H3YMT, 3TN N3LMEHTbI
MOTYT HY>KA3TbCA B OKa3aHWUMW CNELaaN3MpOBaHHON NaaANaTUBHOW
MeAMNLMHCKOM MOMOLLM, KOTOP3s HaNpaB/aeHa Ha pelueHne Npobaiem
HE TONIbKO MEeANLMHCKOTO, HO ¥ COLLMa/IbHOTO, lyXOBHOTO, MCUXO0T -
4eCKOro xapakTepa B LeNsax yayULWeHWs Ka4eCTBa XXU3HN.
KntoueBbie cnoBa: MyKOoBVICLIAO3, N3NMATUBHAA MeANLMHCKaS
NOMOLL{b, N3TPOH3XK BbIE3AHON MITPOHXKHOM OPUraZioN oTAeNeH s
Bbl€3/1HOW N3TPOH3XXHOW NaNAMSTVBHOM MOMOLL AETAM, HYTPUTUBHASA
NOALEPXKK3, PeCnMPaTOpHas NOAAEPXKKS, MCUXON0THECKas MOMOLL.

Abstract

Cystic fibrosis is the most common monogenic hereditary disease
characterized by the damage of all exocrine glands, as well as vital
organs and systems: respiratory system, gastrointestinal tract, liver,
pancreas, reproductive system. Despite the modern possibilities of
cystic fibrosis therapy, including the appearance of CFTR modulators,
nowadays this disease remains incurable and limits the life expectancy
of patients, which means these patients may need a specialized
palliative medical care including home-based specialized pediatric
palliative care aimed to solve not only medical issues, but also social,
spiritual, and psychological problems in order to improve the quality of
life.

Key words: cystic fibrosis, pediatric palliative care, home-based
specialized pediatric palliative care, nutritional support, respiratory
support, psychological assistance.

BctynaeHue

B coBpeMeHHOM 3paBooxpaHeHuu Poccuu ma-
JiMaTUBHAs MeguIMHCKas momoinb (ITMII) BeigeneHa
B CAMOCTOSITE/JbHBIN BUA MeIUIIMHCKO ITOMOIIL M
¥ HalIpaBJjieHa Ha u36aBJieHe OT 60u U obJierueHue
TSDKEJIbIX TTPOSIBJIEH I 3a00/IEBAHNI B LIEISAX Yy UIIeHMS
KaveCcTBa JXU3HM HEM3JIeUMMO 60TbHbIX TTAalMeHToB [1].
IIMII oka3bIBaeTCs OEeTSIM C HeM3JIedMMbIMMU 3a60J1e-
BaHMSIMU MJIV COCTOSIHUSIMMU, YT POKAIOIIMMU KM3HU
MU COKPAIAoUMMU ee TIPOAOIKUTETbHOCTD, B CTa-
IV, KOTIa OTCYTCTBYIOT MJIX MCUePIIaHbl BO3MOXHOCTM

3TUOIATOTreHeTUYECKOTO JIeUeHM s, TI0 MeUIIMHCKUM
TTOKAa3aHMSIM C YUETOM TSIKeCTU, QYHKIMOHATbHOTO
COCTOSTHUSI ¥ ITPOTHO3a OCHOBHOTO 3a60s1eBaHms [2].
Kucrosnblit pubpo3 (MyKoBUCIIUI03) — HauboIee
YyacToe ayTOCOMHO-peliecCMBHOe MOHOTeHHOe Hace]I-
CcTBeHHOe 3aboJieBaHMe, XapaKTepu3yloleecs mopa-
>KeHMEeM BCeX SK30KPUHHBIX JkeJjie3, a TaK)Ke XXM3HEeHHO
BaskHBbIX opraHoB u cucteM. 'eH CFTR (cystic fibrosis
transmembrane conductance regulator —- MyKoBUCIIMA03-
HbIN TpaHCMeMOpPaHHbBIM PeryasiTop MPOBOAMMOCTH),
uneHTUGUIMPOBaHHbIN B 1989 rofy, pacrosioxkeH Ha IJIVH-
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HOM MJieye XpoMOCOMbI 7. [IpoiyKTOM TeHa SIBJIsieTCS
TpaHcmeM6bpaHHbIi 6e10k CFTR, pacmosaramoouiics
Ha TIOBEPXHOCTM OOJIBIIMHCTBA SITUTEINATbHBIX KJIETOK
" QYHKIVOHMPYIOMMI Kak IAM®-3aBUCUMBbIN XJTIOPHBIA
KaHaJI. HapyieHne paboThI XJIOPHOTO KaHa a MIPUBOIUT
K YBEJIMUEHMIO 0OPaTHOTO BCAChIBAHMS HATPVSI, CHIYKAETCS
U/VIY TIpeKpalaeTcst CeKperys XXUIKOCTH, a TPOAYLI-
pPYeMbIii CeKPET TepsIeT JKUIKYIO YacThb U IpuobpeTaeT
60J1ee r'yCTyI0 KOHCUCTEeHIMIO. [Ipy MyKOBHUCIM03€
(MB) cTpapaioT BepxXHUe U HUKHME IbIXaTe/IbHbIe Iy TH,
SKeJTYAOUHO-KUIIIeUHbIi TPAKT, IeUeHb, MO KeTyA0uHast
>KeJie3a, perpofyKTUBHAS CUCTeMa. XPOHUYeCcKoe Tpo-
rpeccupylolee IopaskeHye 6pOHX0IerOUHOM CUCTEMBI,
MIPUBOJSIIIEE K JIETOYHOI U CepAeUHO HeJOCTAaTOYHOCTH,
SABJIsIeTCsT HauboJjiee YacToi NpuUUnHOi cMepTH (95%)
[3, 4]. MB oTHOCUTCS K 3a60J/1€EBaHVSIM, COKPAIIAOIUM
MIPOJOIKUTETBHOCTD XKU3HH, T.€. K TAKUM, ITPY KOTOPBIX
MIPOrHO3UPYETCSI MPeXAEeBPeMeHHas! CMePTh, TaK KaK HeT
MoKa 060CHOBAHHO HalesK bl Ha M3jIeueHne [3].

Ipy HACTYILJIEHMM CTaAUM CyOKOMITEeHC AL/ TEeKOM-
reHcany QyHKIMOHATbHBIX BO3MOKHOCTEN OpraHusma
3TU MalLMeHTbl HY>KAAalTCs B okazaHuu [IMII, npuyem
npu MB y fgeTeit 4OMKHO YUYUTBIBAThCS MHAVBUAYAIb-
HOe pa3Hoobpasue MoJMOPraHHOo U MOIMCUCTEMHOI
KJIMHUYECKOV CUMIITOMATUKY B pa3JIMUHbIe BO3PACTHbIE
TepUoJbl, He OTPAHMUMBASICh TOIBKO COCTOSTHMEM JIbIXa-
TEeJbHOV CUCTEMBI [3].

Pemenue o Hanmuuu nokaszanuii kK [IMIl y nereii
KOJIJIerMaibHO IPUMHUMAaeT BpaueObHass KOMUCCUS
MeOUIMHCKOM OpTraHMU3alun, B KOTOPOI OCyIIecT-
BJISIeTCSI HaOIOAeHNe U JeueHue pebeHKka. B coctas
BpaueOHOV KOMMUCCUM PeKOMEHIyeTCs BKIKYATh
PYKOBOAMUTEJISI MeIUIIMHCKOV OpraHu3al My U ero
3aMeCTUTes, 3aBeIyI0Iero CTPyKTYPHBIM MMoApas-
JeJleHreM MeIUIMHCKOV opraHuU3ali, Jieyauero
Bpaua 1o nmpoduiio 3a6oseBaHus pebeHka, Bpavua
mo ITMII, Bpaua mo MegUIIMHCKOJ peabuanTau.
[Ipu oTCyTCTBMUM B YKa3aHHO MeIUIIMHCKON opra-
HM3alMM Bpaya Mo MeOUIIMHCKO peabuanTanmnm,
Bpaya 1o IIMIT MOTyT GbITh IPUBJIEUEHBI PAGOTHUKMA
MHBIX MeAULMHCKMUX OpraHu3auuim [2].

CnenmyeT OTMeTUTb OUeHb He3HAUMTeIbHOe KoJuye-
CTBO OTEUYeCTBEHHBIX My6IMKALINIA 110 crienubuuecKUM
npo6nemam okazaHust [IMII getsim ¢ MB [3, 4, 5] n oT-
CYTCTBMeE MPOCHEKTUBHBIX MYJIbTUIIEHTPOBBIX UCCIENO0-
BaHMI1 IO NaHHOM TeMaTyKe. CuTyalus CBSI3aHa C TEM,
YTO NajJMaTUBHAS MeJUIIMHCKAsI TOMOIb JaHHOMY
KOHTMHTEHTY 60JIbHBIX B Poccuiickoit @emepaiyiyt Haxo-
OUTCS B CTaAUM CTAHOBJIEHUS U TIOUCKA OTITUMAaJIbHbBIX
OpraHM3aIMOHHBIX PEIIeHMIA.

3a py6esxkom B 2021 rogy 66111 pa3paboTaHbl KIn-
Hu4YecKue pekoMmeHpanumu ®@oHaa MyKOBUCIIMI03a
CIIIA o Mofe/isiM OKa3aHUS MaJIMaTUBHONM MTOMOIIY
npu MB [6, 7]. B ;aHHBIX peKOMEeHAALMIX Beo Yy UM
npuHuunom opranusanuu [IMII sBasieTcs pasgeine-
H}e YPOBHe Ma//IMaTUBHO ITOMOIIY Ha TTIePBUUHYIO
U crieliMaanu3upoBaHHy0. Takasi KOHIEeMIUS BIIOJTHE
cooTBeTcTByeT cTpykType IIMII B Hamteii ctpane [3].

Kapma Spocnasckoti o6racmu

Co6CTBEHHbIN OMNbIT OKa3aHUA NaAAMaTUBHOM
MeAULMHCKOW nomoluu petam ¢ VIB

B 2019 rony BriepBbie Ha TEPPUTOPUM SPOCTaBCKOI
06/1aCTH CO3IaHO OTHeJieHNe BbIe3AHO MaTpoHaX-
HOJ MaJaAMaTUBHON MeaUIIMHCKOM IMTOMOIIM JeTIM
Ha 6a3e I'BY3 40 «O6acTHas geTckast KJIMHUYEeCKas
6oapHMIa» (OBIITIMII geTsim). IpociaBcKast 061acTh
pacriosioskeHa B IleHTpasibHOM (efepaJbHOM OKpYTe
Poccuiickoit @emepaliuu, maomamsb 06/1acT COCTaB-
nsgeT 36,2 ThIC. KM2, IPOTSIKEHHOCTH C ceBepa Ha Ior —
270 kM, ¢ 3amajga Ha BOCTOK — 220 kM. OTaejieHNe BbI-
€3IHOV ITaTPOHAaXKHOI MaJIJIMaTUBHON MeIUIIMHCKON
oMoy I'BY3 90 «O6bnacTHas geTcKas KIMHUYecKas
60IbHUIA» HAXOAUTCS B aAMUHUCTPATUBHOM LIEHTpE
obnacTy — 1. IpocaBiie 1, C yUeTOM PacIlOIOKeHU ST
9TOro ropoja B 06JlacTu, IO3BOJIsSIeT 06ecIeunBaTh
TPAHCIOPTHYIO JOCTYITHOCTh B 110003t 13 17 MyHU-
LMIIaJbHBIX PAJiIOHOB (CM. KapTy).

V3 yncia mepBbiX JeTelt, IpUM3HaHHBIX HYX/1al0-
LI[MMMCS B OKa3aHMM MMaJIMaTUBHOI IIOMOIILM, OBIIN
2 pebenka c MB. B manbHeiinem ele 7 geTeli c JaH-
HBIM JIMarHO30M ObLIM MPU3HAHbBI HY K IAIOMIMMIACS
B okaszaHuu [IMII. B o611ei1 CJIOKHOCTY 3a BpeMsl
paboThI OTHAEJEeHMS BbIe3JHOM NaTPOHAXHOM maJ-
JAMATUBHOM MeauIMHCKOM momouiu getsiMm [TMII
OKaspIBajnach 9 netsam ¢ guariosoMm MB B Bo3pacTte
oT 3 mecs1eB 10 15 j1eT, M3 HUX 6 MaJbUMKOB U 3 me-
Bouku. Pacnipenenenue meteit ¢ MB, nosyvamomnx
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B lpocnasckoii 06a1actu B 2019-2024 rr.

Bo3pact pe6eHka Ha MOMEHT

Pe3ynbTaTbl MOJIEKYNSIPHO-

KonoHusauus abixatenbHbIX nyTeﬁ

1. MY>X. 11 net 10 mec. F508del/G542X P.aeruginosa

2. MY>X. 7 mec. F508del/F508del S.aureus + P.aeruginosa

3. MYX. 14 net 8 mec. F508del/2143delT S.aureus

4. XKEH. 7 net 5 mec. F508del/F508del S.aureus

5. MYX. 12 net 5 mec. CFTRdel2,3(21kb)/1367del5 P.aeruginosa + A.xylosoxidans
6. XKEH. 15 net 7 mec. F508del/F508del S.aureus + P.aeruginosa

7. MYX. 7 net 4 mec. F508del/c.1243_1247del S.aureus

8. MYX. 3 mec. F508del/F508del S.aureus

NaJAuaTUBHYI0 MeAUIIMHCKYIO0 TOMOIIb Ha TEPPUTO-
puu SIpocaaBcKoit 061aCTH, BRIMISOUT CAeAYIONUM
obpasoMm: I. IpocnaBiab — 5 yenoBek, SIpocaaBCKuUit
pavioH — 2, r. Yriind — 1 (108 xm ot SIpocnasns), Yr-
JIuuckuy paioH — 1 (136 km ot fpocaasnas). Takum
o6pa3om, 6 neTeit — TOPOACKUE XUTeIU, 3 pebeHKa —
CeJIbCKMe XUTeJN.

Hamu ripoBesieH peTpOCIIeKTUBHBIN aHAIU3 Meay-
LIMHCKOV OKYMEHTALUM NalMeHTOB, IIPU3HAHHBIX HYK-
Jaromymucs B okasauuy IIMII B SIpocsiaBcKoit 061acTu.
KoMrmieke KIMHUKO-Ta60paTOPHBIX TaHHBIX OLEHMBAJICS
OUMHaAMMUUYeCKM: B iepuof, 12 MecsiieB, IIpeaiecTBo-
BaBIIMX Havay oka3aHus [IMII, a Tak>ke B TeueHMEe
12 mecsieB nocsie Havasa okasauus [IMII (Ha doHe ee
npoBeeHNs). Ha MOMeHT Npu3HaHMS HYK/IAIIMUCS
B okasaHuu [IMII Bce marMeHTsI MOIyYaau 6a3UCHYIO
CUMIITOMAaTMYECKYI0 Tepamnuio MB, BK/IIOUAOIIyI0 KMHe-
3UTepanuio, MyKOIUTUKY, 3aMeCTUTe IbHbIe (pepMeHTHbIe
nperaparsl, Mpu Haau4uuu P.aeruginosa — VHTaIS1IIOH-
HbI€ aHTUCYHErHOMHbIe aHTUOMOTUKM. TaKkKe cegyeT
OTMETUTbh, YTO HA MOMEHT MPU3HAHUS HYXXAAIOIMMUCS
B okasaHuy [IMI1 5Ty nauyeHThI He ITOyJay mpernapaThl
TtapreTHoii Tepanuu CFTR-mopynsitopamu. OfHaKo of-
HOJ1 TeBOUKe, HaXOMIIeiics 1o, Hab/IioieHrieM 6pura bl
BbIE3JHOV MaTPOHAKHON NaJIMAaTUBHOI MeIUIIMHCKOM
TIOMOIIM IeTSIM, uepe3 3 Mecsilia Iocjie Hauasaa OKa3aHus
ITMII 66111 Ha3HaUYeH KoMOMHMpoBaHHBIN CFTR-Momy-
nsitop «Tpukadra» (MHH: uBakadTop + Tezakadrop
+ aekcakadTop U uBakadTOp), YTO B OTIpeieIeHHOMI
CTeIMeHM BANSIJIO Ha TeueHue 3a60eBaHMsI. DTO MO-
CITY3KUJIO TPUUYMHOM UCKITIOUEHM ST JaHHOTO TMaliieHTa
13 gajabHeNIIero aHaan3a.

OcranbHble 8 feTeli ¢ MB, npu3HaHHBIX HYXXIal0-
mwyumucs B okasaHuu [IMII, cocTaBiissan oqHOPOAHYIO
IpYIINy 10 XapakTepy Tepanmnu.

[To pe3ynpTaTaM MOJIEKYISIPHO-TEHETUYECKOM
IVArHOCTUKMU BCe 3TU AEeTU UMEIOT «TSIKeJible» MY-
tauuu B reHe CFTR, oTHocsmuecs K kiaaccam I, I1, 111
B 3aBUCUMOCTY OT QYHKIIMOHAIbHBIX MOCJIeICTBUI:

HapyleHye cuHTe3a 6esika (1), HapyieHue co3peBaHUsI
(IT) n Hapyenue perynasiuuu (gaiting-nedexr) (II1) [8].
Y Bcex eTeil MMeJIUCh BbIpaskeHHbIe IPU3HAKU
rmopaskeHusI 6POHXO0JIETOYHOV CUCTEMBI U CUCTEMBI
NUIEeBAPEHUS C TSIKEeJ0M CTeNeHbI0 5K30KPUHHOMI
HeJOCTaTOYHOCTY MOAKeNTYLOYHO XKele3bl.

V 4 neTeit AbIxaTeabHbIE IMTYTY KOHTAMUHMPOBAHbI
S.aureus, 2 UMeIOT MUKPOOHYIO acCoLMalio S.aureus
¢ P.aeruginosa, 1 pe6e€HOK ¢ MYKOUIHBIM BapMaHTOM
XPOHMYECKO CMHerHOHO MHbeKuMu 1 1 MaabumK
C XpPOHMUUECKUM HOCUTeIbCTBOM P.aeruginosa B coueTa-
Huu ¢ A.xylosoxidans. [laHHbIe TTOKa3aTeIM OTPasKeHbI
B Tabsuile.

MaTpoHaX Bble3AHOW NaTPOHa)XHOW 6puranomn
oBMMNMMN aetam

IMaTpoHaXX BbIe3IHOJ IMaTPOHAKHOI 6puUramoii
OBIITIMII meTsiM OCyIeCTBSIJICS HA AOMY I 8 ma-
1 MeHTOB ¢ MB, BoluleAmux B JaHHOe MCCAeg0BaHue,
B AMHaMMKe 12 Mecs1ieB IocJje MIpu3HaHUS UX HYXK-
paromymucs B [IMIL. [Tocie 3aBepiieHus nepmoa uc-
CJIeJOBaHMSI TTaTPOHAKM Bble3THO 6puraabi OBITIIMIT
MPOAOJIKAIM MPOBOAUTHCS, HO KIMHUUECKME TaHHbIe
MaILMeHTOB B 1eJISIX JaHHOI MyOJIMKay PeTPOCIIeK-
TUBHO He OIl€HMBAJINUCh.

YacToTa nmaTpoHaxkeii ornpepaesisyiach TSKeCThIO CO-
CTOSIHMS MaleHTa, a CocTaB 6puraabl GOPMUPOBAJICS
C yUeTOM XapakTepa 1 o6'beMa 3aIlIaHMPOBAHHBIX
MeIUIMHCKMX BMemaTeabcTB. letu ¢ MB 6puramoit
Bble3qHOM natpoHaxHoi [IMII netam nocemannchb
Ha IOMY B cpefHeM 1-2 pasa B ron. He6oJblas va-
CTOTA TMOCeIeHnit 06ycaoBIeHa, B TOM UMCIe, CJI0XK-
HOCTBIO OpraHM3al UMy MOCeIeHMiT Ha AOMY 3TUX
JleTei, TaK KaK JIeTH IMOCeIIalT JOMKOJIbHbIE 06pa30-
BaTejibHbIe 1 061eo6pa3oBaTe/ibHble OpraHu3alun,
a poAMUTeNM 3TUX IeTeit paboTalOT 1 He BCeraa MMeloT
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BO3MOXHOCTb HAaXOOUThHCS JoMa B paMKax pabouero
BpeMeHM Opuraabl Bble3[qHOM naTpoHaskHoi ITMII.
Bonbmias yacTh MaTpoHaXkei Bble3HOM ITaTPOHAXKHOM
6puranbl OBIIIIMII geTssM Ha AOMY BBIIIOJIHSJIACh
BpauoMm-IeauaTpoM. B To ke BpeMs K MaleHTaMm,
KOTOpbie TpebOoBaau IMIPOBEeIeHMs pecIupaToOpPHOIi
MO e P3KKM, TaTPOHAaK Bble3HOI MaTPOHAKHO 6pu-
rapori OBIIIIMII geTsim OCyIIeCTBISIICS 3HAUYUTETBHO
Yalle ¥ COCTaBJISII B CpeHeM 6-8 pas B rofi, a B COCTaB
6puraabl BIe3aHOM naTpoHakHoi [IMIT geTsiM Takke
BKJIIOYAJICSI Bpau aHeCTe310JIOT-peaHuMaToJor.

IMaTpoHa’X BbIe3HOM MaTPOHAXKHOI 6puramoii
OBIIIIMII geTsim Ha [OMY BKJIIOYAeT: AMHAMUUECKOE
HabJI0eHNe 3a IeTbMU; 00yUYeHe poauTesiei cIo-
cob6aM yxoja 3a TSIKeJ000TbHBIM MMaIIeHTOM; OCY-
1eCTBJIeHNe HYTPUTUBHON MOAAePKKI; OpTaHU3aIUI0
pecrnMpaTopHON MOoAAePXKKYM HA TOMY; OTIpeeeHue
IMMOTPEOHOCTY B MEeIUIIMHCKUX U3AENUIX, a B I10-
clenylolleM Mepegady M HajlaJaKy MeIUIIMHCKOTO
o6opymoBaHMs, o6yUeHMe MO ero UCI0Jb30BaHUIO,
MOHUTOPUHT NIPaBUJIbHOCTY UCITOJb30BAHM S BbhIJaH-
HbIX MeIUIMHCKUX U3Ie/Mii; OKa3aHMe IICUxXoorude-
CKOJi MOMOUIM OETSIM, UX POOUTENSIM MU 3aKOHHBIM
MpeCcTaBUTESIM.

HyTpuTUBHaA nopsepXKa

IMopmep>kaHMIO HYTPUTUBHOTO CTATyCa yaeasi-
eTcs 60JIbIlIoe BHMMAaHMe B BeJleHUM 60JIbHBIX ¢ MB
BO BCeX BO3paCcTHBIX Mepuogax. CHMKeHVe TeMIIOB
pocTa MM MOoTepsl MacChl TeJia SIBJSEeTCS UHOUKATO-
pOM HebJIaromnoyyuns TeueHust 3aboneBanms. Huskmin
HYTPUTUBHBII CTaTyC caM 110 ce6e MOKeT OnpeaesiTh
TSIKECTb TeueHus 3a6oieBaHus MB, ero mporHos u xa-
YeCcTBO Xu3HM [8].

[TaumeHTsl ¢ MB HYXK[al0TCS B MOBBIILIEHHOM KO-
nuvecTBe 6esKa 13-3a ero norepb (MajabadbcopoOIum
U MaJIbAUTECTUN) U B IOTIOJTHUTEJIbHOM TTOCTYTJIeHUU
ero B IepuoJ KaTaboau3ma Ipu JerouyHbiX 060cTpe-
HUsX. Upe3BblualiHO Ba>KHO COXpaHEeHMe BbICOKOTO
MTOTpebJIeHNS JKMPOB MaIMeHTaMM C MYKOBUCIIVTO30M.
B03MOXXHOCTH BBICOKOTO ITOTpebIeHNs kKupa obecrie-
YYBaeTCs aJleKBaTHO 3aMeCTUTe/IbHOI (hepMeHTHOI
Tepamnuei. JHepreTuueckuit fepUIUT BOCIOTHSIETCS
TaK>Xe 3a CUeT yrjieBonoB. Bcem nanuentam ¢ MB pe-
KOMEH/IYeTCsI yBeJMueHe CyTOUHOro moTpe6aeHns
Kasopuit 1o 120-150% 110 cpaBHEeHMIO C HOpMaMu
110 BO3pacTy, IPOIOPIIMOHAbHOE YBeJUeHe Mo-
TpebyieHNs BbICOKOKauecTBeHHOro 6ejka (20% ot cy-
TOYHOrO Kajopaxa) u kupa (35-40% oT cyTOUYHOro
KaJjiopaxa). KnmHmuuyeckumMu uccienoBaHUsIMMU yCTa-
HOBJIEHA HeMoCpeACTBEHHAs CBSI3b MEXY COCTOSIHMEM
NUTaHUS M QYHKIMEN JIeTKUX, CYIIeCTBYeT IpsiMas
KOppeJisiuys MeXxay roKka3aTeieM MHAeKca MacChl Teja
(UMT), dyHKIIMEl IETKMUX U TIPOIOJIKUTETbHOCTHIO
sku3HM. TakuM 06pa3oM, mamueHtTam ¢ MB Heo6xo-
IVMa paHHSIS HyTPUTUBHAS oA ep>kKka. [Ipy HeBo3-

MOKHOCTY YBEJIMYUTD KaJIOPUITHOCTD paljOHa 3a CYeT
MIPOAYKTOB IUTaHNS PEKOMEHyeTCsI UCII0Ib30BaHNe
Jeue6GHBIX CMeceii IJIsT 9HTePaJbHOTO MUTAHUS, B TOM
yycye oboraimieHye XMPOBOro KOMITOHEHTa pamuoHa
cpepHenenoyeuHbiMu Tpurannepugamu (CLT) [9].

HyTtpurtusHasa nonnepkka gereii ¢ MB Ha Tep-
puTopum SIpocaaBCcKoii 0671aCTH OKa3bIBAETCS B CO-
oTBeTcTBUM ¢ Pacmopsikenuem [IpaButennctBa PO
00 yTBepKAEeHUY MepedyHs CIlelMaan3upOBaHHBIX
MPOJTYKTOB JIEYE6GHOTO MUTAHUS [IJIs I€Teli-UHBAINU/IOB,
KOTOPBII 0OGHOBJISIETCSI €KeTroTHO U coriacHo Pepe-
paibHOMY 3aKOHY «O rocygapCTBeHHOV COLMAaTbHOM
romoty» N2 178-®3 ot 17.07.1999 [10]. O6ecmeueHne
SHTEpPAaJbHBbIM IIUTAHMEM AeTeli-MHBaANUI0B ¢ MB
OCYILLeCTBISIETCS He3aBUCKUMO OT HalM4Yns «Iajimna-
TUBHOTO CTaTyCa» Ha OCHOBaHMY 3aKJ/I0UeHM S [NIaBHOTO
BHEIITATHOrO CIelMaanucTa no auetonorn Munmcrep-
CTBa 3 paBoOXpaHeHus SIpociaBckoit o6acTu. [Ipuo-
>keHueM 27 K ipukasy Munsgpasa Poccnu 1 MuHTpyIa
Poccum N2 345H/372H ot 31.05.2019 «O6 yTBepskAeHUY
[TostoskeHMst 06 OpraHM3aI My OKa3aHUS AJTMATUBHON
MeOUIMHCKOJ NOMOIIY, BKIIOYAs MOPSIIOK B3aMMO-
IEeCTBUS MeOUIIMHCKUX OpraHM3aluii, Opranmn3aumni
COIMAJIbHOTO OGC/IYKMBAHMS U OOIIEeCTBEHHBIX 00b-
eI VHEeHM1, MHBIX HEKOMMePUYeCKMX OpraHusanmnii,
OCYIIECTBJISIONIMX CBOIO IESITETBHOCTD B Chepe OXPaHbI
3I0POBbsI» pEeKOMEHIOBaHbI NITATHbIE HOPMATMBBI
OTJeJIeHUS Bble3IHOI MaTPOHAXKHO MalJIMaTUBHOM
MMOMOIIY AEeTSIM, M JUETOJIOT B COCTaBe Bble3IHOM
6puransl IIMIT He npexgycmoTpeH [2]. KoHcynbranms
JleTeli BpauoM-I1eToa0romM ocyiectsiseTcss B 'BKY3
510 «lleHTpasbHASI TOPOACKAS 6OJIbHUIIA» BO BPEMS
CTAlMOHAPHOTIO JIeUeHUS B MTyJbMOHOJOTMYECKOM
OTAeJEeHUY V/UAu aMOyJIaTOPHO, UTO TTO3BOJISIET Pas3-
paboTaTh MHAMBUAYATbHbIE PEKOMEHIAIIUY 10 HYTPU-
TUBHOM MOJAAEP>KKe B 3aBUCUMOCTHU OT KJIMHUYECKOTO
cTaTyca nalueHTa.

V Kaxxjoro pe6eHka 6blia MpoBe/ieHa oreHka UMT
KaK JOCTOBEPHOrO M0Ka3aTesisl, 0Tpakalollero Hy Tpu-
TUBHBIN CTATYC U TSIKECTh COCTOSTHUS 60TbHOTO. B pe-
3yJIbTaTe MPOBEIEHHOTO aHa/n3a y 2 AeTeli OTMevuannch
MIPOSIBJIEH NS JIETKOJ HYTPUTUBHOI HEJOCTATOUHOCTH
(mokasartenb UMT ot —1 1o -2 Z-score); 1 pe6eHOK
C HYTPUTUBHOW HeJOCTATOUHOCTBHIO CpeHel CTelneHun
TskecTH (mokasatenb UMT ot -2 mo -3 Z-score), 1 pe-
OGEHOK C TSIKeJION HYTPUTUBHOI HETOCTATOUYHOCTbhIO
(nokasareyib UMT HuXe -3 Z-score). Bce netu ¢ IposiB-
JEHUSIMU HY TPUTUBHOI HEJJOCTATOUHOCTU 6bLIIN 06e-
CreveHbl JOMOJTHUTEIbHBIM SHTEPAIbHBIM MUTAHUEM
110 Ha3HAUYEeHUIO JMeTOoJoTa.

V enMHCTBEHHOTO pebeHKa, Majabunka 11 et 10 mec.,
Y KOTOPOT'O GbLJIM TTPOSIBJIEHMST TSIKEJION HY TPUTUBHOM
HeIOoCTaTOUYHOCTHU (rokasaTtenb UMT Huke -3 Z-score),
OBV TIPYMEHEHBI «arpecCUBHBIE» METObI HY TPUTUB-
HOJI TTOA e P>KKM — YCTaHOBJIeHA HU3KOITPOpuIbHAS
racTpocToMuueckast Tpyoxa AJjs mpoBeIeHsT HOUHOIA
rurnepaaMMeHTal My I0J1y3JIeMeHTHOI cMechio [8, 9, 11].
s ocy1iecTBAeHNUSI HOYHOV TUTiepaavMeHTaluu B 10-



MallHMX YCIOBUSIX peGeHKY TpeboBayCh ONpeieIeHHbIe
MeOULIMHCKNeE U3Jeiusl, B YaCTHOCTU OH HYXXJaJCs
B IIEPUOIMYECKON 3aMeHe TacTPOCTOMMUYECKOIM TPYOKM
U YIJIMHUTEIel K HU3KOMPOQMUIbHOM racTpocToMuye-
cKoJt TpyOKe. Takske peO€HOK HYKIAJICS B OIlpeee-
HUU CII0c00a BBEIEHMS CMeCH B HOUHOE BPeMsI, UTOOBI
cIeyiaTh JaHHYIO MpoLeaypy Hambonmee KoMPOPTHOI
KaK JIJIsI Hero caMoro, Tak U IJIsI YJIEHOB CeMbM.

OpHOI 3 OTANYNTENbHBIX 0cobeHHocTel OBITIIMII
IeTsM SIBJISIeTCSI BO3MOXXHOCTb ITPeloCTaBJISITh Me-
OULIMHCKMeE U3Ieaus IJ51 UCTIOJIb30BaHU S HAa IOMY.
[Ipuka3z MuHucTepcTBa 3ApaBooxpaHeHnss PO N2 3481
oT 31.05.2019 «O6 yTBepKaAeHUM epeuHs Me UL /H-
CKUX U3Meanii, mpeJHa3HaUYeHHbBIX JIJIs TIOAdepsKaHM I
(yHKIIMIT OPraHOB M CUCTEM OpTraHM3Ma YeJ0BeKa,
MpeAoCTaBJIsSIeMbIX AJIST UCIIOJIb30BAHMS HA JJOMY» CO-
IEePKUT IepevyeHb MeIMUIIMHCKMX U3OeNii, KOTOpbIe
ManyeHThl MOTYT IMOJYUYUTh OT OTHe/JeHNS Bble3qHO
MaTPOHAKHON MaJIMAaTUBHOM MeOUIMHCKO TOMOIIU
JIeTsIM JJIS1 UCIOJIb30BaHMs Ha fomy [12]. [Ipukas Mu-
HUCTepCTBa 3apaBooxpaHenst PO N2 5051 ot 10.07.2019
«006 yTBepkaenuy [Topsiika mepegauy OT MeIUIIVTHCKOA
opraHM3aluy MalueHTy (ero 3aKOHHOMY ITpeJicTa-
BUTEJII0) MeIUITMHCKUX U3A eI, TIpelHa3HaYeH-
HBIX JIJ1S1 TIoAgep>kaHust PyHKIMIT OpraHoOB U CUCTEM
opraHu3Ma uyesoBeKa, AJIs1 UCTIOIb30BAHMS HA JOMY
IIpY OKa3aHMM MaJIMaTUBHON MeOULIMHCKONM ITOMOIIN»
pernaMeHTUPYeT MpaBuja repegauu OT MeIULIMHCKOM
opraHmu3alnuy NayueHTy (ero 3aKOHHOMY MTpeJiCTaBUTe-
JII0) MeIVILIMHCKUX U3aenuii [13].

Il1st mpoBeAeHM ST HOUHOM TUIlepaJMMeHTa M B J10-
MaIIHMX YCIOBUSIX ObLT BEIOPAH CII0CO6 BBEIEHMSI CMECH
C UCII0JIb30BaHMEM ITOMITbI (Hacoca) AJisl SHTepaabHOTO
MUTaHMSI, KOTOPbIV ITO3BOJISIJI IIPOBOAUTH Hempe-
PBIBHYIO IOIaUy CMeCH B TeueHue 4-6 yacos. OBIITIMIT
IeTsiM, coriacHO mpuka3y Muusgpasa Poccuu N2 348H
ot 31.05.2019, 6b11a TTIepemaHa a1 MCII0JIb30BaHMSI
Ha oMY TTOMIIa AJis SHTepaJbHOTO NUTaHUS (TToOMIIa
IIJISI DHTePaJIbHOTO IIUMTAHMSI, KO, BMUIa MeIUIIMHCKOIO
uznenus 260010). 151 ocyeCcTBIeHUS] KOPMJIEHU ST
C TIOMOIIbIO TIOMITBI IJISI SHTEPAIbHOTO MUTAHUS Tpe-
60BaJIMCh HAOOPBI K HACOCY JJISI SHTEPATbHOTO ITUTAHUS
(Habop [IJIs SHTEPaTbHOTO MUTAaHMS, TTIeAMaTPUUECKIUIA,
CTepUJIbHBINM, KO BMIa MeIMLIMHCKOro mu3neus 259820),
KOTOpPbIMMU pe6eHOK Takke obecrneunBasicss OBITIIMII
metsiMm. Kpome Toro, mauueHT obecriedmuBaics Tpyo-
KOJi racTpOCTOMMUYECKOI HU3KOTIPODMIbHOI (Habop
IJISI DHTePaJbHOTO MUTAHMS, IleAuaTpUIecKuii, cTe-
PUIbHBIA, KOJ BUIa MeOULIMHCKOTO usgenus 259820)
¥ 6OJTFOCHBIMY YIJIMHUTEISIMU K TaCTPOCTOMeE (Habop
ISl DHTepaJbHOTO MUTAHMS, TleaTpUIeCcKuit, cTe-
PUJIBHBIN, KO, BMIa MeIUIIMHCKOTO n3nenus 259820).

Bo BpeMs mmaTpoHaska BbIe3qHOM NaTPOHAaXKHOI
6puramort OBIIIIMII geTsIM OCYIIeCTB/ISIOCh 00yUeHue
CeMbM YXOAY 3a TaCTPOCTOMOI U TEXHMKe KOPMJIEHU ST
yepes racTpoCTOMUYECKYIO TPYOKY C MCITOJIb30BaHMEM
TOMIIBI JJISI SHTEpaJIbHOTO NMUTaHus. TakKe Ha TOMY
Opuragoi maTpoHasKHO Ma/IMATUBHOM MeIULIMHCKOM
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MOMOIIM JIeTSM IMPOBOAMUIACH 3aMeHa raCTPOCTOMMU-
YyeCKoli TPYOKM COrJIaCHO CPOKaM, YCTaHOBJIEHHBIM MH-
cTpykiueii. OcymiecTBiaseMble B AUHAMMKE MaTPOHAXKNU
BBIE3THOI IaTpOoHaskHOI 6puramoii OBIIIIMII geTsam
TO3BOJISI/IM OLIEHUTDb M3MeHeHMST aHTPOIIOMeTPUYeCKUX
IaHHBIX, @ Tak>Ke BbITIOJHUTH KOHTPOJIb YXO/a 3a ra-
CTPOCTOMOI M MOHUTOPUHT PABUIBHOCTU UCTIONb30-
BaHMS IepeJaHHOr0 MeIUIIMHCKOTO 000pyAOBaHMSI.
Yepes 12 mecsirieB oT Havyasa okasauus [IMII 1 pe6e-
HOK C YyMepeHHO1 HyTPUTUBHOI HeJOCTaTOUHOCTbIO (T10-
kaszareau UMT ot -2 1o —3 Z-score) JOCTUT HOPMaJIbHOTO
rokasatesnst UMT. V 2 meTeit 6bl1a ¥ ocTasach HyTPU-
TUBHASI HeJOCTATOYHOCTD JIETKOV CTereHy (TI0Ka3aTenn
VIMT or -1 10 -2 Z-score). Y Toyibko 1 pe6eHOK B CUITY TSI-
SKeCTM GPOHXO0JIETOYHOTO MPOIIECca U IICUXOJIOTMUYECKOTO
cTaTyca OCTajCs B TSKeJIOM HYTPUTUBHOM e bULIUTE
(HUKe —3 Z-score), HeCMOTPSI Ha IIPYMeEH sSieMble MeTO bl
«arpeccUBHOM» HYTPUTUBHO OO IEPKKN.

PecnupatopHana nopAepXXKa

[Iporpeccupymwiiee TeueHue MB ¢ mopakeHnem
OGPOHXOJIETOUHOI CUCTEMBI, B TOM UMCJIe U ITepPCu-
CTUpYIOIMe C paHHEeTo Bo3pacTa MHGpEeKIMOHHbIe
U BOCIIaJMTeJbHbIE TIPOIECChl B OpTaHax AbIXaHUS,
NPUBOIST K CTPYKTYPHBIM M3MEHEHMSIM JIETOUHOMI
TKaHU U pa3BUBAIOIIENCS AbIXaTEeJbHON HEJOCTA-
TOYHOCTU. [To3TOMY MOHUTOPUPOBaHME PYHKIIUN
BHelllHero npixaHus (PB]]) ssBnseTcsa HeOTbeMJIeMON
YacThIO BeJleHUs nanyeHToB ¢ MB. OCHOBHBIM METOZIOM
ucciaenosauusa O®BJI aBisgeTCS OLleHKA JIETOYHBIX 00be-
MOB ¥ ITOTOKOB C TIOMOIIIbIO CITMPOMETPUM, U Hamboiee
BOCITPOM3BOAMMBIM U MHMOPMATUBHBIM ITIOKa3aTejieM
CIIUPOMETPUM SIBJISIeTCS 06beM GOPCUPOBAHHOIO BbI-
noxa 3a 1 cekyuny (O®B,)) [8]. OmHaKO JaHHBI METO/
yMeeT BO3paCTHbIE OTPAHMYEHMS U Y IeTei B BO3pac-
Te 40 5 JIeT TeXHUYEeCKM BbIIIOJIHEH ObITh HE MOJKET.
M3 8 mauueHToB, HAGII0JaeMbIX OPUTagoii Bble3aHOI
natpoHaxxHoi [IMII getsim, ciupoMeTpusI peryasipHO
IIPOBOIMIIACH 6 AeTsIM. B cuily X Bo3pacTa 2 pe6eHKa
JTaHHOMY 00cCJIeJOBaHMIO He rmojjeskann. [To JaHHbIM
aHaaM3a MeAUIMHCKOM NOKyMeHTaluu, u3 6 nerei,
B3STBIX ITOJ HabomeHye Boie3nuoi [IMII netsam u Ko-
TOPBIM IIPOBOAMIACH CIIMPOMETpUS, yepe3 12 MecsiieB
rmocJie HavaJsia okasaHus I[IMII y 5 umesiach TeHIeH-
LIMS K HEYKJIIOHHOMY CHUXeHM 10 rokasareiss ODB
YTO MO TBEpXKAaeT HellPePbIBHO MpOrpeccupyloliee
TeueHye XpOHUUEeCKOro 6POHX0JIErOUHOro Impolecca
Yy HaHHBIX 60JIbHBIX.

Tak>ke B BOIpoce HYK/1aeMOCTH B OKa3aHUM pPeCIiu-
paTOPHOV MTOAIEePKKM YUMTHIBAETCS YacTOTa 060CTpe-
HMSI GPOHXO0JIETOYHOTO Ipoliecca, KOTopast 3a4acTyio
COTTPOBOXK/IAETCST OPOHX00OCTPYKIIMETN, OIBIIIKO Y CHU-
>KEHMEM HacChIIeHM ST KPOBU KUCJIOPOAOM, UTO, B CBOIO
ouepeb, TpebyeT IMTPOBEIEHMS KMCIOPOIOTEPATINNA.

V3 8 meteit c MB, Hab/0o;aeMbIX OpuUraoii maTpo-
HaskHoi1 ITMIT meTsiM, 2 pebeHKa MoJTyJasin pecriupaTop-
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JMHaMunKa Yncna 060CTpeHNn XPOHNYECKOro GpOHX01ErOYHOr0 NpoLecca B TeyeHune 12 mecsueB Ao unocne
npusHaHua aeteli ¢ MB Hy)XXAal0WMMNCA B OKa3aHUM NANIINATUBHOW MeAMLUHCKOW NOMOLLM
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MopsiakoBble HOMepa nauveHTos ¢ MB

B TeyeHne 12 mecsiLeB A0 Havyana okaszaHusa MMM

HYIO MMOIIeP>KKY Ha IOMY B BUe OOTaluy KMCJI0poaa
C TOMOIIIbI0 KMCJIOPOJHOTO KOHIIEHTPaTOPa.

Manpuuk 11 et 10 Mec. uMes 3HaUUTeIbHOE CHUKe-
Hue nokasaresist O®B, rmo maHHbIM ciupomeTpun. Tax,
Ha MOMEHT IPU3HAHMS ero HYKIAIIIVIMCS B OKa3aHUM
IIMII paHHBINM TOKa3aTe b COCTABJISII 36% IIPU HOP-
me Bbliie 80%. B cBSI3YM ¢ 9TUM pe6GeHOK HYXKIaJICs
B ITOCTOSIHHOJ JOTALMY KUCIOPOIa U BBIHYKIE€H GBI
HaXOOUThCS B CTAaMOHAPHBIX ycaoBusax. OBIIIIMIIT
IeTsIM, coracHO mpukasy Muusgpasa Poccuu N2 348H
oT 31.05.2019, sTOoT mauueHT ObIJI 0OecIieyeH KOH-
LIEHTPAaTOPOM KUCI0PO/ia CTallMOHAPHBIM (KOJI, BUIa
MeauiMHCKOro usgenus — 191160), KOHIIeHTPaTOPOM
KMCJIOPOIa MOPTAaTUBHBIM (KO, BMAa MeAUIIMHCKOTO
nsnenus — 113810), a TakKke KaHIOJISIMU Ha3aJbHbIMU
CTaHIAPTHBIMMU JJISI TOTaYM KMCA0poaa (Ko Buaa
MeaULIMHCKOTO usnenus — 136410). Ilepemgaua Ha [oM
BbIllIeyKa3aHHbBIX MeIUIIMHCKUX U3 Ie it To3BonIa
pebeHKY He TOJIbKO HaXOAUThCS JoMa 60JIbIIYIO YacTh
BpEeMEHM, HO M COXPaHSITh aKTUBHOCTD B BUJIE ITPOT'YJIOK
Ha yJIuIie. A OCyIecTBIeHVe TIOBTOPHBIX MaTPOHAXKen
BbIE3IHOI ITaTpoHakHOIt 6puramoit OBIIIIMII geTsam
Ha IOMY K 9TOMY IMal[eHTY M03BOJISIJI0O KOHTPOJIMPOBATh
ITPOBOAMMOE JieueHe B AUHAMMUKeE.

Eie onuH pe6eHOK, MaJlbuMK 7 MeCs1eB, HaX0-
Oauiuiica mon HabaomeHueM 6puraabl Bbie3aHO
raTpoHaskHoii IIMII meTsim, B IIepBbIii o[, HabII0eHMS
HYKJAJICS B IOTAI MM KMCJIOPOIA B CBSI3U C peIUAN-
BUPYIONMM TeueHMeM 06CTPYKTUBHOTO GpOHXUTA.
OH TakKe 6bIJT 06ecreyeH KOHIIEHTPATOPOM KIC-
Jlopojia cTallMOHApPHBIM (KOJ BUAA MeaUIIMHCKOTO
usnenus — 191160). Bpuramoi nmatpoHakHoit IIMII
JIeTSIM ceMbsI OblJ1a 00yUeHa UCIO0JIb30BAHMIO TaHHOTO
o6opymoBaHus Ha GoHe 060CTPeHM ST GPOHXOJIErOY-
HOTO IIpoliecca, 4YTO MO3BOJUIO0 CHUSUTD YaCTOTY
rocnmuranausauui. B HacTosee BpeMs 060CTpeHMUs

B TeyeHue 12 mecsaueB Nocae Havana okasaHus MMM

XPOHMYECKOTO OPOHXMTA CTATU PEXE U He TPeOYIoT
MpoBeIeHUsI KMCIOPOA0Teparnn.

Takske y BceX feTeii Oblyia MpoaHaJIM3upoBaHa ya-
CTOTa 000CTPEHMIT XPOHMUECKOI0 OPOHXO0JIETOUHOT 0
npoiecca 3a 12 mecsueB A0 Hauanaa okaszanus [TMII
U B ocjieayroume 12 mecsieB OT Hayaja OKa3aHUs
[IMITI. TMoydyeHHbIe pe3yabTaThl OTOOPAsKEHbI HA A Ma-
rpaMmme.

V MaumMeHTOB C MYKOBUCIIMIO30M, HaOII0daeMbIX
OBIIIIMII geTsm, He GbIJIO OTMEYEHO YBEJIMYEHM S Uncia
OGPOHX0JIETOUHBIX 000CTPEH NI, TOTPEe6OBABIINX T'OCITH-
TaJM3auyu B mMpoduabHOE CTallMOHAPHOE YUpeskIeHue.
Kpome Toro, y 2 maijueHTOB MMe0Ch CHUXKeHMe unucia
0060CTpeHmii 6POHXO0JIETOYHOTO ITpollecca, Tpe60BaBIINUX
CTalMOHAPHOTrO JieueHMs. [laHHOe HAOJII0IeHIe MOSKHO
CBSI3aTh C YMEeHbIIIeHVeM UMCjIa MoCeleH it JeTCKOo
MOIUKIMHUKA, KOHTPOJIEM 32 TEXHUYECK/M COCTOSTHUEM
CpeJiCTB JIJIs1 MHTAJISIIMOHHOM Teparyi, OCyIlleCTBIeHeM
KOHTPOJISI BBITIOJTHEHVST HEOOXOMMBIX JIEUeOHBIX ITPOIIe-
IIyP U TICUXOJIOTMYECKO¥ MO/ IePsKKOM 60IBHOTO pebeHKa
U €Tr0 CeMbM, UTO TaKyke o6ecrieurBaeTcst 6puragammu
BbIe3HOI naTpoHaxkHoi [IMIT aTum geTsim Ha AOMY.

KuHe3utepanua

Bcem nanenTam ¢ MB B 06s13aTe/IbHOM ITOpSIAKe
peKOMEeHJ0BaHO NpOBeieHNe KMHe3UTepanuu 1o uH-
IVBUAYaNbHON porpaMme. ['71aBHas Leib Nposese-
HUS KMHe3UTepanuu — ounieHne 6poHX1aabHOTO
JlepeBa OT BSI3KOI MOKPOTBI, KOTOpast 6JIOKMUPYyeT
OPOHXM, CO3/IaBasT YCJIOBUS IJIST PA3BUTUS MHPEKIIUY
B GPOHX0JIETOUHOI CUCTEME, a TaKXKe MoAepskaHue
JIETKUX B MaKCUMAaJIbHO (PYHKI[MOHATbHOM COCTOSIHUU
[8, 9]. OCHOBHBIMM METOLUKAMU KMHE3UTepanuu
SIBJISIIOTCSI: IOCTYPabHbBII ApeHasK; IepKYyCCUOHHBIN



Maccax pyAHOI KJIeTKU; Tepanus C TOMOUIbIO JbI-
XaTeJbHBIX TPEHAKepPOB, CO3MAI0IIUX ITOJOXKUTEb-
HOe TaBjIeHVe Ha BbIJOXE, B TOM UMCJIe C KOHTPOJIeM
U peryJmpoBaHMeM 3TOTO JaBjeHMs (CIieyajbHbie
MacKu, CUCTeMBI, GJiaTTep, aspobuKa u ap.); a Tak-
’Ke IpeHask ¢ MOMOIIbIO CIeIMaJlbHbIX IPUOOPOB:
BUOPOXMIIET, allapar AJIs1 9KCTPaIyJIbMOHAIbHOI
BBICOKOUYACTOTHOM OCUMJIJISLMM, aniIiapaT A1 MH-
TpamnyJbMOHAaJ/JIbHOM MEPKYCCUOHHOM BEHTUJISIIIUN
JIeTKMX, OTKallJAuBaTe b U AP.

U3 8 meTeit, HAXOOAMWIMXCS IO HAOIIOLeHEeM
Gpuraabl Bbie3QHOI naTpoHakHoit [IMII geTam
OIKB, onuH pe6eHOK ObIJI 06eceveH anmnapaTom
VBJI nopTaTUBHBIM C THEBMOIIPMBOAOM (KO BUAA
MenuLUHCKOro usnenns — 114040) nas npoBegeHns
MHTPANyJIbMOHAJbHOV MEPKYCCUU JTETKUX B J10-
MallHUX YCJIOBUSAX. MeTOl MHTpaMyJIbMOHaTbHOM!
MePKYCCUMOHHOV BEHTUJISIIIUU JIETKUX ITPOBOAUTCS
C IOMOIIBIO CITeMaJbHOTO IMIpubopa, KOTOPHIA
nojaeT MOJIOKUTe/NbHOE TaBJieHue PU BAOXe, CI0-
co6GCTBYET YIYUIIEHUIO BEHTUISAI MY, ra3000MeHa,
MUKPOUMPKYJSIIUN U 00JIeTUEHU IO MOOMIM3ATIUA
SHIO0OPOHXMATbHOIO CEKpeTa Jerkux. IlpumMmeHeHme
JTaHHOTO MeTO/ia TT03BOJISIET YAYUIIUTD ApeHaKHYI0
GYHKIMIO 6POHXMATBHOTO IepeBa, a 3HAUYUT, CHU-
3UTh YaCTOTY 0O0CTPEHMIT XPOHUIECKOTO OPOHXO-
JIETOYHOT O ITpoliecca 1, COOTBETCTBEHHO, CHU3UTh
YMCJIO TOCTIUTANM3AI It B MYyJIbMOHOJOTMUECKOE
oTHeeHue.

Mcuxonornueckan nopsepxka

Ipu B3siTUM on HaGawoaenue OBIIIIMII geTsam
OCYIIeCTBJISIETCS MOCeleHe Ha JOMY Me UL H-
CKMM IICMXO0JIOTOM JJisI 03HAKOMMUTEJIbHOI 6ece bl
C caMMM MallMeHTOM M ero ceMbeii. B xome 6ecebl
TICYXOJIOT cOOMpaeT aHaMHe3, MHGOPMAaIMIO O KU3HU
namyueHTa, O ero JIMYHOCTU, IICUX0IMOIMOHATbHOM
cocTosTHUM pebeHKa U 4jJeHOoB ceMby. OCHOBHBIE
MeTOAbl cO0pa IMCUXOJOTMUECKOTO aHAMHe3a: CIy-
ImaHue Cy0O'beKTUBHBIX XaJI0OO MalyMeHTa U YJIEHOB
ero ceMbU; onpoc-6ecea C mMalMeHTOM; BOIIPOCHI
(YTOUHSIIONI Ve, KOHKPeTU3UPYIOIKe) K TallueHTY;
M3ydeHye IpU HeOOXOOMMOCTH Pe3yJIbTAaTOB KJIMHU-
YeCKOro TeCTUPOBAHMS M MEeAUIMHCKUX UCCJIe10Ba-
HUI1. BoIBOABI 11O JaHHBIM, ITOJyUeHHBIM BO BpeMs
cbopa MCUXOJOTUUECKOrO0 aHAaMHe3a, IT03BOJISIOT
MeIUIIMHCKOMY IICUXOJIOTY KjaaccudUIIMPOBaTh
MJIY ICKJTIOUMTD TTpo6JIeMy MalMeHTa, a Takxke orpe-
IenuTh 9OHEKTUBHYIO CTPATETUIO TICUMXOJIOTMUECKOT
MOMOIILY UJI UCKJIUUTD €ro Hy>K1aeMOCTb B TICU-
XOJIOTMYEeCKOJ TOMOIIM [0 COCTOSIHMIO HA MOMEHT
KOHCYJIBTUPOBAHUSI.

N3 ynucna gereit ¢ amarHo3oM MB, rnmpu3HaHHBIX
Hykpawouumucs B okazanuu I[IMII B SIpociaBckoit 06-
JIaCTH, ¢ 2 TMaleHTaMu IIPOBOIUIaCh aKTUBHAs paboTa
10 OKa3aHMIO ICUXOJIOTMUEeCKOI TOMOIIN.
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PeGenok 1. leBouka 15 jteT 7 Mec., aKTUBHBbIE Ka/I00bI:
TPEBOXHOCTH, YYBCTBUTEIBHOCTD, BOCTIPUMMUYNBOCTD.
AKTMBHBIE 5KaJI00bI CO CTOPOHBI MAMBbI: TPYIHOCTY yCTa-
HOBJIEHVSI KOHTAKTa ¢ pe6eHKOM, YacTble KOHDIMKTHBIE
CUTYaLUN.

Buozpaguueckue daHHsle: TIOJTHASI CEMbSI, CTAPLINIA
pe6eHOK B ceMbe, OTHOLIEHUS C APYTUMMU JeThbMM Ha-
Mpsi>KeHHbIe; OTHOIIIEHYSI C POIUTEISIMU HallpsisKeHHbIe,
YacTble 31IM30/bl HEJOIIOHMMaHMSI; B L1€JI0M TICUXO0JI0-
IrMUYeCKUii KIMMaT B ceMbe O1aronpusiTHbI. O6yuaeTcst
B IIIKOJIE, YCIIEBAeMOCTH BbICOKasl. OTHOIIEHMS C O HO-
KJIaCCHMKAaMM MOJIOKMUTEebHbIe, HO B CBSI3U C YaCThIMU
OPBU OoTCYTCTBYET B IIKOJIE, B CBSI3Y C YEM «BbITIAJAET»
13 00IIeCTBEHHO KM3HY KJ1acca.

JuazHocmuueckue meponpusimus: ¢ TalMeHTKO ObLI
ITPOBEJIeH PSIJl AMATHOCTUUYECKUX ITPOLeyp s yTOU-
HEHMST «<MUILIEHW» IJ1s1 JaJibHeliineil paboTsl. VICIomb3y-
eMble MeTOIMKN: MeToguKa «TpeBoxkHoCTb 1 Jlerpec-
cusi» (Tull) [14], onpocHuk llImurieka [15] — BoISIBJIeHME
aKIeHTyallu JIMYHOCTH, TIPOEKTUBHbIE METOIUKN
«YesioBexk nof goxkaem» [16], «[lopTpeT uenoseka» [17],
«Cembsi» [18].

[To pe3ynbTaTaM MccaeqoBaHMsI ObIa YCTaHOBJIEHA
YaCTUYHAS aJIEKCUTUMMUS (TPYIHOCTU UAeHTUDUKALIN
YyBCTB U IM(depeHIpOBKY YYBCTB U TeJIECHbIX OIILY-
L[eHWI1), BBICOKUI1 YPOBEHb JTUUHOCTHON TPEBOXKHOCTH,
CHUXXeHMe camoolieHKH. [1o pe3ynbraTam MpoOeKTUB-
HBIX METOJIMK YCTAHOBJIEHO TPEBOKHOE COCTOSTHIE
MalMeHTKH, JeBYIIKa MOCTOSIHHO OXMaJia 4eT0-TO
CTPAIIHOTO, YTO MOTJIO ObI C Heil cAyunuThCs. Takke
13 6ecebl C MAIMEHTKOI CTaJIO IOHSATHO, UTO B CEMbe
pebGeHOK He OIyIIaJI ce6st Hy>KHBIM M BasKHBIM, HE OIILY-
1ajJ poOAUTENbCKYIO TTOAAEePKKY, IeBYIIKE TPYIHO
OBLJIO PaCKPBITHCH ITepel 6IM3KUMM JIIOIbMU, IIPU 9TOM
MPUCYTCTBOBAJIO JXeJIaHMe HalTy coracyue, paBHOBeCye
¢ okpysKkawiiumMu. ITo pesysbraram AMarHOCTUUECKUX
Ipoleayp ObUT OpeesieH riaH paboThI € IallJIeH TKOIA:
MIPOBOAMIINCH 3aHATUS € TICUX0y10ToM (1 pa3 B HefeJl0):
KOppeKIMs/pa3sBUTye SMOIMOHATbHOTO MHTEJJIEKTA,;
obyueHIe MeTOJaM CaMOPETYJISILINY — CHSITYE TPEBOXK-
HOCTU; KOPPEKIIMSI e TCKO-POAUTENbCKMUX OTHOIIEH U
(COBMECTHO ¢ MaMOi1). PekOMeHJOBaHbI 3aHSTUS apT-Te-
parnmeit, My3bIKOTepareii, TeJleCHO-OpMEeHTUPOBaHHOM
Teparnueii. 3aHATHS TICUXO0JIoTa C MalMeHTKO Ha oMY
MPOBOAMINCH B TeueHMe 3 mecsieB. [Io pe3ynbraTam
OKOHYAHMUS 3aHSATUI aKTUBHBIX KaJI00 MalueHTKa
He TIpeabsIBsIa, O YeM TaKKe CBUIEeTeIbCTBOBAIN
IOBTOPHbIE PE3YIbTAaThl JMATHOCTUUYECKUX TIPOLIEYDP.
B HacTosiee BpeMsi malyieHTKa JOCTUT/Ia COBepIlIeHHO-
JIeTHEro BO3pacTa ¥ He HaXOOUTCS IO/ HabJIoIeHeM
TICMXO0JIoTa, HO OOIIeHMe ¢ MaMOi1 COXpaHEHO U M3BECTHO,
YTO IeBOYKA YCITEIIHO OKOHYMJIA IIKOJY M ITOCTY I/
B BbICIIIee yueOHOe 3aBeieHle B MOCKBe.

Pebenok 2. Manbuuk 11 et 10 mec. Cam pe6eHOK
aKTUBHBIX XaJ106 He mpeabsaBisul. C 3aIIpocoM Ha OKa-
3aHMe MCUXO0JIOTMUYECKO ITOMOIIY 06paTuIach Mama
pe6eHKa. AKTUBHbBIE XKaJ06bl MAMbI B OTHOIIIEHU A
pebeHKa: pe6eHOK COIMaTbHO He aKTUBEH 10 IPUUYMHE
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TOT0, UYTO He MocelaeT NIKOIY, KPY>KKM M HAXOUTCS
Ha gomaniHem o6yueHun. Kak ciencTBue, oTMeuaeTcs
HapyllieHie KOMMYHMKaTUBHbBIX HABBIKOB. [Icx0amorin-
OHaJIbHBIN (PoH 6e3 ocobeHHOCTEli. HacTpoeHMe HOCUT
HelTpaJibHble, CTAOMIIbHbIE XapaKTEePUCTUKMA.

IIpu moceleH M MaleHTa YCTAHOBUTD KOHTAKT
He yIaJI0Ch, pe6eHOK He YCTaHAaBIMBAET 3PUTEIbHbIA
KOHTAaKT, 130eraeT ero, Ha BOIPOCHI He OTBeuaeT. Ha oc-
MOTp Bpaua-IieiaTpa pearmpyeT yI0BJIeTBOPUTEJbHO,
HO Ha BOIIPOCHI TaKsKe He OTBeYaeT, B CBSI3U C UeM Ipo-
BECTM OIMarHOCTUUYeCKMe MCCIeloOBaHUS He ITpeaCcTaB-
JISLIOCh BO3MOKHBIM. [ICMX0/IOTMYeCcKMit aHaMHe3 OblT
COCTaBJIEH CO CJIOB MaMbl.

Buozpaguueckue darHoie: ceMbst He moHas (poay-
TeJu B pasBoJie, HO ObOIeHMe C Taroi COXpaHeHo),
MJaaInii pe6eHoK B ceMbe, MeXXIy IeTbMM O0JIbIIIast
pa3HuIiia B Bo3pacTe. AKTMBHOe y4acTye B BOCITUTAHUN
IpuHMUMaeT 6abyika. IeTCKO-pOaUTeTbCKIE OTHO-
IIeHM ST XapaKTepu3yIoTCsl TUTIepOneKoit CO CTOPOHBI
MaMbl 1 6a6yku. 1o 8 jieT mocemra MKoJIy, HO MHIN-
BUJyaJIbHbIE YPOKM; HA MOMEHT KOHCY/IbTaluu hopma
o6yueHus — goMalinHssi. O61eHre co CBePCTHUKAMU
OTCYTCTBYeT.

ITo pe3yiabTaTaM KOHCYJIbTALIMM MaMe ObLIV JaHbl pe-
KOMEeHJaly [0 B3aMOZECTBIUIO C PpeOEHKOM U TAKKe
OBbLT COCTABJIEH TIJIaH PETYISIPHBIX TTOCENEHN C 1IeJTbI0
OTCJeXMBAHUS NUMHAMUKY MICUX0IMOIMOHATbHOI'O
coctostHus pebeHka. B 2023 rogy nmamyeHT CKOHYAJICS.
IMnanupyercs HaOMIOOeHMe U TIPY HeO6XOIMMOCTH —
TICUXOJIOTMUeCKOe COMIPOBOXKIeHMe CeMbl B TeueHle
roga.

B HacToOsIIEee BpeMs o4 HaGIIOAEeHEM Mea-
IIMHCKOTO IICMX0JIora 6puraabl Bble3HON MaTpOHaX-
HOJ1 nmajinatuBHOI nmomoinu 'BY3 J0 «O6nacTHas
JeTcKas KIMHUYecKas: 60JbHUIIA» MPOAOKAIOT
HaXOOUThCS 5 gereit ¢ puarHosom MB. [TocemeHns
Ha IOMY K HUM OCYIIECTBJISIIOTCS 1-2 pa3a B roj
C 1eJIbI0 AMHAMMUeCKOTo HabmoaeHus. Ha Tekyuuii
MOMEHT B OKa3aHUM IICUXOJOTUUECKOI MTOMOIILU
MalyeHThl ¥ YJIeHbl UX ceMeli He HYXXaatoTcs. leTu
COIMAJIbHO aKTUBHBI, K 3260/1€BaHIIO aJaIllTUPOBAHBI.

Cepbe3HOCTH 3TOr0 3a60JIeBaHUS U €T0 XpOHMYEe-
CKOe Tporpeccupymoliee TeueHue MpeacTaBiasIIOT CO-
6071 hakTOp pyCcKa OJIsI ICUXOJIOTMUECKUX COCTOSIHUIA,
KOTOpbIe MOTYT BO3SHUKATh Yy AeTel U UX POOUTENeN.
Hab6niogeHne geTeil M uX cemeit, KOTOpbie ObIIN IPU-
3HaHbI HyXXpawmumMmucsa B okazauuu [IMII B fpoc-
JIaBCKO# 06/1aCTU, ITOKA3aJ0, UTO B 6OJBIIMHCTBE
cJlyyaeB IPOUCXOAUT KaK JOCTAaTOUHAS afalTalus
K 3260JIeBaHMIO Y CAMOTO MaIMeHTa, TaK U MPUHSITHE
3a601€BaHMSI y WIEHOB ceMby. OTHAKO B HEKOTOPHIX
cJlydyasiXx OTMeueHO BO3HMKHOBeHMe IMCUX0IMOIMO-
HaJIbHBIX TIp06eM. HabmomeHne B JMHAMUKE 3TUX
JeTei MeIUIIMHCKUM IICYXO0JIOTOM OT/Ie/IeHN S Bble3]I-
Hoti [IMII geTsiMm nipy noceleHMM Ha IOMY O3BOJISIeT
CBOEBPEMEHHO BBISIBUTH OCOOEHHOCTH B IICUX03MOI M-
OHAJILHOM COCTOSTHMM, a TaK)Ke OKa3aTh HEOOXOIMMYIO
TICUXOJIOTUYECKYIO TIOMOIIb.

3aknrouyeHue

PaHHSS qMarHOCTMKA, B OCHOBHOM 6J1arofapst Ipo-
rpamMmMe HEeOHATaJbHOT'O CKPUHMHTA, ¥ BOSMOXXHOCTU
aTuomnaroreHetrnuveckon repanuu CFTR-mopynsito-
pamMu KapAMHaJIbHO MEHSIOT KaueCTBO U PO OJIKU-
TEeJIbHOCTb JXM3HM GOJIBIIMHCTBA MallMeHTOB ¢ MB.
[TocnencTBUS STUX U3MEHEHMIT HAaM ellje TOJbKO MpeJl-
CTOUT YBUJIETh U OLLEHUTh. TeM He MeHee OCTAITCS
¥ OYIYT MOSIBJASITHCSI B Oy YIEM MalMeHThl ¢ MB,
Kak Cpeau AeTCKOTo, TaK U B3POCJIOr0 KOHTUHTEHTa,
KOTOPBIM MOXXeT IToHamo6uThest [TMII [8, 9]. 3yueHne
MEXYHAapOAHOIrO ONbITA OKAa3aHM I KOMITJIEKCHOM
naJJIMaTUBHOM MoMoIu aeTsaM ¢ MB, Banupganus
CTaHAAPTHBIX IIIKaJI ¥ OMPOCHUKOB MO NaJJAUaTUBHOM
npobysemMaTyKe, HaKOTJIeHMe COGCTBEHHOTO OIbITa
MpOBeIeHN ST HAYUHBIX UCCIeTOBAHUI TpeACTaBIIsI-
I0TCS BaXXKHEMIIMMM TOYKaAMM POCTa OTeYeCTBEHHOM
CYCTEeMBbI IOMOIIY IETSIM C JaHHBIM 3a00JIeBaHUEM
[19, 3].

B pamkax okazaHus crenuaansdupoBanHoi [IMII
metsim ¢ MB B Poccnn yke ceiiuac BO3MOXHO PeIlIUTh
BOITPOCHI OpraHu3aluy HyTPUTUBHON U pecrimuparop-
HOJ TTOAIePXKKU, TTOJTyUeHU ST MeIUIIMHCKUX U3Heanii
ISl UCTIOJIb30BaHMS Ha OMY, perJlaMeHTUPOBAHHBIX
nmpukasoMm Mun3apasa Poccuu N2 348u ot 31.05.2019,
a TakKe IMOJTyYeHM ST TICUMXOJIOTMYeCKO¥ TTOMOIIM peOeHKY
U wieHaMm cembu. [TaTpoHaX BbIe34HOI ITATPOHAKHONM
6puraabt OBIIIIMII meTsIM Ha JOMY TO3BOJISIET CHU3UTH
YaCcTOTY MOCeLeHNT MallieHTaMU IeTCKUX MTOTUKINHUK,
a 3HAYUT, ¥ PUCKU TTePEKPECTHOTO MHOUIVPOBAHMS
C 060CTPEHUSIMU XPOHUUECKOTO OPOHXOJIETOYHOTO
rnpoiecca.

Takum 06pa3om, He06XOOMMO MPOIOJIKATh CU-
cteMmHoe pa3Butue IIMII meTssm ¢ MB Kak yacTu nmpo-
1ecca co3aHus 06Iepoccuiickoin MHOPACTPYKTYPbI
[IMII, mncrioib3ys OTeYeCTBEHHBIN U MeXIAYHapOI -
HbII OIIBIT OKa3aHUS KOMILJIEKCHOM MaJIIMaTUBHOMI
MOMOUIY AETSIM C JaHHBIM MPOTPeCcCUPYIOUIUM 3a-
6oJeBaHMEM.
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AHHOTaUUA

MblweuHas auctpodust Jiowwenna (M) — opdarHoe Herpombituey-
HOe nporpeccrpyioLLiee reHeTuyeckoe 3360/1eBaHue, Bbi3biBatoLLee
pa3pyLUEHME Vi MOCAEAYIOLLYIO MOTEPHO MbiLLIL, 33601eBaHYIE BbI3bIBa-
eTcsa MyTaUusamMu B reHe DVID, KOTOPBIN KoampyeT 6enok AnCTpoduH,

B Pe3y/IbTaTe HaPYLLIAETCA €ro CUHTES B MbILLLAX. B OTCyTCTBIUE ANCTPO-
GVHa MBILLILBI HYBCTBUTE/IbHBI K MOBPEXXAEHWIO, 4TO NPUBOANT K NPO-
rpeccupytoLLiel NoTepe MblLUEYHON TKaHW V1 4BUraTeNbHBIX GYHKLMIA.
VlccnenoBaHMA NOCARAHNX N1ET CYLLECTBEHHO V3MEHUN K 1y HLLIEMY
HaLLle NOHVMaHIE NaTOreHETUYECKIX MEX3HI3MOB 3360/1eBaHUs. Pas-
PaboTaHbl MeXyH3POAHbIE ¥ POCCUIICKIE KAMHNYECKIIE PEKOMEHa-
LM 1O MYNTUANCLANAVHEPHOM MOMOLLM NPU MbILLEYHOMN ANCTPOGUM
[JowerHa. NosBaeHre 1 NoBCeMEeCTHOE NCMONb30BAHME Ha MO3AHVIX
CTaAunsx 33601eBaHIS PECNMPATOPHON NMOAAEPXKKM 1 KapAMoTepanum
NO3BO/INAO HA AECATKN NIET YBEANYUTL MPOAOIKATENBHOCTb XKN3HN
npvt M /1. HO 3T0 XU3Hb C y>Ke yTPa4eHHbIMM BO3MOXHOCTAMV.
KomnaekcHas CTaHA3PTHasA Tepaniisa NPy PaHHEN AUarHoCTVKe, Ha
paHHwx ctaamnax M/, HanpaBaeHHas Ha YNpeXAeHVe OCIOXHEHNI,
COXpaHeHVie GyHKUMI 1 3aMeANeHe TedeHs 33001eBaHNs, AenaeT
ero bonee 06POK34ECTBEHHBIM, COXP3HAET Ha ZOMONHUTENbHbIE

FO/Zbl CMOCOBHOCTL XOAMNTb CAMOCTOSTENLHO, YMEHBLLAET KONMYECTBO
Heobs3aTeNbHbIX A5 HO30/10T N UHB3NVAV3MPYIOLLIX OCNOKHEHN,
YAYHLLAET K34EeCTBO XKM3HY, OTOABUraeT BO3PACT MPUMEHEHNS KOPPeK-
TUPYIOLLIVIX METOZOB NI@YEHNS, H3 MHOTVIE FO/bl YBEMHMBAET NPOAOA-
XKMTENbHOCT OOLLIEN 1 GYHKLNOHANBHO aKTUBHOM SKU3HM N3LMEHTOB.
[oABI1AACh NATOreHeTNHeCKasA Tepanyis, HanpaB/IeHHasA Ha BOCCTAHOB-
NIeHVie HeA0CTatoLLIEro OenKka ANCTPOdUHa N YCTPaHEHNE BTOPUYHOM
NaTONI0rMM, 43CTb NEK3PCTBEHHbIX MPEN3pPaToB AOCTYMH3 POCCUMNCKIM
nauvientam. CBOeBpeMEHHOE Ha3HaYeHMe 1 COYeTaHMe NaToreHeTVYe-
CKOW 1 KOMMIEKCHOV CTaHA3PTHOV TEPan¥N MOBBLILLAET UX 3GdeKTHB-
HOCTb. PacCMaTpUBaIOTCA A3HHBIE KAMHUYECKMX NCCNEL0BaHWI O TOM,
KOTZ3 W KaKMX KAMHU4ECKIX SGPEKTOB MOXHO OXKWA3Tb OT NaTOreHeTy -
4eCKOW Tepanuv 1 Kak ee BCTPOUTL B CTAHAIPTHYIO. HOBbIE BU/AbI Tepa-
NuK TpedyIoT NepecMoTpa GOPM U METOAOB OPraH13aLUM ANUTENbHO
Tepanum MaNoMobUABHBIM rpynnam Aetei ¢ M Ans yayyiwers
AOCTYNHOCTY V1 K34€CTBa MeAMLIMHCKIX YCAYT Ha AoMy. C MCnonb3o-
BaHMEM BCEX MMEIOLLVIXCA CPEACTB TePaneBTUHeCKo NOAAePXKKM
nauvientos ¢ M/ Mbl CTOVIM Ha MOPOTre PaANKaNbHbIX MONOKUTENbHbIX
V3MEHEHMI B 1e4eHNN 1 TeYeH M 33001eBaHIIS C NPeBPaLLEHNEM ero
113 GaTaNbHOrO, MOKa He KypPaTVBHOIO, HO B MOAAIIOLLYIOCS eHeHI0
XPOHU4ECKYHO HO30/10T V.

Knrouesble cnoBa: vbileyHas Auctpodus oweHHa, ANCTpoduH,
CTaHAPTbI TEPANUW, NATOreHETVHECKas Tepanus.

Abstract

Duchenne muscular dystrophy (DMD) is an orphan neuromuscular
progressive genetic disorder that causes muscle breakdown

and subsequent loss. The disease is caused by mutations in the
DMD gene, which encodes the dystrophin protein, as a result of
which its synthesis in the muscles is disrupted. In the absence

of dystrophin, the muscles are sensitive to damage, resulting in
progressive loss of muscle tissue and motor function. Research

in recent years has significantly changed our understanding of

the pathogenetic mechanisms of the disease. International and
Russian clinical guidelines for multidisciplinary care in Duchenne
muscular dystrophy have been developed. The emergence and
widespread use of respiratory support and cardiac therapy in the
advanced stages of the disease has made it possible to increase
the life expectancy of DMD by decades. But this is a life with lost
opportunities.

Complex standard therapy with early diagnosis, in the early stages
of DMD, aimed at preventing complications, preserving functions
and slowing down the course of the disease, makes it more
benign, preserves the ability to walk independently for additional
years, reduces the number of disabling complications that are not
necessary for nosology, improves the quality of life, postpones

the age of the need for corrective methods of treatment for many
years, increase the duration of the general and functionally active
life of patients. Pathogenetic therapy aimed at restoring the
missing dystrophin protein or eliminating secondary pathology
has appeared, some of the drugs are available to Russian patients.
Timely prescription and combination of pathogenetic and complex
standard therapy increases their effectiveness. Clinical trial data on
when and what clinical effects can be expected from pathogenetic
therapy and how to combine it with standard therapy are
considered. New types of therapy require a revision of the forms and
methods of organizing long-term therapy for children with limited
mobility in order to improve the availability and quality of medical
services at home. With the use of all available means of therapeutic
support for patients with DMD, we are on the verge of radical
positive changes in the treatment and course of the disease with

its transformation from fatal, not yet curative, but treatable chronic
nosology.

Key words: Duchenne muscular dystrophy, dystrophin, standards
of therapy, pathogenetic therapy.



BBepeHuUue

MbiieuHast nuctpodust Jomenna (M) — yactoe
cpeny ophaHHBIX TSDKEJIOe, ITPOTrPeCcCUpyIoliee reHeTnye-
CKOe 3a00J1eBaHMe, BbI3BIBAIOIIEE pa3pyIIeHe MBbIIIILI, IT0-
paskaet 1 13 5000-6000 HOBOPOKAEHHBIX MAJIbUMKOB [1, 2,
3], uiu 1: 10000 oT 06111ero KomnuecTBa HOBOPOXKIEHHBIX
JeTeil, He MMeeT reorpadmueckux ¥ pacoBbIX pasauunii
10 PacIIpOCTPAHEHHOCTH [2, 3, 4]. [I1s1 cpaBHeHMSI, pac-
MIPOCTPaHEeHHOCTb MbIllleyHO TucTpodun bexkepa (MIIB)
coctasiisieT MeHee 8 ciiyuaeB Ha 100000 HOBOPOKIeHHBIX
MY>KCKOro 1osna [3]. B Poccniickoit @enepanym Konmye-
CTBO nanyeHToB ¢ MJIJI pacueTHO coctapisieT 3500-4500
MaleHToB, OAHAKO «BUIMMBIX IJIsI MeAUIIMHbBI» ITaliy-
€HTOB C TeHeTUYeCKU MOATBEePKAeHHbIM AMarHO30M —
opueHTHPoBOUHO 1500, ocTajbHbIE KUBYT 3a 3aBECOIA
HEBEpHBIX IMAarHO30B. DTO 03HAYAEeT, YTO 6OJIe3HD Y HUX
MIPOTEKaeT TakK, Kak B XIX Beke, Korga 9To 3ab60jieBaHue
BIIepBbIe OBIJIO OIMMCAHO [5].

M Bbi3bIBaeTcsa MmyTauusaMu B rene DMD (konu-
pyeT cuHTe3 6e1Ka OucTpodHa), KOTOPble HAPYyIIaloT
BbIPabOTKY aucTpoduHa. I'eH pacmooxkeH Ha Xp21 xpo-
MOCOME, 3TO «I€HETUUECKUI1 yOUiiIla MaJIbUMKOB HOMEP
oauH» B Mupe [6]. Mytauun B reHe DMD Tak>ke MOTYT
BbI3BIBATh MbllIeuHyI0 AucTpoduio Bekkepa (MIB) [6],
5TO 60JIee jerkoe 3aboJieBaHme ¢ 6oJee MO3gHUM Ha-
YyaJioM 1 60J1ee MeIJIeHHbIM IIPOTPECCUPOBAHNEM, UEM
M [7, 8]. Paznuumns B TSIKeCTH 3a60/1eBaHMit 00BSCHS-
I0TCSI TeM, MMeeTCs JIM HapyllleHue paMKU CYUThIBaHU S
MOO) nnn vet (MIB) [9].

Camble paHHME CMMITTOMBI — 3aJIepsKKa PU3MUECKOTO
u peueBOro passutus [7, 8]. B eBpomneickux cTpaHax
nuarHo3 M/l cTaBsT B cpejHEM B BO3pacTe MabulMKOB
4-4,5 roga. Jlyuuine npakTuku, Haripumep B Utannuu,
3HAIOT CBOMX MAI[MEHTOB B cpeiHeM K 3 rogam. B Poc-
cuiickoi @epepalium cpegHMI BO3PACT AMAarHOCTUKU
MJI/I Bce ellie OCTaeTCs BBICOKMM U COCTABJISIET OPUEH-
TUPOBOUHO 7 seT [10].

BONBIIMHCTBO NallM€HTOB TEPSIIOT CITOCOGHOCTh
XOAUTH U CTAHOBSITCS 3aBUCUMBIMU OT MHBATUIHbBIX
KOJISICOK B BOo3pacTe 7—12 jeT, HYy>KJalTCS B pecliMpa-
TOpHOI nmoagepskke B 15-20 seT. [Tpy onTuMasbHOM
yXO/ie B pa3BUTBIX CTPaHaX nauueHTsi ¢ M1/ SKMBYT 10
20-40 nieT, yMUpAIOT OT CEePAEUHON U/UIU IbIXaTeTbHOM
HEeJIOCTaTOYHOCTH [7, 8].

3aboseBaHMe A0 CUX ITOP HEM3JIEUMMO, HO B CHCTEME
CBOEBpeMeHHOI IMarHOCTUKM, Me IUIIMHCKO TOMOII
U Tepaluy MO LaeTCs JeYeHUI0 U MeHsIeT TPaeKTOpUIo,
MPOAOJ/IKUTENbHOCTD KM3HU yBeJInunuBaeTcs: Ha 10+
set [11].

FeHeTUKa

I'en nuctpodumua DMD (Xp21.2-p21.1) — oguuH U3
caMbIX 60JIBIINX FeHOB ueoBeka (2,2 M6), conep>kuT
79 sx30HOB [12]. B rene DMD nanuentoB ¢ M1/ nian
MIB o6HapyskeHOo 60see 7000 pasaMIHBIX MY TaIMIA.
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Oxoso 60-70% m3 Hux ipu M/IJ] cocTaBasIOT ge/lelun,
5-15% — pynnukanuu, a 20% — ToyeuHble MyTallUH,
HeO6OoJIbIINMe eselK MY AyIauKanuu. HanpoTus,
y nnauueHToB ¢ MJIBb 60-70% MyTanuii COCTaBIASIIOT
nmenenun, 20% — gynaukanuum, a 5-10% — ToueuHblie
MyTaluu, HeGoJIblIe qeeluu Uan BctTaBku [7, 8, 13].
Bo/bIMIMHCTBO Aenenuit U [yTIANKAIUii B TOPSTUUX TOU-
Kax reda DMD pacIioJioskeHbI B 9K30HaxX 45-55 1 3-9.
[TpumepHO 47 u 7% nanyueHToB ¢ M1l MEOT MyTaluu
B 3TUX TOPSIUMX TOUKAX, COOTBETCTBEHHO [14, 15]. Pac-
MOJIOKeHe MyTaluu Ha TeHe BO MHOTOM OIpefesisieT
TSKECTH TeueHus 3a60/1eBaHMsI — UyeM OJIMKe My Talust
K HavaJIy TeHa, TeM 60Jiee JOOpOKaYeCTBEHHOE TeUeH e,
¥ HA000POT, YeM IMCTaJIbHEE PACIIOIOXKEHA MYy Tall Vs,
TeM TsDKesiee 3a6osieBanue [16].

De novo myTaniuu yacTo BcTpedarTcs npu M
u MJIb — npumepHo y TpeTu nanueHTos [17, 18, 19, 20,
21]. IIpymeyaTebHO, UYTO MaTepH, He SIBJISIIOIIMeCs COMa-
TUYECKUMU HOCUTENIMU MyTauuu DMD-reHa, HO y KO-
TOPBIX ecThb ety ¢ MO nnu MIIB, mogBepkeHbl pUCKY
umeTsb nocyenyiomux aetert ¢ MI uau MIB B pesysnbra-
Te FOHaJHOTO MO3auiiy3Ma (Kakoi-TO IPOIEHT OOLIMTOB
HeceT MyTaluio). YacTora roHagHOro MO3auilusMa B
0OIMTaX MUJIM CTIEpMAaTO30M1aX MMeeT MHAUBUAYaIbHbIe
pasnnuusi, HO MOXeT JOCTUTraThb 14% [22].

3HaHMe OCHOB reHeTUKM 3a601eBaHM ABISIETCS
HeoOXOIMMBIM AJISI HPaKTUUYEeCKUX Bpaueii B pabore
cmanuedtamu ¢ M I B CBSI3U C T€M, UTO IIPUXOSIIAS
B KIMHUKY FeHOTepaInus B OCHOBHOM SIBJISIETCS TapTeT-
HOJI 1 HallpaBJieHa Ha oIlpeJie/ieHHbIe TUIIbI M pacIlio-
JokeHue myTanuii. KpoMe rimoKOKOPTUKOCTEPOUA OB
(I'KC) B HacTos1Iee BpeMs B KJIMHUUYECKOM ITPaKTUKE
HeT YHMUBepCaJIbHbIX IIperapaToB, MOAXOASIIMUX 15T
Bcex nmauueHToB ¢ MIII. HeT Takyke 1 KypaTUBHOI Ma-
TOTeHeTUUYeCKOi TepaImniu.

MHoroo6pasue aucTtpopuHonaTum

Knmaccuueckoe omncaHue 3a60eBaHMs BKIIOUAET
B €e06s1 MTPOrpecCcUpyOILYI0 MTOTEPI0 MBIIIIEUHON CUJIBI,
HauMHAIOUIYIOCS B BO3pacTe OT 3 10 5 JieT, IoTepio CII0-
COGHOCTM MepeaBUTaTbCcs B Bo3pacTe oT 7 no 12 jer,
IUIAaTallMOHHYIO KapAMOMMOIATUIO U NbIXaTeJIbHYIO0
HeOOCTaTOYHOCTb Ha BTOPOM [IeCSITUeTUN KU3HU [23].

Teuenue 3a60/1eBaHMS 3aBUCUT OT COBOKYITHOCTM JH-
JIOTeHHbIX ¥ 9K30TeHHBIX (haKTOpoB. B 0630pe N. Ferizovic
u coaBT. (2022) [24] npmBOnATCS 23 MPOrHOCTUYECKUX ITO-
KasareJs TSDKeCTU TeUeHUST M CKOPOCTU TTPOrpeccupoBa-
Hust MI/I. DHIOreHHbIe: BO3PACT AMArHOCTUKY U MaHuUde-
CTalMY CUMITTOMOB, TeHETMYECKME MOIU(PUKATOPBI, TUIT
U pacrosoxkeHue MyTaluy, poCcT, Macca ¥ MHAEKC MacChl
TeJia. DK30TeHHbIe: KapAMOMPeBeHINS U KapAuoTepanus,
I'KC (Bo3pacT HauaJjia jedeHusl, 03a, MpPOJ0KUTETbHOCTD
BO3[eiCTBYS, (apMaKOJOIMUECKII aTeHT U PEXKUM ITPU-
ema — eXkeJJHeBHbI U MHTePMUTTUPYIOL ML), ITaTore-
HeTuyeckas Tepanus (aranypeH, ATL1102, npucanepceH,
9/1acaJIOHEKCEHT, STEIIMPCEH, UIe6eHOH, OKCaHIPOJIOH,

NMAAMATUBHAA 7‘
N XOCMUCHAA
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Puc. 1. U3meHeHUe NPOOOSIHUMESIbHOCINU HU3HU NAYUEHMO8
¢ MZI/T, poxOeHHbLX 8 pa3Hble 200bl. OCHOBHAS NPUYUHA Y8euU-
UeHUs NPOOOJIHUMENbHOCIMU HCU3HU 8 IMO 8peMS — Nosi8JIEHUE
U Hauano n08ceMecmHo20 UCN0Nb308AHUSL PECNUPAMOPHOL N0J-
Oepxcku [35]

TAC-205, BaMOPOJIOH, BUITOIAPCEH), XUPYPTUST HUSKHUX
KOHEYHOCTeJ 1 TI03BOHOUHMKA, OPTe3bl, pecriMpaTopHast
o iep>kKa. B mpyrux my6amkaiusx mpuBoasiTcs yoeny-
TeJIbHbIE JaHHbIE O BaXKHOCTU MTPOPUIAKTUKY U JIeUeHUST
ocTeoriopo3a 1 ponu Butamumua D [25, 26, 27], pusmdeckoii
Teparnuy, pacTsKeK, peabMInMTaly U PErysipHOi yMe-
peHHo GusMueckoi akTuBHOCTH [11, 28, 29]. Heobx0-
OVMO OTMETUTDb, UTO MeAMIIMHCKME aCIIeKThbl HE MOI'YyT
B ITOJTHOJ Mepe OLIEHUTD U 3aMEHUTh POJIb CEMbM B 60pbOe
C TaKOJi TSKEJION IJTMTe IbHOM ITporpeccupyoliei 6oses-
HBIO, MPUBEPSKEHHOCTM K KAYECTBY YX07a 32 60JbHBIMMA
B ceMbe (3HaHMSI, TepIieHNe, TIOCTOSTHCTBO, PECYPCHOCTD).
910 3ab0s1eBaHMe TPebyeT KaskIOJHEBHBIX MHOTOJIETHUX
YCUJINTA CEMbM B TOM, UTO KacaeTcst GpM3MUYecKoii Tepanmn
" GU3NYECKOI aKTUBHOCTMU.

UccnegoBanus namyueHToB ¢ ML/l moaTBepauin pe-
3yJMbTaThl GYHAAMEHTaTbHBIX MCCIeIOBAHMII O B3au-
MOCBSI3M MEXKY CTPYKTYPOi 1 QYHKIMEN AUCTpoduHa.
BoisiB/IeHbI yYaCTKM AUCTPOGMHA, KOTOPbIE BaXKHbI JIJIsT
3abosieBaHMIi cepAIa, KOTHUTUBHOTO AeduiyTta u ap. [30,
31, 32]. Illonumanue naroreneza M1 1 u MJIb Takxke yiyu-
IIMJIOCh B pe3yJIbTaTe U3yUeHMs TalMeHTOB B IIpeesiax
OJTHOJt CeMbM, KOTOpbIE MMEIOT OJMHAKOBYIO MyTaIlMIO,
HO pa3sHYIO CTeIeHb TSKeCTU 3a00IeBaHMsl, a TAKKe pas-
JIMYMS B BbIPAsKEHHOCTU ¥ CKOPOCTU ITPOTPeCccupoBaHms
3abosieBaHMs. DTU UCCIeTOBAHMS TTOAYEPKHYIN BasK-
HOCTbh reHeTUYeCKMX MOAMUGUKATOPOB, ITOCPEICTBOM
KOTOPBIX BapMallyy reHOB, yU4aCTBYIOIIMX, HAIIpUMeD,
B (hopmupoBaHuy BocIaneHus miu Gpubposa, MOTYT BIIN-
SITh HAa McxXo[ 3a6oneBanus. [Tockonbky M1/ — penkoe
3a00JieBaHe, BbISBJIEHME ITUX FeHETUUECKUX MOAUDU-
KaTOPOB SIBJISIETCS CIIOKHOI 3a1auelt.

[IpumepHO ofHa TpeTh nanueHToB ¢ MI/I (MMermux
MyTallMy B IUCTAJIbHOM YaCTU reHa) MMeeT KOTHUTUBHbIE
HapyIIeHus, TPYIHOCTY C 00yUeHeM, ITOBeJeHUeCKe
npo6siembl [33]. KOrTHUTHBHBIE HAPYLIEHMS TTPOSIBIISI-
IOTCSI C paHHEro BO3pacTa, HO He IIPOrPeccupyioT, a mpu
JIOJKHOM MOAXO0JIe C BO3pacTOM KOppeKTupyloTcs [11, 32].

VccnenoBaHus mocaeHUX JIEeT CYIleCTBEHHO M3MeH -
JIV K JTYYIIIeMY Hallle [TOHMMaHye 0COOeHHOCTel TeueHusT
3aboseBanms. [Ipu HagIekaleii MeJUIIMHCKOM ITOMOIIV
nauyueHTsl ¢ M/II B HacToOsIIIee BpeMs JOXKUBAKOT A0
40 neT 6;aromapsi 60yiee paHHe! TMarHOCTUKE, pa3paboT-
Ke ¥ BHeJIPEHUIO B TPaKTUKY peKOMeHIaluii 10 Tepaniu,
a Tak>ke DJOCTMXXeHMSIM B JIeUeHUM CepaeuHO-IerOUHOM
HeIOCTaTOYHOCTH [2].

PeTpocrieKTUBHOE MCCIeOBaHMeE, OITyOIMKOBAHHOE
Kieny P. 1 coaBT. B 2013 1. [34] IpMBOAUT JaHHbIE O TOM,
YyTo /151 nauyeHToB ¢ M, poagusiuinxcs no 1970 1., cpen-
HSISI ITPOJIOJIKMTEIbHOCTD SKM3HM COCTaBJIsIa 25,77 roga,
a mist poguBmuxcs mocye 1970 r.— 40,95 ropa. PasHuia
COCTOUT B TOM, YTO ITOCJEIHSIS IPYIIIa MMesa BO3SMOXK-
HOCTb TMOJIYUaTh pecIMpaTOpPHYIO MOAIepKKY [34, 35]
(puc. 1). 910 ke Kacayoch U MPUUYNH CMEPTU 6OTBHBIX —
B 92% ciydaeB MPUYMHON cMepPTH 60IbHBIX 10 1990 T.
6blyIa ObIXaTe/IbHasI HeJOCTATOUYHOCTh U TOJIBKO B 8%
ciaydaeB — Kapauomuonatus. [Tociae 1990 r. npuumHa
CMepTH Y 3TOi KaTeropuu 60IbHbIX M3MEHMIACh paau-
KaJIbHO — TOJIBKO B 52% cirydaeB 3TO ObljIa AbIXaTeIbHa s
HeJIO0CTaTOUYHOCTb, a B 44% — npo6j1eMbl, CBSI3aHHbIE
C cepaieM.

HaxomneHHbIl TpUBeIeHHbI BbIlIE OIbIT BeJAeHNS
U JleyeHUd nauueHToB ¢ MIIJL cBUIETEeNbCTBYET O TOM,
UTO YBEJIUYUTD NPOIOIKUTETbHOCTD UX JKU3HU MOKHO
IBYMSI IPUHIIMITMABHO Pa3HBIMM CITOCOOaAMM:

» IlpenynpexxaeHue U OeiiCTBME Ha OllepexkeHue,
C 1IeJIbI0 3aMeIIeHN Sl TPOTrpeccpoBaHMs 3a00IeBaHM s
¥ COXpaHeHU S UMeIoIMXCs QYHKIVOHATbHBIX CII0C06-
HOCTeji. DTO MPUMEHMMO Ha PaHHei cTaguu 3aboJe-
BaHUSI, OJisI AeTell CO CBOeBPeMEeHHO AMarHoCTUKOI,
KOTOpbIe BOBpeMsI HauaJiy ITo/TyvyaTh CTAaHAAPTHYIO U, TI0
BO3MOYXHOCTH, TATOT€HETUUECKYI0 Tepaniio, COXpaHUIU
CIIOCOOHOCTD XOAUTH (TA0I. 1).

» Koppexkiins v komneHcaiys, korga M1 HaXoauTcst
B KOHEUYHOI CTaguM IMPOrpeccupoOBaHMS U OCIOKHEHU S
y3ke cOpMUPOBAJINCH, OCYIIECTBIISIOTCS Pa3IMUHbI-
MU MeOULIMHCKMMM MeTOAaMM U BMelllaTeJIbCTBaAMU —
XUPYypPruveckasi KOppeKkius KOHTPAKTypP U CKOIM03a,
pecnupaTopHas MoAAepyKKa JIerKMX, KapamuoTepanns,
006e360MBaHNMe, HYTPUTUBHAS MO AEPKKA. ITO MPU-
MEeHMMO Ha MO30HUX CTaAMUIX IPOTPeccUMpoBaHMs 3a-
6oseBaHMsI, GaKTUUYECKN — TajIIMaTUBHAas IIOMOIIb,
OHa MPOJIEBAET KU3Hb TSIKEeJI0 60JIbHOT0 C MHOI MMM
yTpaueHHbIMU QYHKIMSIMU Ha TOObI [34, 35] (Tabs. 1).

Pa3BuTHE NnaAM\MaTUBHOM NOMOLLUM
Aetam ¢ MAA

Opranusanusi okazaHus MaajauaTUBHON Meau-
LMHCKO oMoy getam ¢ MJIJ] B mociaenHue 5 et
IOIOJIHMIACh HOBBIMM BO3MOKHOCTAMMI. ObecreueHe
HeOoOXOOMMbBIMY MeOUIIMHCKUMM U3AeTUIMU O5
nereii ¢ MIJI, uMeom X MeOMUIIMHCKOE 3aKI0UeHe
Bpaue6GHOI KOMUCCUY MeIUILIMHCKO OpraHusanun
0 HaJIMUUU Y HUX MTOKA3aHUI K MaJJAUATUBHON Mequ-
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Ccbinika

4

3

erOKOKOpTI/\ KOCTEPONAbI

30710TOV CTaHA3PT Tepanuy, 3ameaneHne nporpeccuposaHus M/ B 2 pass,
yMeHblUeHne 0bLLen CMePTHOCTY Ha 76%. MoaAepKa COKPaTUTENbHON
GyHKUMM cepaLa (bonee No3aHee Hakano KapAVOMYONaTU 1 MeHbLIee
4NUCA0 CNYH3EB CMEPTY MO MPUUUHE CEPAEHHON HEAO0CTITOMHOCTH), AblXa-

Te/IbHbIX MbILUL, YMEHbLUEHNE XPOHUYECKOrO BOCMANEHNS MbILLLL, NPOAJeHNe

CNOCOBHOCTN XOANTb H3 HECKO/BKO JIET, NpeayrnpexaeHiie GopMUpOBaHIS

MHBaMAM3MPYIOLLEro ckonrosa. C 3-4 neT NOXM3HEHHO, BapbUPYs PEXXUMbI

¥ A03bl NpremMa

36,37,38

Drzndeckas Tepanus, peabuantaLms

30/10TOW CTaHABPT Tepanuu, npeaynpexaeHne GopM1pOBaHNS KOHTPAKTYP,

npoA/eHne COCOOHOCTUN XOANTb Ha HECKOBbKO eT. C 3-4 NeT NOXKM3HEHHO,

OCHOBHOE BHUM3HMe — rOIeHOCTOMHbIN 1 KOJIEHHBbIM CYCTaBbl, 33TeM Apyrue
CYCTaBbl MO Mepe HEOBXOANMOCTY, EXEAHEBHO NOXKM3HEHHO

11, 38,39

Butamun D

YNyyLUEHVe COCTOSHNA KOCTHOW TKaHW, NpeaynpexeHine nepeaomos
[JIMHHBIX TPYB4aThIX KOCTEN 11 MO3BOHKOB, NPOAEHME CMOCOBHOCTU XOANTb
Ha HeCKObKO fieT. Cpasy noc/ie AMarHO3a, B MOBbILLEHHBIX 4033X, KOHTPOAW-

pOBAaTb ABAX/AbI B r0J, MOXM3HEHHO

25,26,27

Kapanonpodunakmka

3amezsieHne NporpeccpoBaHKs KapAMOMMOnaTuK. MNpu oTCyTCTBUN
CYMMNTOMATVKM He nosgHee 10 neT NOXMU3HEHHO

41,42

BoccTaHoBGHNIE CUHTE33 H3CTUYHO PYHKLMOHANBHOMO ANCTPOPUHS,

[TaToreHeTnyeckas reHoTepanmA

COXPaHeHVe MbILLLL, 33MeANeHe nporpeccupoBaHus M/, npoaneHve 43
CNOCOBHOCTU XOANTb HA HECKOMBKO IET, CTabUAN33LMS 0Obema Aerkux.
C 2-4 neT, B TeYEHME HECKONBKMX NET

Koppekuusa

Kapanotepanua

Crabuansaums v NoAAepKKa M1IOKapAa, Hakvano He nosaree 10 ner, 41

NMOXWM3HEHHO

BrcdocdoHaTHas Tepanms

CTa6I/IJ'IVI3aLI,l/I$| COCTOAHUA ONOPHO-ABUIATE/IbHOrO annapata, NO3BOHOYHMKAE
N OTAE/IbHBIX MO3BOHKOB, MOCAE NEPBOrO NeEpesioMa, No Mepe HeO6XO,£I,VI- 41

MOCTW

PeCI‘II/IpaTOpHaﬂ NoAAEP>XKKa

Crabununzaums U NoAAEPKKa AbIXaTeNbHOM GYHKLMN, YBENNHEHE
NPOAO/KUTENBHOCTU XU3HM A0 20 JONONHUTENbHbIX 1eT. PeCnMpaTopHas
NOAJEPXKKa NpY yMeHbLUeHNN 06bema erknx 4o 50% oT HopMbI,
OTK3LUNMBATENb — MPY YMEHbLIEHMI MNKOBOWM CKOPOCTU KALLAS A0 MeHee

34,35,41

270 a/mMnH

LIMHCKOJ ITOMOIII M, CTaJI0 BO3MOKHBIM B Poccuiickoit
®epepanyuy ¢ 2019 1. 3a cueT cpencTB cyocuanii U3 ge-
IepaibHOTO OI0/KeTa, B COOTBETCTBUU C IIPUKa3aMu
Mwunsapasa Poccum N2 3481 ot 31.05.2019 1 N2 5051
ot 10.07.2019. B npukaze MunsapaBa Poccum N2 348H
«06 yTBepKAeHUM TTIepeuHsT Me IUIIMHCKUX U3TENINA,
IpegHa3HAYEeHHBIX /ISl IO AepskaHus QYHKINUIA Op-
raHOB M CUCTeM OpraHM3Ma yejoBeKa, NpeoCcTaB-
JISIeMbIX JIJISI UCII0JIb30BAHU S HA IOMY» COIEPXKUTCS
6oiiee 200 MegUIIMHCKUX U3nenuii. I3 Hux gJis nerei
¢ MI[1 Hanbosiee BOCTpe6GOBAaHHBIMU SIBJISIIOTCST Me I /-
LIMHCKME U3aeNus Iist obecrieueHns peciiypaTopHOii
noaIepskku (rpyIna MeUIIMHCKUX U3enii «AHecTe-
3M0JIOTMYECKIE U peCcIpaTOpHbIe MeAUIMHCKIE U3-
Ienusi»), CpefCcTBa MmepeaBMKeHMs afallTUPOBaAHHbIE
(B T.4. pa3HOOOPa3HbIe KPeCaa-KOJISICKI), CUCTEMBI
noabeMa/repemeleHns MalMeHTOB, KPOBATU Me-
IUIMHCKNE U COMTYyTCTBYIOMMe usnenus. [lopsigok
obecrieyeHUsI MeAUIIMHCKMUMM U3AENUIMU OETEH,
MOJIYUaUUX MaJAMATUBHYIO MeAUIIMHCKYIO I10-
MOIIb, peryaupyertcs nmpukazom Munsapasa Poccuu
N2 5051 «O6 yTBepkaenuu Ilopsiaka mepemadyu oT
MeJIUIIMHCKOM opraHmM3aluy naueHTy (eTo 3aKOHHO-

MYy IpenCTaBUTENI0) MeAULIMHCKUX U3 eNU, Ipey-
Ha3HAYEHHBIX IJIS IToAaepkaHusT PYHKIMIT OpraHoB
U CUCTEeM OpraHu3Ma uejioBeKa, AJis UCTI0JIb30BaHUS
Ha IOMY MTPY OKa3aHUM MaVIMAaTUBHOI MeAUIIMHCKOT
TTOMOIIL U ».

Ba’kHbIM 11arom Ha My TH yJIyYII€HMS] KaueCTBa Me-
IUIMHCKOM oMoy getsam ¢ MIIIT cTaio yTBepKaeHue
B 2023 r. knMHMYeckux pekomengauuit KP 773 «Ilpo-
rpeccupyiloinasi MmbiiiiedHas nuctpodus JiomieHHa.
[Iporpeccupyroias MbileyHast gucTpodus bexkepa»
[LJIsI BO3pacTHO KaTteropuu «detu» [29]. [JaHHbIe KJIN-
HMYEeCKMe peKOMeHIanuu B pasgenax 2.5. Hble nu-
arHoCcTUYecKue uccaemoBanms u 3.5. IlajnanaTuBHas
MeIUIMHCKAa s TOMOIb COAepyKaT CeIyole peKOMeH-
Ianyuu, MpsmMo Kacarlyecss OKa3aHMs NaJlJIMaTUBHOM
MeIUIIMHCKOM MOMOIIM TeTSIM:

¢ PexoMeH1yIOTCSI IepBUYHbBIE KOHCY/IbTALIUM Bpaueil
Y MHBIX CIIeIIMaIMCTOB U3 MeAMIIMHCKOM OpraHu3ainmu
WY ee CTPYKTYPHOTrO NoApa3aeieHnsl, 0Ka3bIBaloIIero
Creuuaan3upoOBaHHYI0 NAJUIMATUBHYIO0 MEOULIIMHCKYO
nomoub getsasMm ¢ MII/M/B, mpu Hanu4umuu roKasaHuii,
LIS oTpefiesieHst 06'beMa HeoOX0IMMOI TTaIMaTUBHOM
TIOMOIII M.

'~
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+ PexoMeH1yIOTCSI TOBTOPHbBIE KOHCY/IbTAI[M Bpaueri
Y MHBIX CIIeIIMaJMUCTOB 13 MeIMIIMHCKOM OpraHu3auinmn
WJIN ee CTPYKTYPHOTO MTOApa3aeeHusl, 0Ka3bIBaloIIero
CcrenuaJdM3MpOBaAHHYIO MA/UVIMATUBHYIO MeAULVHCKYIO
nomoiub aetsam ¢ MI/MIB, npu Halinunu roKasaHui,
IJIS1 oTIpeiesieH st 06beMa Heo6X0IMMOli ITalJIMaTUBHOM
IIOMOIIIY ¥ OLIeHKM ee 3P(PeKTUBHOCTN.

+ PexoMeH1yeTCsI OKa3aHMe NOCTYITHON MaaanaTuB-
HOWM MeAUIMHCKOM nomotiu getsMm ¢ M1/ MJIb, kom-
TIJIEKCHO OCYIIECTBJISIEMOi COTPYAHUKAMU MeIUIIMHCKIX
opraHmusaluit 1 ux moapasaeneHnit, 0Ka3blBalOII X
CTienMaanM3UpPOBAHHYIO NMAVIMATUBHYIO MeIUIMH-
CKYI0 IIOMOUIb JETSIM, B PETyJISIPHOM B3aMMOZENCTBUMN
C ceMbeli I o6ecIieyeHus IOTPeOHOCTeN maleHTa
U ero 3aKOHHBIX TIpe/ICTaBUTeIelt Ha pas3IMYHbIX 3Tarax
3ab60/IeBaHMSI.

+ PexomeH1yeTCsI BCeM MalleHTaM C TPOrpeccupylo-
IIei1 MbIIIIeYHOI qucTpodueri [T1oleHHa ¥ ITPOrpeccupy-
IOIIIei MBIIIEUHOI TucTpodmeit Bekkepa, HYKIAIOIIMMCS
B OKa3aHUM NaJIMaTUBHOM MeIUIIMHCKOM IIOMOIINA,
IIPOBOIUTH MMATPOHAXK BbIE3HOI ITaTPOHAKHOI Opura-
IOVl OTAe/IeHM S BbIe3HOM MaTPOHAaKHONM Na/JIMaTUBHOM
MeIUIIMHCKONM ITOMOIIV JETSIM C 11eJIbI0 OKa3aHMsI Iajan-
aTUBHOJ crielaau3upoBaHHOI MeAUIIMHCKOM TTOMOIIA.

Heo6x0quMo0 OTMETUTH, UTO B KPUTEPUM OLIEHKM Ka-
YyeCcTBa MeIUIMHCKOM rTomMoy getsam ¢ M1 BKIIoueHOo
MpoBeieHNe MTaTpOHayKa BbIe3JHO IaTPOHAKHOI Opura-
JIOVi OTAe/IeHM S BbI€30HOM IMaTPOHAKHOM MMaI/IMaTUBHON
MeAUIMHCKOM ITOMOIIM AeTsM MallieHTaM, HY>Ka0-
LIMMCS B TAJUIMAaTUBHOM MeAUIMHCKOV ToMoIu [29].

Cnenymoummum 3TaroM pa3BUTHSI TAJJIMATUBHONM Me-
IOUIMHCKOM nmomoiuy getsam ¢ M/l goJ/I3KHO CTaTh I10-
BCeMeCTHOe ee OKa3aHle Ha OCHOBE YTBepPKAeHHOTro
npukazom MuH3gpasa Poccuu cTangapTa MeqUIIMHCKOM
TIOMOILY IIPU JaHHOM 3a60JIeBaHUM.

AencTBUe Ha onepeXxeHue

BoJsiee 6;1aronpusTHOrO TeUeHus 3a00/1eBaHMs, Kaue-
CTBA JKV3HM [IJISI TIAI[ME€HTA U €T0 CeMbI MOKHO TOOUTHCS
yTeM MPOJJIeHMs paHHelt ambynaTopHoit ctaguu M/,
npeaynpexaeHus N0oIBAeHNUS MHBAAUAN3UPYIOLUX
OCJIOXKHEeHU1, 3aMeJIJIeHNsI IPOTpeccupoBaHms 3abose-
BaHMS ¥ COXpaHEeHMUS TeX QYHKIIMOHATbHBIX BO3MOK-
HOCTEI, KOTOpPbIE €CThb Y JeTel B 3TO BpEMSI.

Vi3MeHUTDb TPaeKTOPHUIO pa3BUTHKS 3a00/IeBaHMSI, 3a-
MeIJIUTh ero IPoTrpeccrpoBaHue, epeBecTu B 6oee
mo6poKayecTBEHHYI0 GOPMY MOKHO U HYKHO, eCJIU
IeicTBOBATD 110 (hOPMYJIe: «ITpeyIpeauTh, 3aMeIJINTh,
COXPaHUTb». [IJIs1 TpoTpeccupyloiiero 3aboaeBaHmsl,
KOTOpBIM siBJisieTcst MIIJI, moka HeT PyHKIMU «BOCCTA-
HOBUTb».

Heo6x0a1MO IPOAIUTH CTANIO CAMOCTOSITEIbHOI
X0mb0bI y meTeii ¢ M/ kak MyuamumyM Ao 10 jieT, ontu-
MaJibHO — 10 15, OpMeHTUPYSICh Ha BHICOKYIO BEPOSIT-
HOCTD TOSIBJIEHNST HOBBIX 9((eKTUBHBIX JIeKapCTBEeHHBIX
npenapaToB. Yke MMeIOIIecs: pe3yJIbTaTbl MHOTOJIETHUX

pPeTpOCIIeKTUBHBIX UCC/IeNOBaHMIT CBUIETE/IbCTBYIOT
0 TOM, UTO PaHHSIS AMaTHOCTHKA 3a60IeBaHMs U CBOe-
BpeMeHHOe Ha3HaueHue U MpUMeHeH e KOMITJIEKCHOM
Tepanmuy ClIoCOOHBI COBOKYITHO YBEIUUUTD CIIOCOOGHOCTH
XOAUTDh y malieHToB ¢ MIJ] Ha HeCKOJIBKO JieT [24, 38,
44] (puc. 2).

[Touemy npu MIJ1 yaensieTcs Takoe BHUMAaHMe CIIO-
cobHOCTU XO0OuUTh? IIpeske BCero, aTo MOJIOKUTETHHO
BJMSIET Ha 00IIee pa3BUTHE peOeHKa, COCTOSIHME TTbI-
XaTeJbHOI CYCTeMBI (TTOBBILIAET BO3PACT MTOTPEGHOCT
B pecrnympaTopHO¥ MoAaepskke), GopMupoBaHye OTIOPHO-
JBUTATEBHOTO aMliapaTa 1 BhIPaXXeHHOCTh CKOJINO03a,
MPOJO/IKUTENBHOCTD ¥ KaUeCTBO KU3HM NaljMeHTa U ce-
mbu. [Tpy M/1], B iepBYI0 ouepenb IO pa3HbIM IIPUIMHAM
CTPaJaT HOI'U. ITO MOTYT ObITh ITePeIOMbI JJIMHHBIX
TPYyOUATHIX KOCTEH C ITOC/IeAYIOIIMM TUIICOBAHNEM, aTPO-
(bumeit MbIIIII ¥ TTOTEpE CITOCOOHOCTHY XOAUTh. YTpara
CIOCOOHOCTY XOOUTD y meTeit ¢ M/I/I cBsI3aHa C aTpo-
(bmeit MpIIL ¥ X €1a60CTHIO, TAKKE C KOHTPAKTYpaMu
rOJIEHOCTOIIHBIX CYCTaBOB, KOria pe6eHKy O0JbHO CTO-
SITh ¥ XOIUTh: OH TepsieT paBHOBECHeE, MalaeT U B UTOTE
OTKa3bIBAETCSI OT MOMBITOK XOAbObI. DTO TTIOBOPOTHBI
MOMEHT B TeUeHMM 3a60IeBaHMsl, JaJibllle HAUMHAETCSI
3¢ddeKT JOMMHO ¢ HapacTaHMEM ITPOBIIEM U OCIOKHEHUIA.

Hwuke mpeacTaB/ieHbl OCHOBHbIE TPUUMHbI TPEK/e-
BpPEMEHHOI1 ITOTepy CITOCOOHOCTY XOAUTH Y AeTer ¢ M,
Y CTIOCOOBI UX TIPeAYIIPEXIeHNUS:

» KOHTPaKTyPbI TOJIEHOCTOITHOTO CycTaBa 1 gedop-
Martus CTOIbI

penreHye — dbusnuyveckast Tepanusi, pacTsKKY [11]

> TIepesIOMbI IIMHHBIX TPYy6UAThIX KOCTEN HOT

peurenmne — ButaMuH D, KaJbLuii, Tpo@uIaKTUKa
ocTeonoposa [25, 26, 27]

» HapacTaluas MbIleyHast cJ1abocTh (OBICTPHIN
pocr) [11]

pemrenne — I'KC (3ame/isiFOT pOCT, COXPaHSIIOT MBIIII-
1) [11]

> M30bITOUHBI BeC (IlepeIOMbl JIMHHBIX TPYy6UYaThIX
KOCTeli HOT, KOMITPeCCUMOHHbIE TIepeOMbl IO3BOHKOB
MOSICHUYHOTO oTAena) [11, 41, 43]

penreHue — OTBETCTBEHHAS MO3ULUS POSUTEIEN
¥ opraHusanus MuTaHus A0 U MocJie Havaja mpuema
I'KC [24].

B 2012 r. Humbertclaude V. u coasr. [45] ony6sn-
KOBaJIM KJAMHUYECKMe AaHHble u3yueHus 278 ppau-
y3ckux nanyueHToB ¢ M1/l (cpegHMI1 JOHTUTIOAHBIN
nepuo Habmogenus 14,2 roga). ITo Bo3pacTy norepu
CITOCOGHOCTU K MepeIBMKeHIIO ObIIM BbIIeIeHbI TPU
rpynmsl: 1o 8 et (rpymma A) — Tsikenast popma M,
XapaKTepu3yeTCsi pAaHHUM TSIKeJIbIM IBUTaTeIbHbIM
U ObIXaTeJIbHBIM CHMXKeHueM; oT 8 0 11 neT (rpyria
B) — nmpomeskyTOUHOe 10 TSIKeCTy TeyeHue; oT 11 1o
16 et (rpymma C) — 6oJiee jierkoe TeueHue (Tabi. 2).
B oTnnume oT mporpeccupoBaHusI NOPakeHUs CepALia
MOTOPHbBIE U IbIXaTeJbHbIE 3MeHEeHNS B TPeX rpyIinax
MMeJIM OCTOBepHbIe CTaTUCTUUYECKIe pa3Inumsl.

Pe3ysibTaThl MCCIeOBAHMSI: YPOBEHDb (PU3MUECKUX
BO3MOXHOCTeJ (CITOCOOHOCTh XOAUTh, 6eraTb, MO/ -



Tabaunua 2

PALLIUM

NAANMATUBHAA | ‘
N XOCIMCHAA 4
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A

o1

MokasaTtenu nporpeccuposanuns M1/l B rpynnax nauneHToB ¢ pa3/IniHbIM BO3pacTOM NOTEPU

cnoco6HoCTN XoAUTb [45]

MNMoka3aTenb, roabl

(ecnm He ykazaHo nHOe)

Ipynna ao 8 net

Bo3pacT yTpaTbl CNOCO6HOCTY XOAUTH Y AeTeld, roAbl

lpynna ot 8

CnocobHocTb 6erathb 5,41 711 9,19
CnocobHOCTb MOAHMMATHCA MO AECTHULE 6,24 7,99 10,42
CnocobHOCTb XOANTH 7,10 9,25 12,01

CnocobHOCTL BCTATb U3 NOJNOXKEHUS NEXKA HA CINHE 6,8 8,5 10,3
MaKCUMabHBIA 06BEM NETKIIX, /I 161 20n 24N
OCTaHOBK3 pOCTa NIErKMX 10,26 12,45 14,58

CKOPOCTb CHUXEHWA POPCUPOBIHHOM XKIU3HEHHOM eMKOCTN
nerkux (% B rog) 8,83 7,52 6,03
MoTpebHOCTb B peCcnMpaTopHON NoAAepsKKe

(06bem nerkyix < 30% oT HopMb) 13 16 20

JNarHoCTnKa CKOANO33 10,1 119 134

HMUMATbCSI M3 TIOJIOKEHU S JiexKa) OTIpeiesissioT TaKxKe
00beM JIETKUX, CKOPOCTh CHUKEHMUST POpPCUPOBAHHOM
SKM3HEHHOJ eMKOCTU ¥ BO3PaCT HeOOX0AVMMOCTY PecIu-
paTopHoit moaaepykku. [TapasiesnbHO C HApacTaIUM
IBUTATENbHBIM IeUIIMTOM U TTIOTepeii ABUTATETbHBIX
CITOCOOHOCTE MPOrpeccupyIoT KOHTPAKTYPhl KOHEY-
HOCTEI, a CKOJIMO03, TI0-BUAMMOMY, SIBJASIETCS Hamb0-
Jiee Ba>KHbIM OCJIOKHEHMEeM, HalPSIMYI0 CBSI3aHHbIM
C BO3PaCcTOM IIOTepU CIIOCOGHOCTH K IepeIBMKEHIIO,
U IMaTHOCTUPYeTCs 0OBIUHO Yepes3 2 Tojia IocJjie moTepu
MOOGMJIBHOCTYU [45]. BaKHO OTMETHUTD, UYTO 3TO TaBHEE
ucciaenosanue 2012 r., B HeM He IIPUBOASTCS OJaHHbIE
o npueme I'KC nanmeHTaMu, BKJIIOUEHHBIMU B UCCTIE0-
BaHMe. JTO BXKHO C TOUKY 3peHUs TPOAOJIKUTETbHOCTU
CITOCOGHOCTM XOAUTH, GOPMUPOBAHMS MHBATUIU3U-
PYIOIIEro CKOMM03a ¥ MHOTUX IPYTUX KOMOPOUTHBIX
coctositHMit, Ha uTO ['KC BAMSIOT mOKa3aTeabHO.

PaspaboTaHa 1 OIy0JIMKOBaHa KOHLIEMIIS KJIloue-
BBIX KpUTEPUEB U COCTABIAIONIMX 93¢ GEeKTUBHOI Tepa-
muu 60bHBIX M]I I, c MOMEHTAa II0OCTAHOBKM AMarHo3a.
Ona npenHa3HavyeHa JJ1s TPaKTUUeCKOro KAMHNYECKOTO
npuMeHeHM [38], B KOTOPOJ IMaToreHeTnyeckas Te-
panus SIBJISIETCS «BUIIIEHKOI Ha TOPTEe» M BHOCUT CBOIO
JIETITY B COCTOSTHYME GOJILHOTO TP COOJTIOIEHUN U TIPU-
MeHeHUM BceX (aKTOPOB HMKHUX YPOBHEN MUPaAMUIbI
(puc. 2). Umewiasics B HaCTOsIIee BpeMs maToreHe-
TUYecKkasl Teparnmus He MOXeT 3aMeHUTb U OTMeHUTD
CYIIeCTBYOI[MEe CTaHAAPThl MeIUIIMHCKOI MOMOII
metsm ¢ M, 1 MakcuMMaJ/bHO 3G eKTMBHA He BMECTO,
a BMecTe ¢ Humu [38, 40].

KoH1lermys BK/IIoUaeT B cebsl coO/II0neH e KOMITIeKca
YCJIOBUI: paHHSISI AMAarHOCTUKA + KOMIIJIeKCHAs CTaH-
nmapTHas Tepanusi (KOHTPOJIb BuTamuHa D, pusnueckas
Tepamnus, pacTsSIkKKH, CBOeBpeMeHHbI CTapT Ipruema
nedasakopra (I'KC nmepBoro Bbi6opa), Kapauornpodu-
JIaKTHMKA, COXpaHeHre QYHKIMK JIeTKUX (puc. 2). 1o
6asuc O IPUXOIsINeil B IpakTUKYy jeueHuss M T
HOBOI1 ITaTOTeHeTMYeCcKoit Tepamnuu. [IpenioskeHHast

KoHIenuus 3pGeKTMBHOM KOMIIJIEKCHOV Tepanumn
M o6ecrieunBaeT MaMeHTOLEHTPUIHYIO TePAIINIO,
3aMeJJIsieT IIporpeccupoBaHue 60Je3HM, TO3BOJISIET
n36exxaTh pasBUTUSI He06sI3aTeNbHBIX A1 HO30JIOT UM
SKU3HEYTPOKAIINX MHBATUAU3UPYIOIINX OCIOXKHEHU I
(CKOMMO03, KOHTPAKTYPBHI, TepeJIOMbI IJIMHHBIX TPyOUa-
TBIX KOCTEJ1 1 [T03BOHKOB, YMEHbIIIEHe 00'beMa JIETKIX,
JIbIXaTesibHasi HeJOCTaTOYHOCTD) [38].

MaTtoreHeTUUECKanA TapreTtHaa reHotTepanusa

VccnenoBaHMsI TI0 CO3IaHMIO TTATOTeHETUYECKOM
Tepanuu MJIJ] BeIyT B HaCTOs1lee BpeMS OeCATKU
(apmaiieBTIMUECKMX KOMIIAHNIT, OHM HAIlpaBJIeHbI Ha
BOCCTaHOBJIEHME CHMHTe3a 6eika IucTpoduHa 1 yCcTpa-
HeHVe MaTOJIOTUYEeCKUX MOCIeICTBUIL €T0 OTCYTCTBUS.
CyluecTByOIMe TTaTOTeHeTUUeCKe mpernapaThl IS

FTEHOTEPANUA

KOHTPO/J1b CEPALIA
N AbIXAHUA

CBOEBPEMEHHOE
HA3HAYEHUE AE®/IA3AKOPTA

COXPAHEHVE CYCTABOB
1 MblLUL,

NPO®UNAKTUKA OCTEOTMOPO3A
(BUTAMUH D)

PAHHAA AUATHOCTUKA

Puc. 2. Cucmema a¢ppexmueHoli komnaexcHolli mepanuu

M [38]
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M moka He MOTYT BOCCTAHOBUTD YTPAUeHHYI0 MbI-
[IeYHYI0 TKaHb ¥ QYHKIMIO, TO3TOMY BasKHO HAUMHATH
Tepanmuio Kak MOXXHO paHblile, Ha JOCMMIITOMHOJ CTa-
Iy 3a60J1eBaHMS, TIOKA MBIIIIIBI €1le COXPAHHBI U €CTh
TOUKA MPUJIOKEeHUS [IJisI Teparmu.

Omo6peHbl MeKAYHAPOIHBIMM PEryasiTOPHBIMU
OpraHaMu " yke MpuMeHS0TCS B Poccuiickoii @e-
Jlepauuy TapreTHbIe TeHOTepaneBTUYeCcKye npena-
paThl 7151 IPOYUTBIBAHUS CTON-KOAOHOB (TOUKOBBIE
HOHCEHC-MYTally, B pe3yabTaTe 3aMeHbl OCHOBA-
HUST popMuUpyeTCs MpeXxIeBpeMeHHbIi CTOIM-KOJA0H)
M IIPOMYyCKa 9K30HOB 45, 51, 53 (KpyIMHbIe Oelennn,
KOPPEeKTUpPyeMble NOMOTHUTEIbHBIM MPOMYCKOM
COOTBETCTBYIOIIUX 3K30HOB), KOTOpPble Ha3HAUAIOT
metsam ¢ MO ¢ panHero Bo3pacTa. boJsiee netanbHasd
nHopMal s 1Mo BbillleyKa3aHHbIM IperapaTam Mpu-
BOAMTCS B MOCTAEAVIOMMX pasaenax ctaTbu. COBOKYII-
HO OHM MOAXOISIT OpMEHTUPOBOUYHO 40% manMeHTOB
[46]. B mpakTuueckoii meguumHe Poccuiickon @ene-
pauuu njig Tepanuu nauueHToB ¢ M1l Ha3HAvYawT
MSITh TAPTETHBIX MIPeNnapaToB: aTaJypeH (HOHCeHC-
MyTalluu), Ka3uMepCeH, STeNAUPCeH, TOI0AUPCEH
U BUJITOJIApCeH (IIpernapaTsl AJis MPOITycka 5K30HOB
45,51, 53 cOOTBETCTBEHHO).

B HacTosmee BpeMst GOH, TTOAIEPKKM JIeTe C TSI-
SKeJIBIMU KM3HeYTPOXKAKIIMMU U XPOHUIECKUMU 3a-
60JieBaHUSIMM, B TOM uycje opdhaHHbIMU 3a60JieBa-
Husimu, «Kpyr nobpa» o cocrossauio Ha 07.06.2024
obecreyMBaeT IperapaTaMy TapreTHO TeHOTepanmumu
425 poccuiickux meteit ¢ M (3aperncTpupoOBaHHbI
B Poccuiickoit ®enmepanyy aTaaypeH U 0f06peHHbIe
MeXIYHApPOLHBIMMU PEryJIsiTOpaMu 3TeIIUPCEeH, FOJI0-
IVPCEH U BUJITONApCEH) (Tabi. 3).

lMpounTbiBaHUE CTOMN-KOAOHOB

AtanypeH npenHasHaueH 1 nauueHTos ¢ ML oT
2 JieT u cTapiile, MMeIoI X HOHCeHC-MYTAal IO B TeHe
nuctpoduHa. JJaHHbI BUI MyTaIMit TPOSIBISIETCS 06-
pa3oBaHMeM MpeXIeBpPeMeHHbIX CTO-KOJJOHOB B Ma-
TpuuHoii PHK. [Ipemnapart geiicTByeT Ha 3Tale TpaHC-
nsauuy 6eyika B pubocoMe 1 IMO3BOJISIET BOCCTAHOBUTD
CUHTe3 MOJIHOPa3MepHOTo 6esnka auctpoduHa [47]. ITO
TabeTMPOBAHHBIN ITpernapar, yA0OHbIi OIS JJINTeb-
Horo npuema. B Poccuiickoit ®egepannm Ha 07.06.2024
235 mauyeHToB ¢ M/l 11o/IyyaroT aTaJypeH ¢ ITIOMOIIbIO
doupga «Kpyr mobpa» (Tabi. 3).

MpenapaTbl A NPONYCKa 3K30HOB

B HacTosiee BpeMs B MeXIYHapPOIHO U POCCUIL-
CKOM KJIMHMUYECKOJ NPaKTUKe IIPUMEHSIOT YeThipe
npernapara, KOTOpble IPUBOJISIT K MPOIYCKY 9K30HOB,
a UMEeHHO 3TeIJIMPCEeH, rOJOLUPCEH, BUJITOapCeH
1 KasumepceH. OHM 0gOo6pPeHbI YIIpaBieHreM 10 ca-
HUTApHOMY HaJI30PYy 32 KaueCTBOM MUIIEBbIX TPOIYKTOB

u menukameHToB (FDA) nns neuenust M [47-56]. TTo-
CKOJIbKY 3TU TIpernapaThl CrielupUUHbI K Olpe/ie/IeHHbIM
MYTalysIM, OHU IPUMEHMMbI TOJBKO MpUMepPHO K 30%
Bcex nmauyueHToB ¢ M.

Tepanus, KOppeKTUpYIOIas HapyllleHe paMKu
CUMTBIBAHMS TeHa JucTpodmHa MyTeM MPOoITycKa orpe-
IeleHHbIX 9K30HOB (51, 53, 45 u Ap.), o6ecrneunBaeT
CUHTE3 YKOPOUEHHOTO OTPAaHMUYEHHO QYHKI[MOHAIb-
Horo 6ejKka nuctpoduHa. Takoit 6eJI0K CMHTE3UPYEeTCS
npu MIB. IIpernapaTsl SBASIOTCS crielubUUHBIMU 15T
omnpefe/leHHbIX JleJiel /i, IpU Pa3HbIX MyTalUSIX MTOCTIe
MIPOITyCcKa Pa3HbIX 9K30HOB OYAYT 06Pa30BbIBATHCS
pas3auyHblie 6eKU-AUCTPOGUHBbL. PaKTHUEeCKM ITPOITYCK
O HOT'O M TOT'O Ke 9K30Ha MOXeT IIPUBECTU K 06pa30-
BaHMIO PasHBIX IUCTPOPMHOB. Tak, meaennst 5K30HOB
47-50, 48-50, 49-50 1 52 Mo3keT 6bIThH BOCCTAHOBJIEHA
Iy TeM ITPOITycKa 3K30Ha 51. OgHAaKO AUCTPODUHBI,
MpOoAyLMpyeMble Mocje KOppeKI MM Mponycka 3K30-
Ha 51, 6yayT pa3nauuarbcs. Takke genenus 5K30Ha
52 mMokeT 6bITh BOCCTAHOBJIEHA ITPOITYCKOM 3K30HA
51 wnu sk30Ha 53, UTO IPUBOAUT K TOTYUEHUIO IBYX
pPa3HBIX OMCTPOGOUHOB, KOTOPbIE MOTYT OTANYATHCS
dynkumonanpHo [7].

[TpenapaTsl A5 IPONYCKa 9K30HOB OKAa3bIBAKOT
MYJIbTUCUCTEMHOE BO3IeiiCTBMe Ha 6OJbHBIX, TPU
IJIUTeTbHOM MCIIOIb30BaHUY MTPOIJIEBAIOT CIIOCO6-
HOCTb K CAMOCTOSITEIbHO X01b0€e Ha HEeCKOJIbKO JIeT,
yAyYIanT QYHKIUK PYK U IbIXaTeJIbHO! CUCTEMBI.
WMHCcTpyKI MK IpenapaToB AJisl TPOMyCcka 3K30HOB He
cofiepskaT BO3pacTHbBIX 1 QYHKI[MOHAIbHBIX OrpaHnye-
HUIi TalMeHTOB JJisl Hauasa, MPoIoKeHUSI M OTMeHbI
npemnaparos [42].

Tepanuio o Oporycka 3K30HOB B Poccuiickoin
®enepauun, mo faHHbiM Ha 07.06.2024, nmosy4daioT
190 manuenToB (Tabs. 3, 4). B Ta6auiie 4 He yUTEHbI
12 mauueHTOB, MOJYYAKIIMX Ka3MMEePCEH MO permo-
HaJIbHBIM IIPpOrpaMMam.

B cBsI3M ¢ BHegpeHMEM B POCCUICKYIO KAUMHMYe-
CKYI0 MPaKTUKY HOBBIX MIperapaToB MaToTeHeTuye-
CKOJVi Tepanuu gas geteit ¢ ML/l B perMoHalbHbBIX
cucTeMax 3paBOOXpaHeHUS BO3HMKIIA HEOOXOo M-
MOCTb OpraHu3al i cIielMajabHOTO XpaHeH s TO/I0-
BOTI'0 3aI1aca TaKyX IpernapaToB, a TaKKe 06ecrevueHust
exxeHele/IbHBIX MHAY3MI1 TeKapCTBEeHHbBIX IIpenapaToB
IJISI IeTe ¢ JaHHbIM 3a00/IeBaHMEM B pesK1Me MHOTO-
JIeTHEro HelpepbIBHOIO MpMMeHeHNsI. 3HAaUUTebHas
yacThb geteit ¢ Ml SBISIOTCS MaJOMOOUIbHBIMM 11/
MJIV KMBYT Ha 60JIBIIOM PacCTOSHUY OT MeIUIIMHCKOM
opraHm3saluu, yroJHOMOUYEHHOI 3aHMMAaThCS BBee-
HMEeM JIeKapCTBEHHOTO Ipenaparta. Heo6XoaMmMocTh
eskeHeIeJIbHOV TPAaHCIIOPTUPOBKY pebeHKa B MeIu-
IIMHCKYI0 OpraHM3aIunio Aas MHQy3un JiekapCcTBeH-
HOTO Tpenapara sIBJsieTcs TpyJHOpellaeMoil 3aaueii
IJISI MHOTUX CeMeil TaKUX MalMeHToB. Brliniemnepe-
YlCJIeHHOEe CO3aeT AOMOJTHUTENbHYI0O HaTPy3Ky Ha
ImepcoHaj MeIUIIMHCKUX OpTaHu3anmit, 0CO6eHHO
B cy6bekTax Poccuiickoit @enepanum c HauboIbIIein
YMCJIEHHOCTBIO IeTei, Moaydamux TapreTHyo Te-
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MHH npenapar

MexaHu3m aencTeus

PALLIUM

NMAAMATUBHAA

N XOCIMCHAA 4 l

7

Ne2,2024 | MOMOLLb

Tun myTauum

KonnyectBo poccuiickmx geten, noy4atoLmx naToreHeTU4eCKyo TapreTHYH0 reHHYo Tepanuto B Poccninckon
®epepauuu ¢ nomoubio GpoHaa «Kpyr pobpax

Konunvecteo aeteii

AtanypeH (TabneTupoBaHHbIi) ﬂg%;"_';gzg:ge HOHCEHC 235
(VILO$>?§MMOPHCI—|€SI7I) lMponyck 3k30Ha 53 aeneums 15
(IEHM£;§SSEETM) Mponyck 3k30Ha 53 Aeneuys 73
(Mﬁg;e;sﬂmmoac'fgm [ponyck 5k30Ha 51 aeneums 102

Ipumeuarue: 12 nayuenmos nosyuaiom KasumepceH (UHQY3UOHHbIL) — npenapam 01 NPONYCKA IK30HA 45 — ¢ nomMowbio pezuo-

HAbHBIX 0100#emM08.

panuio: KpacHomapckuit Kpaii, Pecriy6imka bamrkop-
TocTaH, MockoBcKas 06yacTh, Pecriy6amka Jlarecras,
ropona MockBa. Heo6xomyumMo NogYepKHYTh, UYTO Opra-
HU3a U MHGY3MOHHOTO BBEIEHMS TapTETHBIX Ipe-
napatoB getsaMm ¢ MII]I He sBJisieTCS 3alavyeil JeTCKUX
MaJIIMAaTUBHBIX CIYK6G B perMoHax Halieil CTpaHBbl.
Bpuragbl Beie3qHOV NaTPOHAXKHOM NaJJIMaTUBHON
MeIULMHCKOM NOMOIIY AETSIM JIAHOMEPHO BbIMOJI-
HSIOT aM0OyJIaTOPHbIE TTOCeleHNs manueHToB ¢ M/I]]
Ha goMy. OqHAaKO He CyIleCTBYeT HOPMaTUBHbBIX Mpa-
BOBBIX 000CHOBAHM K TOMY, YTOOBI COTPYAHUKY TaH-
HBIX OpUTA/ BRITIOJTHSIIM MHDY3UY TPErapaToB 3TUO-
MaTOTeHeTUYECKON Tepanuu OJis geTei B OMaIlHUX
YCJI0BUSX, KaK 06 9TOM MHOTa HACTOMYMBO MPOCST
3aKOHHBbIE IpeACcTaBUTeNU AeTeli. BO3SMOXHBIM pe-
HIeHMeM JaHHOI Mpo6aeMbl MOXKET CTaTb pa3paboTka
OINTMMAaJbHBIX MOAXOA0B K OpraHM3alum cTaluoHapa
Ha JOMY, a Tak>ke MOMCK IOTIOJIHUTEbHbIX PEeCypCcoB
10 06ecrevYeHUI0 TPAHCIIOPTUPOBKY meTeit ¢ M T
B MeIUIIMHCKYIO OPraHMU3annio A MHPY3MOHHOTO
BBeJeHMS JIeKapCTBEHHBIX IpenapaToB TapreTHOM’
Tepamnuu.

Bce BbillepacCMOTpeHHbIe IIpenapaThl Jal0T Kau-
Huueckuit 3¢ dexT npu gaurtenbHoMm npueme. OHU He
YCTPaAHAIOT IPUUMHY 60I€3HM, HO 3aMeJISTIOT CKO-
POCTb ITPOrpeCcCUPOBAHMS U PA3BUTUS CUMIITOMOB,
IIPOJIJIeBAIOT HA TOABI CIIOCOOHOCTD XOIUTh, MPeIy-
MpeXaaT MHBAAUAU3aLKI0. [JoJITOCPOUYHBIX Pe3YJib-
TaTOB IIPMMeHEeHMSI HOBOJ Tepallli IoKa HeT B CBSI3U
C TeéM, YTO IIpernapaTrhl HeJaBHO MIPUIJIN B KANHUYE-
CKYI0 IMMpakTuKy [55, 56, 57, 47, 58].

Eile pa3 nmoguepkHeM, 4TO BCS MpUMeHsieMasi B Ha-
CTOsIIlee BpeMs MmaToreHeTuuyeckas Tepanus (AJas
MPOIMYCKa 3K30HOB, TPOUYUTHIBAHMUS CTOI-KOJOHOB)
MU3yyajaach B KIMHUYECKUX UCCIIeTOBAHUIX Ha (poHe
noctosiHHOro rnmpuema nanmentamu 'KC kak 6a30B0ii
Tepanuu. [Io MMemOUIMMCS Ha CeroHS pe3yjabTaTaMm,
I'KC — BakHas cocTaBjsgionast paspabaTsiBaeMoit
IMaTOreHeTUYeCKOi Tepamnui, oHa HeoO6XoAuma s
MaKCYMMAaJIbHOTO HPOSIBJIEHUS €€ KJIMHUYECKO 3(]-
dexTuBHOCTH [47-60], BaskHBI Tak>Ke COXPAaHHOCTD
¥ HaJIMuye MbIIIeYHOM TKaHU KaK TOUKY TTPUT0XKEHU ST
JIeKapCTB.

Korapa u Kakux a¢pPpeKkToB 0XXuaaTb
ot Tepanun MAA?

Jliob6asa Tepanus M nposiBisieT ce6s B 1OJTO-
cpouHoIi nepcriekTuBe. M1 ]I SIBJsIeTCS TSIKeIeNIUM
MYJIbTUCUCTEMHBIM U ITOJMOPTaHHBIM 3a60J/IeBaHMEM,
paspylapiMM BCe MbIIILI NTALIMEHTA, & 3TO COCTaB-
nsieT = 40% oT macchl Tesia. UTo6bI IPUOCTAHOBUTH
paspylieHye MbIIIL ¥ CTabUIM3UPOBATh COCTOSIHNE,
a B IepCIeKTUBE U YIYUIIUTh, Heo6XoammMo Bpems. He-
BO3MOKHO OKkuaaTh 3¢ dekTa oT repanuy MLl Takoro
ke, KaK JIeficTBYe aHTUOMOTUKOB, SKapOIIOH M KAIOII X
MM 06e360/IMBAOIIMX TIPEeapaToB, KOTAa Mbl MOKEM
HabI0gaTh TepaneBTUUECKU 9deKT yepes yacel
” Iaske MUHYThI. YTOOBI yBUAETb 3D HEKT OT AeiCTBUS
Tepanuyu M/IJl Hy>KHbI HeJleiu, MeCSILbl U JaskKe TOMbI.
Heob6xoaum 3amac BpeMeHM ¥ MbBIIIIEYHON TKaHU KaK
TOYKU TIPUTIOXKEHUS] Tepanui, YTO BO3MOKHO TOJbKO
MpU paHHel! JOCUMMITITOMHOM AMarHOCTHUKe.

B 6onplIMHCTBE €BPOMEiCKMX CTPaH AMarHos
M craBuTcs B 4—4,5 roma, B HEKOTOPBIX — JI0 3 JIeT.
[Tpu cTonb panHeit guarnoctyke M1y KaXkj0TO BbISIB-
JIGHHOTO MallMeHTa MMeeTCsI 3HaUMTebHbIN 3a1ac Bpe-
MeHM JIJIS1 paHHero Havasia Tepanuy 3abojeBaHust. ITO
JleqiaeT ropasio MeHee CPOUHBIM U 3HAUMMbIM BHeJIpe-
HJe HeOHaTaJIbHOTO UJIU CeJIeKTUBHOTO CKPUHIMHTA [IJIsT
BbISIBJIeHUS AeTeit ¢ M1/l Ha JOCMMIITOMHOM CTaguu
B TakMx cTpaHax. K coxxanenuto, B Poccuiickoit @egepa-
LU CPeSHUI BO3PaCT MOJIEKYJISIPDHON TeHOAMAaTHOCTUKNA
M/ npu CylleCTBEHHOM yYBeJINUYEeHNUM KOJIMUECTBA BbI-
SIBJISIEMBIX JIeTell BCe ellle COCTaBJsIeT 7 jieT u 6oiee [61].
K aToMy BO3pacTy /11 HEKOTOPbIX IpernapaToB, Hapu-
Mep reH03aMeCTUTEIbHOV Tepanuu (qeJaHIUCTPOIKeH
MOKcenapBoBeK-pokJ (delandistrogene moxeparvovec-
rokl, 9neBuanuc®, IMP) TepaneBTHYeCcKOe OKHO (45 j1eT)
y3Ke 3aKpbITO. Ellle oguH yeyryo/siion it MOMEHT — MbI
BUAUM B Poccuiickoit @emepaiu He 60Jiee TpeTH aeTeit
¢ guarHoctTupoBaHHo M1/, «<HeBUOUMKM» XUBYT 3a
3aBeCOil HeBEPHbBIX AMArHO30B (TeaTuT, e TCKU 1ie-
pebpaibHbIN Mapajnd, pacCTPOiCTBA ay TUCTUYIECKOTO
CIIeKTpa, MepMHaTaibHOe nopaxeHue ITHC, miockocTo-
e u gp.) [23, 61].

A
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Tabanua 4

PacnpepeneHue geteint ¢ MAJ, nonyyatowmx npenapaTtbl A/s NPONYCKa 3K30HOB, N0 Cy6beKTam
Poccuinckon ®epepauum no coctosHuio Ha 07.06.2024

Cy6bekT PO ‘ :2:23 ‘ Cy6bekT PO ‘ :::23 ‘ Cy6bekTt PO 22:23
Pecny6avika bawkopTocTaH 12 Knposckas obnacTb 3 Amypckas 061acTb 1
KpacHoaapckuin kpan 11 Jlvineukas 06aacTb 3 ApxaHrenbckas 0613CTb 1
Mockosckast 0613CTb 10 Hwikeropoackas 0613cTb 3 ACTpaxaHckas 061aCTb 1
Pecny6avika [arectaH 9 Pecny6vika Kpbim 3 Braanmupckas 0bnactb 1
Mockea 8 CBepAanioBckas 061acTb 3 3a6alikanbCKuii Kpait 1
CaHkT-MeTepbypr 7 BpsiHckas 061acTh 2 3anoposxckas 0613CTb 1
KpacHosapcknii kpai 7 Bonoroackas 06nacTb 2 KamyaTckumin Kpan 1
SpocnaBckas 0613CTb 7 Kapa‘*s:f%gﬁﬁgcc'(aﬂ 2 Ka6ap§:Can;_6Bj?£;aapCKaﬂ 1
Kemeposckas 0613cTb 6 Opnosckas 0bnacTb 2 KanmHnHrpaackas obaacts 1
YeyeHckas Pecnybnka 6 MNeH3eHckas 061aCTb 2 Koctpomckas obnactb 1
MpKyTCckas 061aCTb 5 NepMcKuiA Kpai 2 Hosocnbupckas 06aacTb 1
OpeHbyprckas 061acTb 5 [pumopcknii Kpan 2 Omckas 06nacTb 1
PocToBckast 0613CTh 5 Pecnybavika Aapires 2 Pecnybavika Kanmbikus 1
Camapckas 0613CTb 5 Pecny6vika bypsaTus 2 Pecny6avika Kapenus 1
BopoHesxckas 06nacTb 4 Pe%_'cyeij;';K(aAigieMz;'aﬂ 2 Pecnybnka Mopaosus 1
TBepckas 06acTb 4 CmoneHckas 061acTb 2 Pecny6auka ToiBa 1
YensbuHckas 0613CTh 4 CTaBpONObCKMI Kpaii 2 CapatoBckas 06/1aCTb 1
ANT3NCKINIA KpaA 3 TioMeHcKast 0613CTb 2 TamboBCKas 0613CTb 1
BaHoBCKas 061acTb 3 YamypTckas Pecny6amka 2 YNbSHOBCK3s 0013CThb 1
Pecnybawika TaTapcTaH 3 aBTﬁigIAb:i_%aoHEggrch%rpa 2 Xabaposckuii kpali 1
HyBaluckas Pecnybamka 1

IlJist Kakaoro jeue6HOro Mmpernapara eCTh ONTHU-
MaJIbHOE TepamneBTUYeCcKoe OKHO, HO YTO 0ObeIMHSIET
BCeX — HY>KHA TOUKa MPUJIOKEHM S, & 9TO MbIIIIIbI. Ecin
OHM Yy3Ke pas3pyIlIeHbl, KIMHUuYecKas 3OHeKTUBHOCTh
Tepanuu 6yaeT ropas3ao MeHbllle BO3MOXKHOI U OXKMI-
nmaemoii. JIro6oit Tepanuy npu M Takske TpebyeTcst
BpeMs AJisl IOCTMXKEHMSI TepareBTUUeCKOoi KOHIeH-
Tpauuu. ITO KacaeTcs MpenapaToB 4JIs1 32U ThI MbIIII]
M BOCCTAHOBJIEHMS CMHTe3a (PYHKIMOHAJIbHOTO JIVC-
TpoduHa.

HauHeMm c 30/I0TOTO CTaHapTa Tepanmu — IIoKOo-
KOPTUKOCTepOouAoB. [lokazaTey MporpeccupoBaHms
3ab0JieBaHMSI B TPYIIIE TIAIIMEHTOB C IJINTEJIbHbIM, He
MeHee roga, mpuemom I'KC saBsioTCs BABOE 60j1ee HI3-
KMMM, YeM B TPYyIITie MaiueHToB, He TpuHuMaBinx 'KC
[36, 37]. JonrocpouyHoe MOJOXUTEIbHOE BIMSIHME Ha
CITOCOOHOCTD XOAUTH 60JIee BhIpaskeHO Y AeTe, KOTO-
pble HaYaJIM IPUHUMATh UX paHee 7 net [37, 62]. [letu,
npuauMatoniye I'KC, XoasT moJiblile Ha HECKOJIbKO JIeT,
Y HUX He pa3BUBAETCS MHBAJUAU3UPYIONI NI CKOTNO3,
6osiblie hopcUpOBaHHAS KM3HEHHASI eMKOCTb JIETKUX
(DXKEJT), a 3HAUNT, TIO3THEE BOSHMKAET HEOOXOIMMOCTD
B pecnmpaTopHON NoaaepikKe, 60jiee COXpaHHbI PyHK-
LMY PYK U ceppua [37, 62]. C moBceMeCTHBIM pacnpo-
ctpaHeduem ['KC-Tepanuu couiu Ha HET omiepaium Ha

MO3BOHOUHMKe Yy fleTeli 12—-14 jeT, KOppeKkTupymouue
MHBAAUIV3UPYIOIIUI CKOJINO3 Y TAllMeHTOB, KOTOpbIe
ITOTEPSIN CIIOCOOHOCTh XOAUTD B 7-9 JjieT. JIJis TOTo 4TO-
ObI 3aMEeTUTH KJIMHMYEeCKU 3pdexT ot meiictBust ['KC
V XOISUMX feTeit, TpebyloTcs Hefenu (pe6eHOK MeHblIle
yCTaeT U Jyullle IBUTAETCS), Y HeXOISTUnX (yayullieHue
byHKIIMIT pyK, IbIXaHMS) — 60JIee IIUTeTbHbIE CPOKM.

Jleuenne I'KC cmoco6CTBOBAJIO MOSBIEHNIO «HO-
BOJ1 eCTeCTBEHHOI UCTOPUM», KOTOPAsT M3MEHMJIa Xa-
pakTepHoe TeueHue M. CMepTHOCTb OT BCeX MpU-
yuH npu MI ipu neuenun 'KC (B TeueHue 15 ner
HabI0meHN ) HUKe Ha 76% [36]. JleueHMe OKa3bIBaeT
TeparneBTUYeCKUii 3pGEeKT B OTHOIIEHMUY CKeJIETHBIX
MBIIIIBI TPYIHON KJIeTKMU, AradparmMbl, M PUHBI TTPO-
CBeTa JbIXaTeJbHbIX ITyTei 1 AbIXaTeIbHO! PYyHKIINA.
C npuemom I'KC oTmeuaeTcst 60jiee Io3aHee HaYaI0
KapJMOMMOTIaTUM U MeHblllee YMCJIO CIyuyaeB cMepTeit
10 IIPUYNHE CepAeYHO HeJocTaTOuHOCTH (0% npoTHUB
22%, p = 0,001) [36].

PaspaboTaH, McciieoBaH 1 Monyumi omobperne FDA
(YripaBieHue 10 CAHUTApPHOMY HaZ130py 38 KAUeCTBOM
NUIIEBBIX MPOAYKTOB U MeaukamMmeHToB, CIIIA) 1 EMA
(EBpomnerickoe areHTCTBO JIeKapCTBEHHBIX CPEICTB)
B 2023 1. HOBBI AucconuatuBHbili [KC — BaMmoposioH
(AGAMREE®, Arampmn), moka eqUHCTBEHHBII TaTore-
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Puc. 3. Bo3pacm nomepu cnocobHocmu xo0ums 07151 NAyueHmos
¢ mepanueti amanyperom + I'KC u3 peecucmpa STRIDE* u nayueH-
moe ¢ mepanueti moseko I'KC u3 peczucmpa CINRG DNHS** [65].

* Strategic Targeting of Registries and International Database
of Excellence — Cmpamezuteckue MutlleHu peecmpos u MexcoyHa-
poOHas 6asa daHHblx neped0s8oz0 ONbIMaA).

** CINRG DNHS (The Cooperative International Neuromuscular
Research Group Duchenne Natural History Study — Koonepamus-
HAs MeMOYHapoOHas epynna HepeHO-MblUEUHbIX UCCTIE008AHULL.
H3yueHue ecmecmeeHHOL ucmopuu nayueHmos ¢ muoducmpodueti
oweHHa).

HeTuyeckuit mpenapat gjast M/ ¢ omo6peHusiMu 060-
X MEXIYHAPOLHBIX PEryasiTOPOB, MIOKAa3aHHbBIN 15
sneyeHu st MLy maliieHTOB OT 2 JIeT U cTapiue [63, 64].
Vicrmosnib30BaHHbBIE B MCC/IeIOBAaHUY GMIOMapKepbl OTpa-
3UJI IPOTUBOBOCIIAJINTENIbHBIN MeXaHU3M AeCTBUS
BaMOPOJIOHA U ero 6J1aroNpuUsATHOE BIMSHME Ha CTa-
OMIBHOCTD KJIETOUHBIX MeMOPaH, IOATBEPKAaeMOe [A0-
303aBUCUMbBIM CHMYKeHMEM aKTUBHOCTY CHIBOPOTOUHOI
kpeaTuHpochokmHasbl (KOK, Mapkep pa3pyuieHns Mbl-
IIeYHbIX KJIeTOK Ipyu M/IT). Pa3spaboTunuKu I0JIaraior,
4YTO MCIOJIb30BaHNMe BAMOPOJIOHA HA PAHHUX CTaAUSIX
3abosieBaHMs MMeeT GOIbIINIL TOTEHIIMA IJIsT COXpa-
HEeHMS MbIIIEYHBIX (PYHKIIMI, OIOPHO-ABUTATEIbHOTO
armapara M CIioCOOGHOCTM K POCTY Y JeTeil, YeM 3TO
HabJI01aeTCs B HACTOSIIEee BpeMsI C MCITOIb30BaHMEM
npeaHMU30/I0Ha UK gedaazakopTa. ABTOPbI OTMeyYa-
I0OT YMeHbIlIeHe KOJIMUecTBa M060UHbIX 3P (PeKToB,
KOTOpbIe TIPENsTCTBYIOT B HACTOsIlee BpeMs Ha3Ha-
yeHuo TpaauinoHHbix 'KC B oueHb paHHEM BO3pacTe.
[IpencraBieHHbIe JaHHbIE TTO3BOJISIIOT HAZIESIThCS Ha
TO, YTO Bpems nauueHToB ¢ M1l HU3KOro pocTa npu
LIUTeNbHBIM NTpueMe ucronbzyeMmbix ['KC (mpegHu-
30J10H, ledia3aKopT) yitJeT B IMPOIIJIOe C IIepexoioM
Ha MpueM BaMOpOJIOHA. BO3MO>KHO, MbI Ha MTOPOTeE MO-
SIBJIEHVSI TIOKOJIEHMSI «BBICOKMX [IIOIIIEHHOB» C APYTUM
KaueCcTBOM UX KMU3HU.

[lepelimem K TapreTHOI reHoTepanuu. AtaaypeH
npeaHa3HaveH AJisl Nal[MeHTOB C HOHCEHC-MYTallUsSIMU,
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o6ecrieuyBaeT MPOUUThIBAHME MIPEKIEBPEMEHHOI0
CTOI-KOAOHA U 9KCIIPECCHUIO ITOJITHOPa3MepPHOTO IVC-
TpoduHa. 1719 IposIBJIeHUS KAUMHNUEeCKUX 3)(HeKToB
mpernapara TpebyeTcss HeCKOIbKO MecsieB. Pe3ymbra-
ThI Tepanuu atajsypeHom coBmecTHO ¢ ['KC npu mHO-
rojeTHeM ITPMMeHEeHUM B TOJITOCPOYHOI MepCIeKTu-
Be — IPOJIJIeHNe CITOCOGHOCTY XOOUTh Ha 4 roaa (17 neT
mpotus 13 jieT B KoHTpoe; p = 0,0001), 6oyiee mo3gHee
yMeHblIeHMe nporHosupyemoit ®XEJI o ypoBHS <
60% (p =0,0021), Ha 2,3 roga 3aMe/ijieHe YXyIIIeHUS
JIeTOUHOM QYHKIIMM A0 YPOBHS < 50% OoT HOpMBI (p =
0,0207), uTo o3HauaeT 60J1ee MO3THIOI HEOOXOIMMOCTh
B pecrnmpaTopHO MojAepsKKe, COXPaHHYIO CeplieuHyI0
dbynx1MIo, M0 cpaBHEHMIO C TOIBKO Tepanueit 'KC [65]
(puc. 3).

Crnepymoias rpyIia npemnaparoB TapreTHoOI re-
HOTepanuu Ojast KOPpPeKIuu 60NbIIUX deTelnii —
Ipemnaparsl OJjIs TPOIyCcKa 3K30HOB B Hamuboee My-
TabenbHOI o6macTtu reHa DMD (40-55 3K30HBI).
B knuauuveckux uccinegosanuax (K1) npenapara
TapreTHO reHoTepanuu BUAToAapceHa (IPoOmycK
9Kk30Ha 53) dassl I/11 HabMOmaAM 1030~ U BpeMs3a-
BUCUMOE yBeJndeHne sKcIpeccun nuctrpodumna [52,
53, 66] (puc. 4). YUacTHUKY KOTOPT C Pa3JAUUHBIMU
J03aMM BUJITOJIapCeHA MCCIef0BaTe/bCKOM IpyIl-
ITbI TTOKa3aJiu 60Jiee BHICOKME YPOBHY 3G HEKTUBHO-
CTU NPOIMYCKA 3K30HOB Ha 24-1i HeJele JIeUeHU S 110
CpaBHeHMIO C 12-7i. [JOKyMeHTUPOBAHHOE yBe/lueHne
YPOBHS AUCTpOdUHA ObIJIO TAK)Ke MOKAa3aHO B KOHIIE
24-i1 Heleu UCCJIeN0BaTeNbCKOTO JeUeHU s y BCexX
16 yuacTHUKOB [57, 67-69].

VY4aCTHUKYU OTKPBITOTO KJIMHMUUECKOTO MUCC/IeJOBaHMS
BUJITOJIApCeHA ITPOLEMOHCTPUPOBAM CTAOMIN3AIUIO
IBUTATeNbHBIX QYHKIINUIT B TeUeHME MEPBBIX 2 JIET jeye-
HUS Y 3HAUNTeJIbHOEe 3aMelJieHle ToTepu JBUTaTeb-
HBIX QYHKIMIT B TeUeHMe CJIeAYIOMMX 2 JIET, TOTa Kak
6oJiee CylleCTBEHHOE CHIKeHMe HabJII04aIoCh 3a BECh
4-7eTHUII IepuoA, HabGI0IeH S B TPYIITEe CpaBHEHMS U3
peructpa CINRG DNHS [68, 69].

Yro KacaeTcs MUCCief0BaTeIbCKOM TPYIIbI, TO TO-
KasaTeJjy TeCTOB 6-MUHYTHOI Xonb6bl (6MWT) u Ce-
BepHOI1 3Be37bl (NSAA) B TeueHMe 4 j1eT uccaefoBaHUS
0CTaBaINCh CTAOGMIBHBIMMU [68, 69]. CTabunm3arnys moxka-
3aTesieil QYHKI[MOHAIbHBIX TECTOB HA BpeMsI B TeUeH e
TEePBbIX 2 JIeT U JajibHelilllee 3HaUTe/IbHOE 3aMe/IIeH1e
MporpeccupoBaHms 3a60eBaHMS B TeUEHMe TI0CIeAyI0-
myX 2 JeT 6bIV TPOIEMOHCTPUPOBAHBI Y YUaCTHUKOB,
MIPUHMMAaBIINX BUITOJIAPCEH, TOTJA KaK IMTPOCIIeKTUBHO
cobpaHHas KOHTPOJIbHAS I'PYIINa CPAaBHEHYS B TEUEHME
4 et HabGJMIOAEHMS TTI0Ka3aJjia 3HAUUTeIbHOe (QYHKIIV-
OHAaJIbHOEe CHMKeHMe [67-69]. CoxXpaHHOCTH I BUTA-
TeJIbHOV GYHKIIMY 10 CPAaBHEHUIO C KOHTPOJIbHON IpyTI-
T0¥1, a TaKKe 6IaTONPUSTHBIN MPOGUIL 6€30MacCHOCTU
OBV TIPOAEMOHCTPUPOBAHBI B CAMOM JIJIMTEIBHOM Ha
CEeTOAHSIIIHUI IeHb UCCAeJ0BaHUN Tepany BUJITO-
JIapCeHOM, B KOTOPOM OH MPOJEeMOHCTPUPOBAJ BbIpa-
SKeHHbI QYHKIMOHAIbHBIN 3¢ deKT B TeueHue 4 jeT
10 CpaBHEHMIO C I'PYIIIIOI MCTOPMUUECKOT'O KOHTPOJIS.

NMAAMATUBHAA 7‘
N XOCMUCHAA

A
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Puc. 4. To30- u epemsasasucumoe ygeauueHue skcnpeccuu ouc-
mpo@uHa 8 KAUHUUECKUX UCCNe008AHUSX 8UNMONAPCEHA [66].

A MMeHHO B TeueHIe BCero rnepuoaa Tepanuu BUITO-
JIapCEHOM HY OIMH MaIllMEeHT He MOTePSI CIIOCOOHOCTD
XOJIUTb CAMOCTOSITENbHO. [IOTIOTHUTEIBHO TT0Ka3aTesn
TecTa 6-MMUHYTHOM X0nb6b1 ((MWT) 1 Tecta CeBepHOI
3Be3bl (NSAA) B TeueHMe 4 JieT UCCIeOBaHMUS OCTa-
BaJIXCh CTaOMIIbHBIMY [67-69].

CpoKM OOCTUKEeHMS 3asIBJIEHHOTO YPOBHS CMHTe3a
IucTpoduHa A APYTOro Mperapara 3Toii sKe rpyII-
bl — 3TeIIMpceHa (IPOIMycK 3K30Ha 51) mosibiie, yem
nJist BunTonapcera. Yepes 48 u 188 Henmenb neueHUs
3TeNIMPCEHOM BbISIBJIEHO YBeIMueHye YPOBHS CMHTe3a
auctpoduHa 10 0,4 1 0,9% cOOTBETCTBEHHO B CpaBHEe-
HUY C ITallMeHTaMy KOHTPOJbHO rpymIsl [70]. Konnye-
CTBO AMCTpO(MHA Y MALIEHTOB APYTOT0 KIAMHMUECKOTO
UccefOBaHMS dTeNIMpPCceHa nocjie 96 Hefeb Tepanumn
coctasisuio 0,516% [71].

[Ipu 3TOM JleueHMe 3TEMJIMPCEHOM B TeueHue 3 jeT
3aMeTHO COXPaHSJIO CIIOCOOHOCTH MallMeHTOB Iepe-
IBUTATHCSI CAMOCTOSITE/IbHO B CPABHEHUM C COOTBET-
CTBYIOII/M UCTOPUYECKUM KOHTpOJeM. 3a 4-IeTHU
Mepuos JieueHUS 3TeIAupPCceHoM 2 u3 12 maluueHToB,
MOJIYUYaBIINX €T0, MTOTePsIJIN CIIOCOOHOCTD IepeiBu-
raThCs B IePBbINi TOJ UCCIeJOBaHU S, HO HY OOMH Ta-
uueHT — nosnHee (16,6%). Hanportus, 11 u3 13 (85%)
MaleHTOB UCTOPMUUECKOTO KOHTPOJISI IOTePSIJIN CII0-
COOHOCTDH IePEeIBUTATHCS 3a TOT Ke epuom, KINHM-
YyecKoro uccienoBanus [72] (puc. 5).

B 7-neTHem HabaOmeHKUM 3a TTanuentamu ¢ M/,
MOJIyYaBIIMMM 3TENAUPCEH, BbISIBUIU COXPAHHOCTH
CITIOCOOHOCTM XOAUTD B CpeHEM Ha AOTIOJHUTEIbHBIE
2,1 roga (p < 0,01) mo cpaBHEHUIO C MALlMEHTAMMU, 10~
JIy4YaBUIMMM TOJBKO CTAaHLAPTHI Tepanuu [73].

B knMMHMYECKOV MpaKTUKe MOSIBUJICS MePBbIi
reHo3aMeCTUTEeJIbHbBIN MpenapaTr — AeJaHIUCT-
poIkeH MOKcenmapBoBeK-pokJ (delandistrogene
moxeparvovec-rokl, dnesuanc®, IMP). OH ogobpeH
B CIITA, O6benquHeHHBIX ApabCcKUX dMMUpaTax U ro-
cymapctBe Katap [ist tedeHust aMOyIaTOPHBIX MaI-
€HTOB B BO3pacTe OT 4 10 5 j1eT C oA TBEePXKIeHHO
MyTal e, Bbi3piBatomeit M1, OTa Tepanus pa3pa-
60TaHa IJIsT YCTPAaHEHMSI OCHOBHOM MpuumMHbl M ]
MOCpeCTBOM IleJieBOJ dKCIIpeCcCUU B CKeJIeTHDIX,
IbIXaTeJbHBIX U CePIeYHBIX MbIIIIIaX MUKPOIUCTPO-

¢dmua IMP — nckyccTBEHHO CO30aHHOTO PYHKIU-
OHaJIbHOTO 6ejiKka OucTpoduHa, JOCTABISIEMOTO
B MbIIIeUHbIe KJIETKM nocpeacTtBom AAV BekTopa
[74-77]. DTo mpenapat OJisI OLHOKPATHOTO NpUMe-
HeHUs, 6e3 JOMOJHMUTEIbHON HATPY3KM HA CEMbU
U CUCTEeMY 34 paBOOXpaHeHMs Kak eXXxeHele/ibHas
MHbY3MOHHAS Tepamnusi sl MPOoIlycKa 3K30HOB.

[To pesynbpTaTamM KAMHUYECKUX UCCIETOBAHNI Ue-
ThIpeX NMauueHToB [74-77], IMP noBbIan ypoBeHb
MukponuctpoduHa B 81,2% MbllIeUHBIX BOTOKOH —
B HUX TE€CTUPOBAJICS TepameBTHUUeCcKuii 6eyoK. Ypo-
BeHb KOK, Mapkepa moBpexxgeHu s MbILIL, CHUXKAJICS
60s1ee uem Ha 78%. Uepes 90 gHeii mocJie JIeueHusI BCe
MaJIbYMKM TIOKA3aJIM Ty UIlIyie pe3yabTaThbl B GYHKI[MO-
HaJIbHBIX T€CTaX M0 CPAaBHEHUIO C UCXOTHBIM YPOBHEM.
Yepe3s 3 roma mocJje Tepanuy mokasarteanu tecta NSAA
YIYUIIMIUCh Ha 8,6 6aJiia y MaiueHToB 10 CPaBHEHUIO
KoHTpoJieM. Yepes 4 roma cpegHuii 6aan NSAA 6bia
ayylie Ha 7 6a10B. Y KOHTPOJIbHO I'PYIIIIBI YXY/IIIe-
Hue B TecTe NSAA 3a aHA/JIOTMUHBIN IepUOJ, BpeMeH!
6b1710 60J1€€e ueM Ha 3 6GaJia.

B ampesne 2024 r. skcriepTHbIN coBeT poHma «Kpyr
no6pa» omo6pua IMP [Jist BKIIOUEHUS B IIEPEUEHb JIJIs
3aKYIOK. B Mae moJyioxkuTebHOE perieHue 610 Moy-
YeHO OT IOTNeunTe IbCKOTO coBeTa poHma. Oxumaer-
cs1, uTo B 2024 1. OMHOKpaTHAas reHO3aMeCTUuTebHas
Tepanus MOXKeT ObITh HA3HAUE€HA OPUEHTUPOBOYHO
60 manmpuMKaMm B Bo3pacTe 4-5 jieT (He cTapiie 6 jer).
DTOT mpernapar CTal OSThIM B PSIAY 3aKymaeMbIX
dbougom nexapcts gus Tepanuu M [https://tass.
ru/obschestvo/20673553]. CHM>keHMe BO3pacTa Aua-
THOCTUKM MOCHOCOOGCTBYET TOMY, UTO OOJIbIIIe AeTeit
HAYHYT MOJy4YaTh CTAHJAPTHYIO ¥ TTaTOT€HEeTUUeCKYI0
Tepanuio B ONITMMaJibHbie CPOKMU.

Henb3s He YIOMSIHYTh B KOHTEKCTe OYIyIero Ho-
BbIVi YHMBEPCAJIbHBIN TaOJIETUPOBAHHBIN ITperaparT
IMBUHOCTAT, omo6peHHbIT FDA 21 mapTa 2024 1. 3T0
MHTMOUTOP ructoHmeanerunassl (HDAC), mpegHasHa-
YyeHHbIN aas auil ¢ MJIJ1 B Bo3pacTe OT 6 JIeT U cTap-
me. OH BO3/Ie/ICTBYET Ha MAaTOJOTMYECKNE TPOIeCChI
B MBIINILaX, yMEeHbIIAs BOCIAJeHe U TOTePI0 MbI-
IIeYHO Macchl. Bropast ¢a3a KAMHMYECKOTO Ucce-
moBaHus (NCTO01761292) y neteii c M1 /I, B Bo3pacTe
ot 7 go 11 neTr mokasaja, YTO MpuUeM rMBMHOCTATA
Hapsay ¢ moctostHHbIM npuemoM 'KC conpoBoskmancs
YBeJMYEHVEM MbIIIIEUHOM MacChl y AeTeit. Takske ObIIO0
YCTaHOBJIEHO CHUM)XeHMe KOJMYeCcTBa pa3pylIieHHbIX
MBIIIIL ¥ YMeHbIlIeHue Gubpo3a. JleueHue yaydinaao
IbIXaTeabHYI0 QYHKIMIO U TIPOIJIeBAJIO Ha TOMbI CIIO-
CcOOHOCTD X0nUTh. [Tocie 18 MmecslieB jeyeHns MMaln-
€HTBI ITOKa3aJIM CTATUCTNYECKHM 3HAUYMMO MeHbIlIee
yBeJIMueHue BpeMeH, He06X0AMMOro IJjis mogbeMa
Ha 4 crymnenu (1,25 ¢), o cpaBHeHMIO ¢ miame6o (3,03
C), @ TaK)Xe MeHblIllee yXyAllleHe TToKa3aTeieil TecTa
NSAA [78].

TakuMm o6pa3om KIMHMYecKast 9P PeKTUBHOCTD
npernaparoB MaTOTeHeTUUYeCKOl Tepanuyu 3aBUCUT
OT GYHKI[MOHATbHOTO COCTOSIHM S TallMeHTa, cTa-
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(N = 12) vs. konmpoav (N =13) [72]

OV TIPOTPecCcUpoBaHus 3a60/eBaHMsI, COXPAHHO-
CTYM MBIIII ¥ IPYTMX OPraHOB M CMCTEM OpraHmu3ma
¥ BKJIIOYAET CTAOMIM3ANMIO U yayullleHre QyHKI-
OHAaJIbHOTO COCTOSIHM S, 3aMe/IJIeHEe TIPOTPeCcCUpo-
BaHMs 3a00/IeBaHMSI, TPOJIJIEHME CIIOCOOHOCTHM AeTeil
XOIUTDb Ha HECKOJIbKO JIET, YAyUIlleH)e TToKa3aTesieit
TECTOB Ha BpeMs M MOTOPMKY, COXpaHeHe paboThl
PYK, CTaGUAM3ANNIO COCTOSSHUS U GYHKIIMI cepaiia
U IbIXaTeJbHOM CUCTeMBI. JIJIs1 TPOSIBIEHUS KAVHU-
yecKoit 9 GeKTUBHOCTY TPEOYIOTCS MeCSIIbl U FOM bl
npueMa IpernapaTos.

3aknrueHue

Y natoreHeTudeckoit Tepanuu M/l 1OBOJbHO
y3KOe BO3pacTHOe U GYHKIMOHAJIbHOE TepaIneBTN-
YyecKoe OKHO. UTOO6bI MOTYUYMUTh MaKCUMaAbHYIO 3¢ -
(beXTUBHOCTD U TMOJIB3Y /i1 60JBHOTO, HEOOXOAMMO
CHMXXaTh BO3PACT Hauaja CTaHAApPTHO U MaToreHe-
TUYECKOJ Tepanuu, HauMHas ee B JOCUMIITOMHYIO
cTamuio 3a6oeBaHus. Mbl BO3BpalaeTcs K nmupa-
Muge 3¢hHeKTUBHOV KOMIIJIEKCHOM Tepanuu, Koraga
paHHSS OIMarHOCTMKA JaeT BO3MOXHOCTY U 3arac
BpeMeHMU JJisl TOTO, UTOOBI IPOTUBOCTOSITh pas3py-
MM TeTbHOMY 3a60JIeBaHIIO, BOBpEMS HAa4aTh CTAH-
OApPTHYIO U MAaTOTeHeTUYECKYIO Tepanmnio. ITo 6a3uc
ISl IpUXOL el B IpakKTUKy jedeHuss Ml HOBOJ
rnaToreHeTn4eckoil repanuu. [IpennoxkeHHbII KOM-
MJIeKCHBIN MOAX0[ YCUIMBAeT AeiicTBIe MaToreHe-
TUYECKOJ Tepaluu U IBJISIETCS OCHOBOI 60pbObI
C TSIXKeJIeMIIUM JeTCKUM reHeTMYeCKMM HePBHO-
MBIIIIEUHBIM HeJIyroM. BeposiTHO, 4TO B OyayIemM
OyIeT MCIOJb30BaThCS KOMOMHAIIMS ITpernapaToB
pa3AMYHOTO MeXaHu3Ma JeiicTBUS IJis BOCCTAaHOBJIe-

HUS gUCcTpoduHA U oA Aep>KaHMSI KaueCTBa MBIIIII,
a TakKe IJISI MaKCMMaJbHOTO 3aMeIJIeHNS IIporpec-
CUpoBaHuUs 3a60eBaHMS.

Vske cejiuac MbI HabJII0JaeM M3MeHeHMe TeYeH s
3aboneBanus — I'KC, dusuueckas tepanus, npodu-
JIaKTUKaA ocTeonopo3ay geteit ¢ MLl mpoaseBaeT
MX CIIOCOOHOCTD XOOUTH A0 12-15 neT. V HUX HeET
KOHTPAaKTYyP, peske CAYyUYarTCs IepeioMbl IJIMHHBIX
TPYyOYATHIX KOCTEI HOT M MHBAJIUAN3UPYIOIMIMI CKO-
JIM03, OTMeuaeTcs 60IbLINII 00beM JTeTKIX, o3LHee
TpebyeTcs pecliupaTopHas MoAdepsKKa, MOo3THee pas-
BMBaeTCs KapAMoMuonaTysi. DTO yXe Ipyroe Kaue-
CTBO KM3HU, BO3SMOXHOCTH COLIMAAN3AIUM, YUEeObI
¥ pa6oThl. [IallMeHThI, ITOJMyYaoIie TapreTHbIEe Ma-
TOreHeTHUUeCKMe McciefoBaTeabCKMe IIpenaparhl,
IEeMOHCTPUPYIOT CTAGUIN3AIIMIO U CYIIeCTBEHHOE
yJIyullleH)e COCTOSIHMS 300POBbs. B MexxayHapoaHO
mpakTuke nanyueHTsl ¢ M xonsaT mo 20 1 60iee ser,
MoJIy4yaioT o6pa3oBaHue, paboTaioT, 3aBOASAT CEMbU
U — Y HUX 3I0POBbIE AETH.

bonpmmHCTBO NanueHToB ¢ M/l MHTENIEKTYyallb-
HO COXPaHHBI. ITO O3HAYAET, UTO 3ab0JIeBaHNE — HE
IIPUTOBOP, €CTh MEPCIEKTUBA COLMATU3AIUN, PAOOTHI
Y TIOJTHOLIEHHOJ KaueCTBEHHOI ue/IoBe4eCcKoii JKM3HU.
Heteit ¢ M B Poccuiickoit ®emepanyuu, moayvarn-
IMX TApTETHYIO MaTOreHeTMYeCKYI0 reHOTepaIrnio,
Ha ceroaHs 6oyee 400. Bcruteck BO3MOXHOCTEN Tepa-
MMM B CJI0KHOM HO30JIOTMM BCerjga COmpoBOXK/AaeTCs
HeKOTOPbIM 3ala3ablBaHMEM pearMpoBaHUs CUCTe-
MOJi OKa3aHMs MeAUIIMHCKOM oMoy, TpebyeTcs
BpeMS ¥ OpraHM3alMOHHbIE MePhI JJISI TOTO, YTOOBI
COCTBIKOBATH M3MEHEHMS B IOTPEOHOCTSX MALMEHTOB
C HOBOJI Tepanueii U UMeIOIMMUCS BO3MOKHOCTSIMU
3gpaBooxpaHeHus. Ho aTo To camoe 6yayiiee, KOTO-
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poe IpuxoamuT CerogH4d B )KMU3HDb paHee O6pe‘-IEHH])IX
,ZLETeﬁ, OHO CO3maeT CMbICJI, KaU4eCTBO, JaeT HaJAeXAy
ceMbsM. [lepecTany 6bITh paTaJTbHBIMU TaKye 3a60-
JIeBaHUsI, KaK I‘eMO(bI/IIII/IH, MYKOBUCIOMO03 U MHOI'me
paHee HensJjieunmmMbie 3360HEB3HI/IH, Ha HallMX rjia3ax
MEHSeTCS KU3Hb feTeli CO CIIMHAJIbHON MbIIIEeYHO’
anOCl)VIef;I. Ha,ILGEMCH, YTO B TOPM30OHTE HECKOJTbKUX
JIeT CMO’KeM TO Xe camoe cKka3aTb rpo MI/I.
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AHHOTaUUA

B nocnearee fgecatnnetne 3Ha4UTEIbHOE BHUM3HME YAENSETCS
pa3paboTke 1 YCOBEPLIEHCTBOB3HMIO METOAOB KYNUPOBaHUS CYy-
AOPOXKHBIX MPVCTYNOB Y AeTel B JOM3LIHYX yCN0BUsX. OCobeHHO
3TO 3KTYa/IbHO AN AETEN, THKECTb COCTOSAHNS KOTOPbIX OMnpeje-
JIIN3 VX HYXXA3EMOCTb B OKa3aHMW N3ANN3TUBHON MeANLMHCKON
NOMOLLN. 33LLEYHbIN PaCTBOP MWA330/13Ma U PeKTaNbHbIV PAaCTBOP
[\133eN3Ma, BKIIOYEHHbIE B KAVHWYECKME pEKOMEHABLMN «IMin-
Nencus 1 3NUAENTUYECKNIA CTATYC Y B3POC/bIX U eTe>, pazme-
LweHHble H3 OPULMaNbHOM CaiTe MUHMCTePCTBa 34paBOOXPaHe-
Husa Poccniickon Geaepaumn, aBAGIOTCS OAHUMMA U3 KAKOYEBbIX
NpenapaToB, NpUMEHSeMbIX B Takux cuTyaumsx [1]. OaHako nomu-
MO 1X 3P PEKTUBHOCTN B NPEKPALLEHNM CYA0POT BaXKHO OLEHNTb
1x 6€30MaCHOCTb NPU UCMOAB30B3HUY B JOMBLUHUX YCAOBUSIX.
JlaHHble 0 6e30MacHOCTN 1 3PGEKTUBHOCTM 33LLEYHOTO PACTBOP3
MW/A330/1aMa U PeKTaIbHOrO pacTBOPa AMazenama y A4eTen B 40-
M3LLUHWMX YCNI0BUSX ABASIOTCS NPeAMETOM HACTOALEN NyBANKaLMN.
KaloueBble caoBa: cy10porn, pebeHok, M1A33013M, PaCTBOP
33LLLeYHbIN, A133€N3M, P3CTBOP PEKT3/bHbIN, TPHCMYKO33/1bHble
dOpMbl 1eK3PCTBEHHbIX MPENapaToB, 6eH304M33eNHbI.

Abstract

In the last decade, considerable attention has been paid

to the development and improvement of methods for
relieving seizures in children at home. This is especially true
for children whose severity of condition has determined
their need for palliative care. Buccal midazolam and rectal
diazepam, included in the clinical guidelines "Epilepsy and
status epilepticus in adults and children”, posted on the
official website of the Ministry of Health of the Russian
Federation, are among the key drugs used in such situations
(https://cr.minzdrav.gov.ru/recomend/741_1) [1]. However,
in addition to their effectiveness in stopping seizures, it is
important to evaluate their safety when used at home. Data
on the safety and effectiveness of buccal midazolam and
rectal diazepam in children at home are the subject of this
publication.

Key words: seizures, child, buccal midazolam, rectal
diazepam, transmucosal forms of drugs, benzodiazepines.

NMAAMATUBHAA 7‘
N XOCMUCHAA

A

BBepeHuUue

Oxos10 50 MJTH Ye/IOBEeK B MMpe CTPaJaroT SIUIerncu-
eil, 4TO JesiaeT ee HaubOIee YacTO BCTPEUAIOIMMCS
HeBPOJIOTHUYEeCKUM 3abos1eBaHueM. I1o onenkam BO3,
IlOJist 0bO1Iero HacejaeHMsI ¢ aKTUBHOI Gpopmoii s1u-
JIeTiCUM (TO eCThb C IPOAOJIKAILVMUCS IPUCTYTIAMU
MJIV TIOTPEOHOCTDIO B JIeUeHMM) COCTaBIsIeT OT 4 1o 10
Ha 1000 yesoBek. ITo o1leHKaM, B IVI06aJIbHBIX MacCLITa-
6ax 3MUIeNncus esxerogHo IUarHOCTUPYETCS Y 5 MJTH
yeJIoBeK. B cTpaHax ¢ BBICOKMM YPOBHEM J0XOJa €Xe-
TOHO PETUCTPUPYETCSI 49 HOBBIX C/TyUaeB 3a60I€BAHMS
Ha 100000 HaceneHMs. B cTpaHax ¢ HU3KUM U CpeTHUM
YPOBHEM [0X0Ja 3TOT OKa3aTesjb MOXeET NOXOAUTh
Iro 139 ciyuaes Ha 100000 Hacenenus [2]. ViccmeoBaHus
MOKa3bIBAIOT, UTO CYLOPOTHU Y AeTe SIBISIOTCS JOBOJIBHO
pacnpocTpaHeHHBIM siBjieHMeM. COrsTacHO pe3yJibTaTaM

PEeTPOCIIEKTUBHOTO UCCIeA0BaHM S, OXBAaTUBILET0 4962
pe6GeHKa B Bo3pacTe 10 14 jieT, CyIoporu BCTpeUalnch
y 3,4% neteii [3].

YacToTa CyJOPOXKHOTO CMHAPOMA Y AeTel, HyX/1a-
IOLMXCS B MaJIMaTUBHOM MTOMOIL M, 3aBUCUT OT MHO-
’kecTBa (aKTOPOB, BKJIIOUASI OCHOBHYIO ITATOJIOTUIO,
HaJIMuye COMyTCTBYIOMMX 3a60/eBaHMIT ¥ UHIVBU-
IyajbHbIe 0COOEHHOCTY KaXkAOro mamuenTa. Takum
06pa3oMm, CyIOPOSKHBIN CMHIPOM AOCTATOUHO MIMPOKO
pacrnpocTpaHeH cpeay JieTel, CTOJKHYBIIMXCS C He-
00paTUMBbIMU UJIU TSIKEJIBIMY 3a00/IeBAHUSIMU.

B uccnemoBauuu, npopemeHHoM B CIIIA, 661710 BbI-
SIBJIEHO, UTO TIpUMepHO y 24,5% meTeit C TSISKeIbIMU
XPOHMUECKMMM 3a00JIEBAaHUSIMM, TPEOYIOIVIMM HaJIIn-
aTUBHOI TTOMOIIU, TIePUOAMYECKM PAa3BUBAIOTCS 3TIN-
JenTuyeckue mpucTyIsl [4]. OgHako aTa unudpa MoxkeT
OBbITH HEJIOOLEHEeHA 13-3a CJA0XKHOCTY AMATHOCTUKMA
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CYIOPOKHOTO CMHAPOMA y JAHHO IPYIIbI MTalieHTOB.
B mpyrux uccienoBaHMsIX 4aCTOTA CYJJOPOSKHOT'O CUH-
IpoMa cpenu AeTei, Hy>XX A XCS B TaTJIMaTUBHOM
TTOMOII, JOCTUTAeT 52% B 3aBUCUMOCTU OT KPUTEPUEB
BKJTIOUEHMS U CIiendUKY momyasumm [5].

CornacHO JaHHBIM KPYITHOTO PETPOCIEeKTUBHOTO
KOTOPTHOTI'0 McCeq0BaHMsI, IPOBeJeHHOro B Beanko-
6puTaHuu [6], YaCTOTA CMEPTH AETEN C SMUIIeTICHUE
cocraByseT 4 Ha 1000 yeji0BeK B roji, YTO COOTBET-
cTByeT 50-KpaTHOMY YBeJIMUYEHUIO PUCKA ITOTUOHYTh
B pe3yjabTaTe pa3BUTUS OCIOXKHEHUI B CpaBHEHUU
C IeTbMMU, He CTpaJaloMM SIuencueii. ITo 03Hava-
€T, UTO KaKJbIii IOJl MHOXXECTBO JeTel CTaJAKMBAaIOTCS
C TaHHOJ ITP06IeMOJi, UTO OKA3bIBAET 3HAUMTEIIbHOE
BJIMSHIME KaK Ha X COOCTBEHHOE 3I0POBbe, TaK U Ha
KaueCcTBO XM3HU UX ceMeli. DTU TaHHble MogUepPKI-
BaIOT 3HAYMMOCTh OMATHOCTUKM U 3P PEKTUBHOTO
JIeueHM s CYIOPOKHOT0 CMHAPOMa Y AeTeit, Hy>XI1ato-
HMXCS B a/JIMaTUBHOM momouu. CjieayeT HIOMHUTD
U O BBICOKOJf UaCTOTe MpUMeHeH s e TbMIU HeCKOJIb-
KUX TIPOTUMBOCYIOPOKHBIX TTpernapaTos.

HapyweHus rasoo6mMeHa Kak NnpuuMHa
BTOPUYHOrO NOBPEXAEHUA rOAOBHOI0 MO3ra

OpHa 13 OCHOBHBIX IIPUUMH YXYALIeHMS HEBPOJIO-
IrMYECcKOTo CTaTyca nalueHTa IocJie nepeHeceHHOro
SMMJIENITUYECKOTO CTaTyca — HapyllleHye epebpaibHOii
niepdysum, 06yCI0BIEHHOE KPUTUUECKVIMIM M3MEHEHVSIMMU
ra3oBOro COCTaBa KPOBM: TUTIOKCEMMEN U TUTIepKAITHUEN.
['1aBHOV MPUUMHON IMIIOKCEMMUU SIBJISIETCSI TPeKpalleHye
MOCTYTIJIEHUS KUCJIOPOAA B CUCTEMHBIV KPOBOTOK. DTO
MOKET IIPOU30ITHU B pe3yJibTaTe 00CTPYKLMM BEpXHUX
JIbIXaTebHbIX ITyTel 3aIaBIIMM SI3bIKOM, PBOTHBIMU
MaccaMmu. HauboJiee yacToii IpUYMHONM PeCTPUKTUBHO-
ro XxapakTepa SIBJISIeTCS BOBJIEUeHMe MbIIIIL] ITepeiHeit
OPIOIITHOM CTEeHKM U I'PYIHOI KJIeTKM B CYIOPOTM TOHIYe-
CKOrO XapakTepa, B pe3yJbTaTe yero raiueHT He MOXeT
OCYIIEeCTBUTD BAOX U BbIJOX. ACIIMPALIMOHHBI CUHAPOM
peann3yeTcs COUeTaHMeM PeCTPUKTUBHBIX 1 0OCTPYKTIB-
HbIX HapYIIeHi1, TPUBOASILINX K PA3BUTUIO TUTIOKCEMUMN.
[MpuunHOi rUTIEpKATHUM SIBJISIETCS] CHUKeHVe MUHYTHOTO
o6bemMa BeHTUJISILIM B pe3yJIbTaTe YMeHbIIIeHS YaCTOThI
¥ TTyOUHBI (ABIXaTeIbHOTO 06beMa) AbIXaHMsI. ATTHO3/
O6paAMUITHOI TAKsKe SIBJISIETCS CIeCTBYEM TOHMUECKOTO
HATIPSKEHMST MBI TPYAHOM KJeTKM 1 GPIOIIHOM CTEHKM.
CHIDKeHMe TbIXaTeIbHOTO 00'beMa MPOUCXOINUT B Pe3YIlb-
TaTe ITy6OKOi acIIMpaly pPBOTHBIX Macc, TPUBOASIIEN
K 06CTpYKIMM GPOHXOB CpeJHEro ¥ MeJIKOro Kanubpa
¥ OOCTPYKIMM BEPXHUX JbIXaTeIbHbIX ITyTEIA.

I'MnepKamHus ¥ TUMOKCeMMSI, IOTeHUMPYS NeiiCTBUS
IPYT Opyra, IPUBOAST K PACIIMPEHUIO apTepUuaTbHbIX
1epebpaIbHbIX COCYIOB, UYTO COMTPOBOKIAETCSI TIOBBIIIIE-
HJEeM BHYTPUUEPEITHOTO AaBAeHM S, PUCKOM Pa3BUTUS
OTeKa roJIOBHOTO MO3Ta, HapyllleHeM IiepebpaabHOii
riepdy3un ¥ TUTTOKCUYECKUM TTOBPEXKIeHMEM TOJIOBHOTO
mosra [7, 8].

B maHHOII cTaThe MbI IIPOAHATU3UPYEM PE3YIbTAThI
CYIIECTBYIOIMINX MCC/IeIOBAHMIA, OIIEHVIM ITPEeUMYIIeCTBa
U OTpaHMYEeHM ST MICIIOIb30BaHMSI TPAHCMYKO3a/IbHbIX
(bopm GeH30aMa3EIIMHOB Y IeTEi, a TAKKe 00CyaUM
MIpaKTUYeCcKye acleKThl UX IPMMeHEeHUS B JOMaIIHUX
YCJIOBUSIX.

0630p NPUMEHEHUA TPAHCMYKO3aAbHbIX
¢dopm 6eH30AMa3ENUHOB B A€YUEHUU CYAOpPOT
y AeTeH

OIHMM U3 KTI0OUEBbIX aCIIEKTOB JIEUeHU S CYyIOPOT
y IeTeil IBJSIeTCS MCII0/Ib30BaHMe TPAHCMYKO3a/IbHBIX
bopm Mmunmazonama u fuasenama Kak adeKTUBHOTO
MHCTPYMEHTAa KJIMHMUYeCKOI MPAKTUKYU B KYIIMPOBAaHUN
SMMIENITUYECKOTO MPUCTYMA. [IpOTOKOIBI AMepuKaH-
CKOJI TUTY JIeYeHU I STUJIETICUM PEKOMEHAYIOT MIMPO-
KOe MIpUMeHeHMe 3TUX MIPenapaToB A KyIMpPOBaHMS
CYIIOPOXXHBIX MMPUCTYIIOB y AeTelt. VIX mpuMeHeHHe
B BUJIe TPAHCMYKO3aJbHBIX (popM obecreunBaeT ObI-
cTpoe U 3¢ PeKTUBHOE BO3AeiCTBIE IPU SKCTPEHHbBIX
cutyanusx [9, 10, 11].

OTu mpenapaTrsl 0671a8a0T 6GBICTPHIM HAaUAJIOM
IeiicTBUS 6aromapst BCAaChIBAHUIO yepes3 CAU3UCTYIO
0060JI0UKY, UTO JIeJTaeT UX OCOOGEHHO IIeHHbIMMU B 9KC-
TPEHHBIX CUTyalMsIX. Mumasonam u guasemnam obJa-
AT CXOMHBIM ME€XaHM3MOM JIe/iCTBUS, PeaJnu3yioT
cBoM 3(pdeKThI 3a CUeT aJIJIOCTePUUECKON MOILYISIIIUN
akTuBHOCTU TAMK-A perieriTopa MOHOTPOITHOV raMMa-
amMuHomac/ssHoM kucaoTel (TAMK) B 1ieHTpaibHOM’
HepBHOI1 cucteme (LTHC). 3Tu nipemnapaTsl IMOBBIIIAIOT
cBs13b 'AMK ¢ penieriTopom, 4TO MPUBOIUT K OTKPBITUIO
CBSI3aHHOTO C HUM XJIOPUIHOTO KaHasia. Takum o6pa3om,
9TU mperapaThl CHUKAIOT BO30YXKIeHVe HeIPOHOB,
YTO peajm3yeTcs MPOTUBOCYIOPOKHBIM, CeTATVBHBIM,
AHKCUOJUTUYECKUM, PeTaKCUPYIONIUM Y aMHeCcTuye-
ckuM s derTom [12].

VicTopuyecKku CJIOKUIOCH, UTO B SKCTPEHHBIX CU-
TyalusaX BHYTPUBEHHBIN MY Th BBEIEHUS SIBJISIETCSI
HauboJjIee MOAXOISII M MEeTO0M, 00ecIIeuBaloI M
OBICTPOE MOCTUKEHME IMKOBO IIJIa3MeHHO KOHIIEH-
Tpal MM JIeKapCcTBeHHOro npenapara [13]. OgHaxko, korga
BHYTPUBEHHOE BBeeHNe HeIOCTYITHO, B KauecTBe 3¢-
(bexTMBHOIT a7IbTEPHATUBBI MOTYT ObITH MICIIOJIb30BAHbI
Ipyrue JieKapCcTBeHHbIe GOopMbl 6€H3041a3€eIMHOB,
TaKKe KaK peKTaJIbHbIl Auasernam i OyKKaabHbINA
Mmupasosam [8, 9, 14].

OTCyTCTBUE MPECUCTEMHOTO MeTaboam3mMa
IIPY MCIIOJIb30BAHUM TPAHCMYKO3aIbHBIX (hopM 6eH-
3041a3eNMHOB 00YCJIOBJIEHO OCOO@HHOCTSIMU MMy THU
UX TIOCTYTUJIEHUS B OpraHu3M. IMua3obHOe KOJIbI0
MuasogamMa MpuaaeT eMy CTabuIbHOCTDb B pacTBODE,
obecmeunBaeT OBICTPBINE MeTab0M3M, HaMOGOJBIIYIO
AUTOPUIBHOCTD, & TAKKE PACTBOPUMOCTH B BOJIE
pu HU3KOM 3HaueHUM pH [12]. OTo 1103BOJISIET MUA30-
JaMy 6bICTPO BCAChIBATHCS Yepe3 CIU3UCTYIO 060JI0UKY
rosocTy pra [42]. B nanpHeliem 1eKkapCTBEHHBIN IIpe-



rnapaTt, MMHYS CUCTeMY MOPTaJIbHOM BEeHbI, IToNagaeT
B CMCTEMHBI i KPOBOTOK, M36erast MeTaboMuecKoii
TpaHchopMaluy B IeueHn. B ciryyae guasemnama Jio-
MOJIHUTEeIbHOE TIPEeUMYILEeCTBO 3aKAYaeTCs B TOM,
YTO BEHO3HbI OTTOK U3 TIPSIMOI KMIIKY OCYIIeCTBJIS-
eTCsl B CUCTeMY HUMIXKHeI [10JION BeHbl. B pesyinbrare
HermocpeJCTBEHHOe MOCTYIIJIeHe JeKapCTBEeHHOT O
npenapara B CUCTEMHbBII KPOBOTOK COXpaHseT ero
CTPYKTYPY ¥ aKTMBHOCTh, 06ecrneunBaeT 6oJiee ObI-
CTpOe ITPOHMKHOBEHME Uepes TeMaTosHIlepaanuecKuin
Gapbep U HAyaJIo IeiCTBUS, a TaKKe YMeHbIIaeT PUCK
HeKeJlaTeJbHbIX MOOOUYHBIX PeaKIUil, CBI3aHHBIX
¢ metabonusmom B meuenu [13]. Takum ob6pasom,
TpaHCMYyKO3abHble GOPMBI AMa3ernama 1 Muaa3oaama
SBJISIIOTCS YIOOHBIMM U 9(PGEKTUBHBIMM ITperapaTaMmu
ILJISI KyMIMPOBAHUS CYIOPOT Y IeTe.

['pyrina mcciemoBaTesei mog pykoBoacTBom Patricia
D. Maglalang [14] mpoeMOHCTPUPOBAJIa BHICOKYIO
cTereHb nepdysun CAU3UCTON 060I0YKM HOCA, IIEKY
M TIPSIMO¥ KUIIKYM B CpaBHEHUM C iepdy3meit MbIIII]
U, OCHOBBIBASICh HA JAaHHBIX (papMaKOAMHAMUKA
u hbapMaKOKMHETUKM, YTBEPXKIAET, YUTO BBEAeHME
npenapara 6yKKaJbHO, peKTaJAbHO UM HA3aJIbHO
COTMPOBOXAaeTcs 60blelt CKOPOCThIO BCAChIBAHMS
B CpaBHEHMMU C BHYTPUMBIIIEYHOI MHbEKIIVEN, B XOIe
KOTOPOIJi JIeKapCTBEHHBIN Mpemnapar B YCIOBUSIX He-
JOCTaTOUYHOI rmepdysum 6ymeT OaUTeIbHOE BpeMs
ocTaBaTbCs B MecTe BBegeHMs. CiaeayeT 3aMeTUTh,
YTO HapylieHus nep@y3um MbIIIEYHOI TKAHM C pas-
BUTMEM MEeTab0JIMUYeCcKOro aliuao3a 1 JakTaT-auyuaosa
BCerJa CONYTCTBYIOT 3aTSIHYBIIEMYCS STIUJIeNITHYe-
cKOMY TpucTyny [15]. YUuThIBast BBICOKYIO YaCTOTY
CapKOIIeHUU Yy JleTeli C TSKeJbIMM MHOXeCTBeHHbIMU
HapylleHUSIMU pa3BUTUSI, UCTIOb30BaHMe ajlbTepHa-
TUBHOTO MYTU BBeIeHUS TPOTUBOCYIOPOKHOTO Mpe-
rnapara B 3KCTPEHHOI CUTyallMy CTAHOBUTCS BeCcbMa
aKTyaabHbIM.

MHorouucjeHHble KJIMHUYEeCKMe UCCTeqOBaHU S
MOATBEPXKAAIT 3G DEeKTUBHOCTD U 6€30MaCHOCTD
TPaHCMYKO3aJIbHBIX GOPM MMIa3ojiaMa 1 guas3ernama
y meteit u B3pocnbix [9, 10]. Hanmpumep, nccnenosanme,
CpaBHMBamIlee peKTajbHOE BBeJeHMe nuasenama
¢ 6yKKaJbHBIM MMa30/IaMOM, [I0OKa3aJI0, YTO MUIa-
30/1aM obecrneuynBaeT aHAJIOTUUYHYIO 3(DHEKTUBHOCTbD,
HO C MEHBIIIMM YJCJIOM ITOG0UHBIX 3¢ (EKTOB, UTO JeaeT
ero NMpeAnouYTUTEbHbIM K IPMMEHEHUIO B 3KCTPEHHO
rnenuaTpuUyecKoin npakTuke [16].

PeKTabHbII AMa3enaM 1 OYKKaJbHBIA MUIa30IaM
TaKyke IEMOHCTPUPYIOT BBICOKMIT YPOBEHb 6€30TTaCHOCTY
TIpY IpMMeHeHH B IOMAITHUX YCJIOBUSIX. VcciieqoBaHM S
MOKa3bIBAIOT, UTO 3TU (POPMBI 06/1aJAI0T MUHMMATbHBIM
KOJIMUeCTBOM IMOOOUHBIX 3 (HeKTOB U XOPOILIO ITepeHo-
CUMBI feTbMU [22, 27].

VccnemoBaHume, mpoBeneHHoe Smith A. [17], BeIsiBIITO,
YTO BpeMsI Hauaja JeiicTBMS 6YKKaJIbHOTO Mya30iama
COCTaBMJIO B CpeflHEM 3 MUHYTHI, B TO BpeMsI KaK BpeMsi
Hauajia IeiicTBUs peKTaabHOro Aua3ernama 6bIIo 3Ha-
YUTEJbHO J0JIbIlle ¥ COCTABUJIO B CpeJiHeM 7 MUHYT.
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DTO MO3BOJISIET ClIeJIaTh BHIBOZ, O TOM, UTO OYKKaJIbHbI
Muaasonam obecrieunBaet 60see 6bICTPOe KYIIMPOBaHME
CYIOPOSKHBIX TIPUCTYTIOB Ha IOTOCIUTAAbHOM 3Tarlle,
YTO SIBJISIETCSI KPUTUUYECKM BasKHBIM B 9KCTPEHHBIX
CUTYaLUSX.

Ipyroe uccnepoBanue, nposeneHHoe R. C. Scott [27],
cdokrycrpoBanoch Ha 6€30macHOCTY 6YKKaIbHOTO MUAA-
30J71aMa M peKTaIbHOTO Auasernama npu JoMaliHeM Jjieye-
HUU IeTelt C SMUIeNITUYECKUM NPUCTYTIOM. Pe3ybTaThl
TIOATBEPAWIIN, UTO 006a Mpernapara 6e30MacHbl ¥ XOPOIIOo
IepeHOCUMbI B JOMAIIHUX YCIOBUSX, OMHAKO 6YKKaJIb-
HbII MMIa30J1aM 06J1a1aJ1 TPEeVMYIIeCTBOM BBUIY 6oJjiee
OBICTPOrO HavaIa AeCTBUS U JIETKOCTU ITPUMeHEeHMS.
Kpome Toro, BBesieHMe Ipenapara 3aiieqHo (0yKKaJIbHO)
SIBJISIETCSI COLIMAIBHO 60JIee TIPUEMJIEMBIM U YIOOHBIM,
yeM peKTaJIbHOe BBeJeHMe, U TOITOMY MOXET ObITh
MpeAnoUYTUTEeNbHBIM B JIeUeHUN STIUJIENITUUECKOT 0
MIPUCTYTIA, KOTOPbI IPOUCXOANT BHE 6OTBHUIIBI. DTOT
BBIBOJ, IO I€P>KUBAIOT APYyTYe aBTOPbI UCC/IeJOBAaHUIA,
TTOCBSIIIIEHHBIX TIPUMEHEHMI0 TPAHCMYKO3aIbHbIX (hOpM
npenaparos y gereii [9, 18, 19-28].

Pe3ynibTaThl paHAOMU3MPOBAHHOTIO KOHTPOJUPYe-
MOT0 JCCJIeIOBAHMSI IO, pyKOBOACTBOM John McIntyre
[24], oxBaTuBiIero 177 gereit ¢ MeIVaHHBIM BO3PaCcTOM
3 roma, CBUIETEIbCTBYIOT O 60JIblielt 93¢ PekTUBHOCTH
OYKKaJILHOTO MIMIa30/IaMa B KYIIMPOBAHUM CYIOPOT
6e3 BO3pacTaHMs PUCKA YTHETEHUS IbIXaHUS.

VHTepecHbI pe3yabTaThl MeTaaHaaM3a, MOCBSILeH-
HOTO cpaBHEeHMIO 3P GEeKTUBHOCTY 1 6€30MaCHOCTH
MMpUMeHeHU s HeMHBa3MBHOM GopMbI MUIa301aMa,
BHYTPUBEHHOI U pPeKTaabHOI GOPMBI AMasenama
B JIEUEHU M STMIUJENTUYECKOTO cTaTycay 1602 manu-
eHTOB, 1573 13 KOTOPBIX OBIJIM B BO3pacTe g0 16 jneT
[22]. B KynupoBaHUM CyLOPOT HEMHBA3MBHBIN MUIa-
30J1aM OKa3aJjCs PaBHOIEHHBIM 110 3P eKTUBHOCTHU
BHYTPUBEHHOMY U peKTajJbHOMY Auaszenamy. [Ipu-
MeHeHMe HEMHBa3MBHOTO MIa301aMa COIPOBOXIa-
JIOCh JOCTOBEPHO 6oJiee OGBICTPHIM KYIIMPOBAHUEM
CyZI0POT, HeXXeJu PV TpUMeHeHU M pa3JIndHbIX hopm
Iuasernama. Takske aBTOpbBI 06paIialoT BHMMaHUeE,
4yTO OYKKaJbHBIA MUAA307aM, IIOMMUMO OOJbIIET
3(beKTUBHOCTM B KOHTPOJIE HAJl CYIOPOTaMU, MOKET
OBITH 60JIee ITPYeMJIEMbIM B COILIMAJIbHOM OTHOIIEHUH,
HexXkesy peKkTanbHasi dopma nquasernama. K ananormu-
HbIM BbiBogaMm npuiiayu Nakken K. O. u Lossius M. I.
B CBOEM MCCJIeOBAaHUM Y B3pocCabIx [29]. KpynHbI
00630p, MOCBSIIeHHbIV cpaBHeHUIO 3P derTuBHOCTHU
1 6e30MaCHOCTY IPUMeHEeHYs pa3JIMUHbIX GOpM OeH-
301a3eMMHOB, 00beaVHNI 18 paHIOMMU3UPOBAHHBIX
ucciaenoBaHui ¢ yuactuem 2199 manueHnTos. Beuny
HM3KOTO YPOBHS JOKa3aTeJbHOCTU 0630p He Mpoje-
MOHCTPMPOBAaJ NPEeUMYIeCcTB 6YKKaJAbHOTO MU Ia-
30j1aMa HaJl peKTajabHbIM Auasenamom [19]. Ipyroii
MeTaaHaJn3 IpuMeHeHs MuAa3oaama, jopasemnama
U Auaszerama y AeTeii B iedeHUU STUJIENTUYEeCKOTr 0
cTaTyca BbISIBUJI IPEUMYIeCTBO 6YKKaIbHOTO, MH-
TpaHa3aJbHOTO M BHYTPUMBIIIIEUHOTO MU Ja30/1aMa
HaJ HeBHYTPUBEHHBIM AnuazenamoM [30].

NMAAMATUBHAA 7‘
N XOCMUCHAA

A
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Pe3ynbTaThl hapMaKOIKOHOMMYECKOTO aHa M3a
MIpUMMeHeHMsI 6YKKaJbHOTO MMAa30IaMa MPoaeMOH-
CTPUPOBAJIM €T0 IPEMMYIIECTBO MIPU KYIIMPOBAHUM
CYIOPOT B IepBbie 5 MMHYT OKa3aHMS IIOMOIIM Ha J10-
rocnuTanabHoM STare [10, 31].

Cienyet 3aMeTUTh, YTO IPU OKA3aHUU TOMOIIU
B IOMAaIllHMX YCJIOBUSIX BeCbMa BaskHO paHHee HavaJio
MIPOTMBOCYIOPOKHOI Tepanuu. HecMoTpst Ha 60IbIINIA
IMPOTUBOCYIOPOKHBIN MOTEHI A/l BHYTPUBEHHOM UHb-
eKIIMU Iuaseriama, uccjiegoBaHue MoJ, pyKOBOACTBOM
Talukdar, Chakrabarty [32] mpoieMOHCTpUpPOBAJIO I0-
CTOBEpHO 60Jjiee paHHIOI MHUIMALNMIO (Ha 1-2-71 Mu-
HYTe€) IPOTUBOCYJOPOKHOI Tepanuy My Tem BBeJeHM s
OYKKaJIbHOTO MMAa30amMa, HeskeJI BHYTPUBEHHOTO
Iuasernama. [Ipy HamumMy 3TO¥ JeKapCcTBEHHOM (hopMBbl
Yy ponuTeJielt OMMCaHHBIV TYTh BBEEHUS CYIeCTBEHHO
yCKOpSIeT OKa3aHue IMOMOIIY U TTpeyIIpeXxXaaeT pa3BuTue
OCJIO’KHEHW, CBSI3aHHBIX C CYJJOPOSKHBIM ITPUCTYTIOM.

TpaHcMyKo3aAbHble GOpMbl
6eH30AMa3eNMHOB U YTHETEHUE AbIXaHUA

HecMoTpst Ha BBICOKYIO 9D PEKTUBHOCTD ITPUMEHEH S
TPaHCMYKO3aJIbHbIX PopM OeH3011a3eMHOB, HE0OXO0-
JIVIMO IIOMHUTD O TAKOM C€pPbe3HOM IT000UHOM 3 deKTe,
KaK yrHeTeHMe JbIxaHus. YacToTa U TSKeCTh 3TOTO I0-
60uHOro 3¢ deKTa MOKET BapbMPOBATh B 3aBUCUMOCTH
OT pas3aMUHbBIX (JaKTOPOB, BK/IIOUAsI BO3PACT MalleHTa,
IO3MPOBKY ITpernapara 1 HaJauuye CONyTCTBYIOMUX
3abosieBaHmi1 [33].

OTOT MO6OYHBIN 3PDEKT peann3yeTcst IOCPEICTBOM
BO3/eiCcTBMSI O€H301Ma3eMMHOB Ha aKTUBHOCTh Hejli-
POHOB JIBIXaTeJIbHOTO IIeHTPa, PACIIOIOKEHHOTO B ITPO-
IOJITOBATOM MO3T€e. ITO MOKET IIPUBECTU K CHUKEHUIO
MMUHYTHOTO 06'beMa BEHTUJISIIUM (32 CUET Pa3BUTUS
O6paaMIIHOD M YMEHbIIEHNS ObIXaTeJIbHOT0 00'beMa),
YTO 0COGEHHO OMacHO B c/iyyae nmepemgo3upoOBKU
MJIY IPMMEHEeHMS B COUeTaHUM ¢ APYTrMMU Ipernapa-
TaMu, yrTHeTalomWumu gesiteabHocTs LTHC. Crnenyer
MMOHMMATDh, UTO CHYKEHVE MUHYTHOTO 00bemMa BEeH-
TUASLIMM COIIPOBOKIAETCS Pa3sBUTUEM TUIIePKATTHUNI
U, TIOPOJA, TUTIOKCEM MY, KOTOPBIE SIBJISIIOTCS (haKTopamMu
BTOPUYHOTO MOBPEXKIEHNS IOJIOBHOTO MO3ra.

CorsiacHO JIMTepaTyPHBIM JaHHBIM, UaCTOTa pa3-
BUTMUS YTHETEHUS NbIXaHUS MIPU UCTIOJIb30BAHUMU
pPeKTaJbHOTO AMuasernaMa y JgeTeit BappupyeT B OUeHb
myupoxroM nuanasone: 0-18% [19, 21, 24, 34, 35, 36, 37].

PesynbTaThl psifla KPYMHBIX UCCAETOBAHUT CBU-
IeTeTbCTBYIOT 06 OTCYTCTBUM SMMU30/10B YITHETEHU S
IbIXaHUS B XO/Ie IIPYMMEHEHMsI PeKTaTbHOro Ayas3ernama
[38, 39, 40].

Psii aBTOPOB IEMOHCTPUPYIOT, UTO ITIPUMEHEeHe
OYKKaJIbHOTO MMJa30jilaMa B CPAaBHEHUY C PEKTAJIb-
HBIM JI/a3eIraMoM OOBIYHO acCOLIMUPYETCs ¢ 6osee
HM3KOIi YaCTOTOM yTHeTeHMSI IbIXaHUsI U3-3a ero 6osee
OBICTPOTO Havasa JeiiCTBMS M MEeHbIIero CUCTeMHOTO
BO3IelcTBuUS [4, 5, 24, 27, 38, 40, 41].

Ipyrue uccaeqoBaHMUs CBUIETEIbCTBYIOT 00 OT-
CYTCTBUM IOCTOBEPHO PAa3HUIIbI B UACTOTE PA3BUTUS
YTHEeTEeHUS ObIXaHUs IPY IPUMeHeHUM 6YKKaJTbHOTO
MMJaszonaMa 1 peKTaJbHOro Auasenama [24, 42].

HecMoTps Ha JOBOJILHO pa3HOpeUlBbie TaHHbIE
0 YacTOTe pas3sBUTHUSI YTHETEHMS ObIXaHUS IIPU IIpHMe-
HEeHUM TPAaHCMYKO3aJIbHBIX (OPM G€H30/11a3eIMHOB,
He0o6X0IMMO IIOMHUTb, UYTO Y HEKOTOPBIX JIeTel Bce ke
MOT'YT BO3HMKHYTh HapPYIIEHUS IbIXaHMsI, 0COOEHHO
IIpY HEIMPaBMJIbHOM AO03MPOBKE MJIM HAJIMUUU TOTIOJI-
HUTEJbHBIX (aKTOPOB PUCKA.

OlieHKa TSKeCTU AbIXaTeJbHON Jenpeccun Takke
BaskHa AJisI o6ecrieyeH st 6e30I1aCHOCTY Al MMeHTOB.
Yamie Bcero yruHeTeHue JIbIXaHMs, BOSHMKaloIee
B pes3yJibTaTe IpUMeHeHNS PeKTaJbHOI0 AMuasernama
v 6YKKaJIbHOTO MIUIa301aMa, IO TaeTCsT KOPPeKIIUU
C MMOMOIIIbIO MTPOBeIeHM s KpaTKOBpPeMeHHOI UCKYyC-
CTBEHHOJ BeHTUISIIUM JTeTKNUX.

Vcnonb3oBaHue GpaymaseHuaa (JIeKapCTBEHHOTO
Iperapara, IBJSIONerocss aHTarTOHMCTOM 6eH3011a-
3eMMHOBBIX PEIeNTOPOB) He peKOMEeHIyeTcCs y feTei,
MOJYUYMBIIMX TPOU3BOAHbIE O€H30aMa3€eMMHa B 06071
JIeKapCTBEHHOI opMe IJjIsI KYIMPOBAHMSI SITUJIENTH-
YecKkoro npucryna [43].

Heo6xoauMo MHAMBUAYAJIbHO OLIEHMBATh PUCK Pas-
BUTUSI YTHETEHU S IbIXaHMS TIPY Ha3HAUEHU Y PEKTallb-
HOTO AMasernama 1 6yKKaJbHOTO MMIa30/1aMa y AeTeit
C CYOJOPOXHBIMM COCTOSSHUAMMU U IPUHUMATD MePbl
IIPeI0CTOPOKHOCTHU JJISI CBOEBPEMEHHOT'O BBISIBJIEHU ST
U JIEUeHUSI 9TOTO OCI0KHeHMsI. OmHOI 113 3 PEeKTUBHBIX
Mep TI0 IpeAyTpeXxIeHI0 BTOPUYHOTO MOBPEXAEHM ST
rOJIOBHOI'O MO3Ta, 00YCJIOBJIEHHOI'O YTHETEHVEM JIbI-
XaHUSI, IBJSETCS obecrieyeHne u 06yueHme poguTesnei
pabore ¢ MemkoM AMOY.

Io3upoBKa U pexkuM NPUMeEHEHMs IpernapaToB
JIOJIKHBI CTPOTO COOTBETCTBOBATh MHCTPYKIMUM ITPOU3-
BOAMUTEISI M PeKOMeHIalsIM CIelajanucTa.

B 1ies1oM TpaHCcMYKO3aabHbIEe (POPMBI MIMIAa30/IaMa
U Auasernama nNpencTaBiIsoOT co60it apdekTuBHbIE
cpencTBa IJis yCTpaHeHU S CYIOPOXKHBIX MTPUCTYTIOB
B SKCTPEHHBIX CUTYyalusIx. IX mpuMeHeHue obecre-
yyBaeT ObICTPOE M HAJIEsKHOE KYIIMpPOBaHMeE CYIOPOT
U TIpeJoTBpallleHle OCA0KHEeH, CBSI3aHHBIX C CY-
JIOpOoraMu.

OIHUM 13 HampaBjeHMi paboThl C CEMbSIMMU, BOC-
MUTHIBAOIIMMHU JleTel, Hy>K a0 MXCs B maaiua-
TMBHOJ ITOMOIIM U CTPadalom X CMMIITOMATUYeCKOM
SIIMJIETICUEN, IBJISeTCS 00yUeH e TeXHOJIOTUY BBe-
JleHMsI HeMHBa3UBHBIX (OPM ITPOTUBOCYAOPOXKHBIX
JIeKapCTBEHHBIX ITpernapaToB. DTO MOBbIIIAeT KaueCTBO
OKa3aHMs MOMOIIY ¥ YBEPEHHOCTb POIMUTEJIEN B CITIO-
COGHOCTM ITIOMOYb CBOEMY pPeGEHKY 6e3 IPUBJIEUEHU ST
MeIUILIMHCKUX pabOTHUKOB. DTO MOATBEPKAAETCS
pes3yibTaTaMy UCcjieqoBaHms, oxBaTusiiero 206 auil,
yXa>kMBaIOMMX 3a e TbMU C 3MuJIeIicueii, KoOTopoe
IT0Ka3aJIo IOCTOBEPHOE ITOBBINIIEH)E YPOBHSI 3HAHU
¥ YMEHMII 10 OKa3aHMIO TOMOIIY CBOEMY pe6GeHKY
Ha fomy [44].
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Ha Kypauuu oTAeAeHUeM Bble3AHOU
naAAMaTUBHOM NomMoLuu AeTAM ¢puarana
«MepBbli MOCKOBCKUM AETCKUM XOCMUC»
rbY3 «LleHTp nanmrmaTuBHOM nomowuu A3SM»

C 2021 roma maleHThl, CTpagaliole CMMITOMATH-
YyeCKoit armtericuesi Ha oHe nepebpaabHOTO Iapaanya
pa3aMYHOrO reHe3a M HaxXoAsiuecs Ha yuyeTe OTelie-
HMS BbIe€3IHOM NajaanaTuBHOM nomoliuu getam 'bY3
«IIeHTp MajuIMaTUBHONM oMoy 13M», 06ecrieunBaroTCs
TPaHCMYKO3aJbHBIMM ¢hopMaMy 6eH3001a3eMHOB
3a cueT 6oaKeTa ropoga MockBbl. B 3aBucuMocCTH
OT HaMMuus y pebeHKa COMyTCTBYIOMIEro MaTOI0T -
YyeCKOT0 COCTOSIHMSI, OTPAaHMYMBAIOIIEro ITpMMeHeHe
TOTO UV MHOTO JIeKapCTBEHHOTO Ipernapara, AeTsIM
HasHauaeTcs «Cub6ason» (MHH [Iuasemam), pacTBOpP
pPeKTaJIbHbIM B MUKPOKJAM3MaxX B 103aX 2 MI/MJI —
2,5 mut mau 4 mr/mn — 2,5 mot, mnbo «Mupgasonam» (MHH
Mupa3o/am), pacTBOP 3allleUHblii B TIOOMKAX, B 103aX
5 mr/mi — 1 M, 5 mr/mia — 1,5 mut, 5 mr/mn — 2 mut. O6a
npemnapara npousBoasaTcs OI'VII «MoCKOBCKMIT SHIO-
KPUHHBIN 3aBOO».

B nepuog ¢ 2022 o 2024 rop, [iJisi KOHTPOJISI KaueCcTBa
OKa3aHMS MeAUIIMHCKO MOMOIIIN IeTSIM, HAXOASIIVIMCST
Ha Kypall OTHAeJieHVeM Bble3THOV MaJauaTUBHOM
IMOMOIIM, IBaXX bl TPOBOAUJICS BHYTPEHHUI ayauUT
KayecTBa MeAUIIMHCKO MOMOIIM CEMbSIM C JeThbMU,
KOTOpbIe ObIJIM 06ecrneyeHbl TPAHCMYKO3aJIbHBIMU
dhopMaMy 6eH30/111a3€eMHOB: PEKTaJIbHBIM PaCTBOPOM
IuaseriamMa ¥ 3allleuHbIM pacTBOPOM MUAa3ojama.
Llenbio ayauTa Gbla omeHka 3G dekTUBHOCTY U 6e30-
MMacHOCTY MPUMeHeHMs TPAHCMYKO3aJbHbBIX (GOPM
6eH30/11Ma3eMHOB B JOMAIIHMUX YCAOBUSIX. AYIUT
TIPOBOIMJICS TIOCPEACTBOM AOOGPOBOIBHOTO 3aTI0THEHYS
google-dopmbl, comepskartieit 11 Borrpocos. Pogurenn
3aITOJTHSIIY TIPeIJIOKeHHbIe hOPMbI 63 YKa3aHusI rep-
COHAJIbHBIX JaHHbIX.

O6paboTKa JaHHBIX IPOBOAMIIACH C IPUMEHEHEM
MMPOCTHIX METOJIOB ONMUCATENbHO CTATUCTUKNA.

[MpoBeeH PeTpOCIeKTUBHBIN aHaIu3 3G (PeKTUBHO-
CTY IPMMEHEHNS TPAHCMYKO3aJIbHbIX (popm 6eH30 M-
a3eMnMHOB B JOMAaIIHKUX ycaoBusX. B 2022 ropy B oripoce
MIPUHSUIY yuacTue 59 3aKOHHbBIX ITpeicTaBUTeel neTeis,
B 2024 romy — 48.

3a nnepuon 2022-2024 rogoB KOJIMYECTBO NalleH-
TOB, MOJIYYaIOIIMX 3allleYHblii pacTBOpP MMga301amMa,
yBeauumiochk ¢ 11,1 go 38,0% (auarpamma 1).

ITpu aHaIM3€e YaCTOThI HEOOXOAMMOCTH UCITOTb30-
BaHMS npemnaparta (MugasosiaM, paCTBOP 3allleUHbI’
unu Cuba3oH (mmuaseram), paCTBOP PEKTAIbHBIN)
B 2022 rony Mbl He TIpeJjiarajau poauTessiM BapuaHThI
OTBETOB, BBIIY UETO BhISIBJIEHO JOCTaTOUHO OGOJIBIIOE
pacripefiejieHe, KOTOpO€e BapbypPOBAJIO OT eKeIHEeB-
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Huazpamma 1. CoomHouleHue Ha3Hauaemoix
MpaHcMyKo3anbHblx popm 6eH3oduazenuros 0Jis
KYynuposauust cyoopoez 8 amOy1amopHbIX YCI08UIX

13,6%

5,1%

" EMEOHEEHO ® 1-2 pa3a B Hegemo » 2-3 pasa B Hegemo © 3-5 pas B HEAEMO

= 1 pas 8 mecay, = 1-2 pasa e mecAly = 2-3 pasa 8 mecAy, ® 1 pa3 e 3 mecAua

= 1pase6mecaues = 1paserog

Luazpamma 2. Yacmoma npumeHeHust mpaHcmyKo3aib-
HbIX (hopm GeH300ua3enuHos8 05 Kynuposaus cyoopoz
8 amOynamopHbix ycaosusax 8 2022 200y

HOTO JCITOIb30BAHMS 0 STM30AMYECKOI TOTPEeOHOCTI
1 pa3 B rof. [Ipy 3TOM IMOTPEOGHOCTH B IPUMEHEHUU
TPaHCMYKO3aTbHbIX (DOpM 6€H3011Ma3eMHOB C YaCTO-
To} 1-2 pasa B Hefesto, 1 pa3 B mecs1; coctaBuia 22%
1 18,6% cooTBeTCTBEHHO. I[IOTPeOHOCTh B IPUMEHEHUN
npenapaTtoB 1 pa3 B 3 mecsiia, B 6 MecsieB 1 1 pa3
B rof, coctaBuaa 13,6, 11,8 1 5,1% cooTBeTCTBEHHO
(nuarpamma 2).

[Ipu ayguTe mpuMeHeHMs TPAHCMYKO3adbHBIX
dbopm 6ensonmaszenHoB B 2024 Toay pecrnoHIeHTaM
GBIV TIpeJIOKeHbI BAPMAHTBI OTBETOB. TeHIeHII /S
YaCTOTHI MCIHOJIb30BAHMSI TPAHCMYKO3aJbHBIX (GOPM
6ensonmasennuoB B 2024 roxay (I kBapTas) O6blIa aHa-
soruyuna 2022 romy. Hau6osbiast 4acTh pecrioHIeHTOB
mpuberasna K MpUMMeHeHIO Impernapara 1 pa3 B MecsI,
4TO COCTaBMIIO 33,3%. UyTb MeHblIllee KOJIMYeCTBO PO-
IUTeselt UCTI0Ib30BaI0 TPAHCMYKO3aJibHble OPMBbI
1-2 pa3a B Hepeso u 1 pa3 B 3 Mmecsiia, YTO COCTaBUIO
27,1 n 29,1% cOOTBETCTBEHHO (AuarpaMmma 3).
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Luazpamma 3. Yacmoma npumeHeHust mpaHcmMyKo3aib-
HbLX (popM OeH300Ua3enuHos 051 KynupoeaHus cyoopoz
8 ambynamopHwLx ycao8usx 8 2024 200y

® A0 5 MKHHYT

Gonee 15 MuHyT

# 5-10 munyt = 10-15 munyT

Huazpamma 4. Bpems npexpaujeHus cyoopoz noce
86edeHUs1 MPAHCMYKO3aJIbHbIX (popm OeH300ua3enuHos,
daHHble 2022 200a

CrenyeT 3aMeTUTh, UTO aHAJIU3 MTOTPEOHOCTH
B IpMMEHEeHUM IpenapaToB 3KCTPEHHOM MOMOIILN
IJISI KYTIMPOBAHUS CYAOPOT MOKET ObITh M0Jie3eH
B IIPUHSITUU PEIIeHYs 0 HEOOXOIMMOCTHU MTepecMoTpa
6a30BOJi MPOTUBOCYIOPOKHON Tepanuu.

B xone aHanin3a CpOKOB KyIIMPOBAHUS CyJOPOT
rocJie BBeJeHM s JieKapCTBEHHbBIX ITpernaparoB MoJyye-
HbI JaHHbIe, KOTOPbIe COOTBETCTBYIOT MHbOpMAINH,
NpeJCcTaBIeHHOM B MHCTPYKIUSIX TIO MeIULIMHCKOMY
NpMMeHeHUIO JeKapCTBeHHbIX IpenapaTtoB Mupa-
30JIaM, pacTBOP 3ameuHbiit u Cuba3oH (Auaszenam),
pacTBOp peKTasbHbIN. [loc/ie BBeleHMs IpenapaToB
y 27,5% cymoporu 6blIy KyIMPOBAHbI B TEUEHME TIeP-
BbIX 5 MuHYT. [Topsimka 5-10 MUHYT TOTpe6OBaIOCH
36,5% mareHTOB JJIsI TOJTHOTO KYIIMPOBAHMS CYIOPOT.
V 24% cymoporu 6sIM KynupoBaHbl B TeueHne 10-15
MMUHYT (OAuarpamMmma 4).

CrepyeTt 06paTUTh BHUMAHUE, UTO CYAOPOTHU B 60JIb-
HIMHCTBE CJIyyaeB KyNMPOBaaNUCh B TeueHue 5-15

= [loma
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Huaepamma 5. [luHamuka npumeHeHUuss mpaHcmy-
K03aJbHbLX (hopm OeH300uasenuros eHe doma 3a nepuod
2022-2024 20008

MMHYT Kak Ipu puMeHeHun Mugasonama, pacTBopa
3alevyHoro, Tak 1 CubasoHa (Auasemnama), pacTBopa
PEeKTaJIbHOT'0, UTO COOTBETCTBYET JaHHBIM UHCTPYKIUU
K IPMMEHEHMIO JIEKAPCTBEHHBIX ITPeraparos.

Ha Bompoc o KoJindyecTBe TePsIeMOro B X0OJie BBe-
meHus npenapara 83,3% pecroHOEeHTOB OTBETUIIN,
yTo notepu HeT. OCcTaNbHbIE POAUTEN COOOIINIIN
0 roTepe HeGOJIbIIOTo KoJIMuecTBa, a 1,9% coobuiuim,
YTO He o6palaau Ha 9TO BHMMAaHUS.

OIHMM 13 MHTEPeCOBaBIINX HAC BOITPOCOB ObIJIO
BO3HMKHOBEHMe M06G0UYHBIX 3P(HEKTOB mocie BBeIeHUS
Ka’kJI0To M3 IBYX IpenapaTtoB. Mbl HAMepeHHO He Mpej-
jlarajay poAUTeSIM CTaHLapTHbIEe BapUMaHThI OTBETOB.

B 2022 rony He 3aperucTpuUpoBaIu MO6OUYHBIX 3¢ -
(bexToB 67,7% pecroHIeHTOB, TPy 3TOM 9,3% pecIioH-
IIEHTOB COOOIIVIIN O Pa3BUTUM Y pebeHKa COHIMBOCTM.

OcraBimecs 23% cOOOIIMIIN O TIOSIBJIEHUY PBOTHI,
CJTIOHOTEUEeHMsI, CJIAOOCTM U 3aTOPMOKEHHOCTH, TIOCUM-
TaB, YTO 3TU CUMIITOMBbI CBSI3aHbI C BBE/IEHMEM TPaHC-
MYyKO03aJbHbIX (popM 6eH30AMa3ennHoB. Hu oqHOrO
YIIOMMHAHUS 00 YTHETEHUM JbIXaHUS 3aPerUCTPUPO-
BaHO He 6b1I0. OTIMCAHHOE COOTHOIIeHNe YKa3aHHbIX
MO6GOYHBIX 3¢ (HEKTOB ObIJIO BbISIBJIEHO IO JaHHBIM
Ha I kBapTan 2024 ropa.

Ha Bompoc 06 oTKase OT TpPaHCMYKO3aJIbHBIX (hOpM
B [10J1b3Y NTPMMEHEHMS MHBEKIIMOHHBIX ITPerapaToB 6eH-
3oamasernHoB B 2022 1 2024 ropgy MoJIOKUTETbHO OTBE T
TOJIbKO 1 YeIoBeK B KaskJIOM U3 OIIPOCOB, UTO COCTAaBUIIO
1,7 n 2% pecrioHIEHTOB COOTBETCTBEHHO.

biaronpusiTHast AUHAMMKA MIPUMeEHEeHUs POAUTE-
JIIMY HEMHBA3MBHBIX POpM 6eH30/41Ma3eMHOB BHE
IloMa Ipoc/eXMBaeTCsl Ha MPOTskeHuu 2 neT. Ecin
B 2022 romy ToNBKO 38% pomuTeneit cooOIUIM 06 UX
OTIBITE CAMOCTOSITEILHOTO MpMMeHeHNss Mugasoiama,
pacTBopa 3ameuyHoro 1 Crnba3oHa (guasenam), pacTBopa
peKTaJIbHOTO, BHe foMa, TO B 2024 rony (I kBapTaJi) ya-
CTOTa IIPMMEHeHMsI STUX ITPerapaToB BHe JoMa BO3pocyia
o 44% (nuarpamma 5).
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Huazpamma 7. PoOumensckas camooyeHKa yeepeHHOCmu
npu 0Ka3aHuu nepeoti NOMowU pebeHKY ¢ INUAeNMUUecKUM
npucmynom

OyeHb Ba>KHBIM pe3yJIbTaTOM BHEJIPEHUS B KJIMHU-
YyecKyIo aMOyJIaTOPHYIO TPAKTUKY TPAHCMYKO3aJIbHBIX
dbopm 6enszonmasenuoB B 2022 roay IBUJIOCH CHU-
>KeHMe 4aCTOThl TOCTIUTAIN3AI UM AeTel 0 TOBOAY
SMUJIETITUYECKOTO MIPUCTYIIA, O YeM cooo1mman 69,2%
poauTesieli. AHaJIOTMYHOE KOJIMUYECTBO OTBETOB MBI I10-
JIYUUIIN, 3a[1aB 3TOT BONpocC poautensim B 2024 rony
(nuarpamma 6).

I mOoHMMaHMs MPaBUIBHOCTU HAIllero yCTpemJe-
HMIS 110 06ecTieueH 0 TPAaHCMYKO3aJIbHBIMM (hopMaMu
6eH30/4Ma3eMHOB ceMeii, BOCIIMThIBAIOLIMX AeTeil,
HYXXIAI0IMXCS B Ma/UIMaTUBHOM ITOMOIIM U CTpajiao-
MIUX TSOKEJBIMU (PopMaMy CMMITTOMAaTUYeCKO S1H-
JIETICUM, MBI 3aJJaJT POJUTEISIM BOTIPOC O BO3pacTaHUM
B HMX YYBCTBA YBEPEHHOCTU B CIIOCOGHOCTY TIOMOYb
CBOEMY pebeHKY, He JOKMAasICh Ipre3aa 6purabl
CKOPOI MeauIMHCKOM momouu. OKojo 92% pecrioH-
IeHToB B 2022 1 2024 roay OTBETUJIN MMOJOXUTETBHO
(nuarpamma 7).
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BbiBOADI

1. TpaHcMyKo3abHbIe GOPMbI 6€H301a3eMHOB (PeK-
TaJbHBIN PACTBOP AMasernaMa 1 3allledHblli pacTBOP
Mua3oaaMa) IBasioTcs 3G PeKTUBHBIMY U Oe3o1mac-
HBIMM JIEKapPCTBEHHBIMM MperapaTaMy HEOTI0XKHON
TMMOMOIIU B JIeYeHUU CyLOPOT y AeTel ¢ CMUMITOMAaTu-
YeCKOl SMUJIeTcuein.

2. CBOeBpeMeHHOe KyIIMpOBaHMeE CyAOpOT MO3BOJISIET
OTKa3aThCs OT TOCMIUTANM3AI MY peGeHKa U U36eXaTh
BO3MOJXHOIT pa3nyky pe6eHKa ¢ poouTeasIMu, 13-
JIUITHE MeqMKaMeHTO3HOM arpeccuu, pucka MHbu-
LIMPOBAHMS TOCIIMTAIBHOM QIOPOIL, UTO B KOHEUHOM
MUTOTe COKpamiaeT GMHAHCOBYIO HATPY3KY HA CUCTEMY
30 paBOOXpPaHEHMSI.

3. BnajeHue poauTeasIMM TeXHUKOM BBeeHM S TpaHC-
MYKO3aJIbHBIX (OpM 6€H30/11a3eIMHOB MOBBINIAET
KauyeCcTBO OKa3aHMSI IOMOIIM pe6eHKY ¥ ITOBbIIIAeT
YPOBEHb COLIManmu3al Uy CEMbU.
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AHHoTauumA Abstract

B HO30/10rMYeCKoW CTPYKTYPe KOHTUHIEHTa AeTel, Noay4ato- The nosological structure of the contingent of children receiving
WMX N3NANBTUBHYIO MEANLMHCKYIO MOMOLLb B BOpOHEXCKON palliative care in the Voronezh region is dominated by non-
0613CTH, NPe06134310T HEOHKOIOTMYeCKMe 33601eBaHNS. oncological diseases. Palliative care for children is based on a

B ocHOBe 0K333HWS N3ANNBTUBHON MeAMLUHCKOV MOMOLLM multidisciplinary approach aimed at correcting physical symptoms
AETAM NEXUT MYAbTUANCUUNAVHAPHBIA NOAXOA, HaNPaB- that violate the quality of life of a child, as well as preventing
JIEHHBIV HA KOPPEKLMIO GU3NYECKUX CUMMNTOMOB, HapYyLLIa- complications of an incurable disease. Correction of protein-
IOLLMX K3YeCTBO XM3HW pebeHka, a TakKe NpodUNaKTUKy energy malnutrition is an important component of the complex
OCNOXHEHWN Hensneynmoit bonesnun. Koppekumns 6enkoso- of palliative care for this group of patients. The aim of the study
3HepreTnyeckon HegocTaTodHOCTH (BIH) ABASIETCS BAXKHBIM was to evaluate the effectiveness of long-term nutritional support
KOMMOHEHTOM KOMMAEeKCa N3ANN3TVBHON MeANLNHCKON in children receiving palliative care. The hospitalized patients
NOMOLWW 3TOV Tpynne nauneHTos. Lleabio nccaesosanus se- underwent screening assessment of malnutrition using the
NAN3Cb OLEHK3 IPHEKTUBHOCTU ANNTENBHOW HYTPUTUBHOM STRONGKkids questionnaire, assessment of physical development,
NOAAEPXKKWN Y ZeTel, NONYY3I0LWNX NAANNATUBHYIO MEANLMNH- calculation of caloric intake by the Krick's method. According to
CKYIO MOMOLLb. [OCMUTaNN3NPOBAHHBIM NaLMEHTaM NPOBO- the results of the examination, additional nutritional support was
ANAVCb CKPUHWMHIOBAs OLLEHK3 HEeAOCTaTOYHOCTU NMUTIHMS prescribed. The duration of nutritional support should continue
c nomoubto onpocHuka STRONGKkids, oueHka ¢puznyeckoro until the normalization of anthropometric indicators (at least 1
Pa3BUTUS, pacyeT KaNOPUAHOCTH paymoHa MeToaoM Kprika. year).

Mo pe3ynbTaTaM 06CNes0B3HNA HA3H3Y3N3Chb JOMONHNUTE b- Key words: palliative care, children, nutritional status,

Has HYTPUTUBHAA NOAAEPXKK3. ANNTENbHOCTb HYTPUTUBHON nutritional support, protein-energy malnutrition, nutrition.

NOAAEPXKKUN JO/KHE MPOAOAXKBTHCS 40 HOPMANN3ALUUM aH-
TpoOnoMeTpuYecknx nokasatenei (He mexee 1 roza).
KnaloueBble CAOBaA: MNa/1I/IN3TVBHASA MEANLMHCK3S MOMOLLb,
ATV, HYTPUTUBHBIN CT3TYC, HYTPUTUBHASA NOAAEPKK3,
6e1KOBO-3HEpreTnyeckas He4oCTaTOYHOCTb, MUT3HME.



BBepeHuUue

B 1996 r. BcemupHas opranu3saius 3apaBooxpaHe-
HMS oTIpeiesiniia Ma/JIMaTUBHYI0 IIOMOIIb TeTSIM KakK
Ba)kHOe HallpaBJ/ieHMe MeIMKO-COI[MalbHO ITOMOII
HaceJIeHUIO ¥ peKOMeH0BaJia BCeM CTpaHaM pa3BUBaTh
3TOT Bu, oMoiy. KonnuyecTBo feTei, HyKAa0uXcst
B MaJUIMATUBHOI MOMOIIIM, YBEJINUNIOCh B OCHOBHOM
3a cyeT 60JIbIIEN MTPOIOJIKUTEIbHOCTY UX KUSHU U 60-
Jiee MIMPOKNUX KPUTEPHEB 0TO0OPa, TPMMEHSIEMbIX K Ta-
LIMeHTaM B HacToslee BpeMs [1, 2]. MexxpyHaponHas
ceTb nayiMaTuBHo rmomoiiu aetsim (ICPCN) exkeromHo
peructpupyet 60siee 8 MJIH HOBOPOKAEHHBIX JETe,
KOTOpbIE B IEPCIIEKTYBE OYIYT HYKIaTbCSI B OKa3aHUM
najanuMaTuBHOI oMoy [3]. B BopoHeskckoit o61acTu
B 2021 romy B CTPYKType 3a60JieBaHUIL, TPEOYIOMUX
okasauus IIMII, y meTei nipeo6iamany HEOHKOJIOT M-
yeckue 3a60JieBaHMsI, JOJISI KOTOPBIX cocTaBmiia 96,1%,
YTO COITIOCTABJISIETCS CO CTATUCTUUECKUMU JaHHBIMU
1o Poccuut. B uiic/ie HEOHKOJIOTMUECKIMX 3a00/1€BaHU
JleTeil, ToJyYyaBIIUX Ma/JIMATUBHYIO MeIUIIMHCKYIO
oMoIlb B BopoHeskckoii o6mactu B 2021 rogy, Haubosee
YacTO BCTPEeYaauCh HEBPOJIOrnUYecKye 3a601eBaHms —
JIeTCKUIA LlepeOpasibHbIN ITapainy ¥ BPOsKIeHHbIE aHO-
MaJIuM pa3BUTHUS, B YaCTHOCTY aHOMAJUM Pa3BUTUS
TOJIOBHOTO MO3ra (MuKpotedanus, Tuapouedanus) [4].
OHKoJjiornueckue 3a60aeBaHus B CTPYKType maJijimna-
TUBHOM MeOUILMHCKON IMOMOIIM y AeTeli BopoHexXckoi
06J1aCcTV 3aHMMAIOT MaJyio yacTsb (3,9%). Pacmopsike-
HMeM IpaBUTeTbCTBa BopoHeskckoit o6macty N2 343-p
oT 05.06.2023 yTBepskeHa perMoHajbHast IporpaMma
BopoHeskckoii 061acTty «<Pa3BuTye cuCcTeMbl OKa3aHMS
MaJaAMaTUBHOM MeIULIMHCKOM nomoliu». B BopoHexke
GYHKUMOHMPYIOT 11 meTCKMUX MalanaTUBHBIX KOEK OT-
IeneHus Ma/VIMaTUBHOM oMoy B BY 3 BopoHeskcKoit
o6mactu «ObJtacTHaS AeTCKas KJAMHMYeckas 60JIbpHMIIA
N2 2» (rmaBHbIV Bpau ABneeB C. A.). B 3T0J1 >)xe Me gULIVH-
CKOJt OpraHM3alMy aKTUBHO paboTaIOT CIIEIMaTMUCTbI
2 6pura, OTAe/eHMs BbIe3THO MaTPOHAaKHO Mmajina-
TUBHOM MeAUIIMHCKOM TOMOIIN AeTIM AJIs Yy dIieHnus
KauecTBa XXM3HY NalMEeHTOB, HYK/IAIIMXCST B IOMOIIN
Ha 1oMy. B BopoHeskckoit 061acTy INIaHUPyeTCs yBeIn-
YyeHMe 0XBaTa NaJAMaTUBHOM MeIMUIIMHCKO IIOMOIIbIO
IeTCKOTO HacejJeHus Ha 6a3e pa3BepHYTHIX CTPYKTYP-
HBIX IO pa3aesieHu.

B ocHOBe oka3aHMs naJanMaTUBHON MOMOIIM JeTSIM
JIEXKUT MYJIbTUIUCUUTIIMHAPHBIN MTOJIX0, HaTllpaBJjieH-
HbI HAa KOppeKInio pr3nueckux CMMIITOMOB, Hapy-
IIAION[MX KAaYeCTBO XMU3HM pe6eHKa, a Takke Ha Ipo-
(bumakTUKy OCIOKHEHUIT Heu3aeunuMoii 60JIe3HN.
OCHOBHbIE MeIUIIMHCKME TTPO6IEMBI Y MaIMaTUBHBIX
MaleHTOoB B MeAMaTPUIeCcKOi MpaKTUKe: HellpaBUIbHOe
MOJIOKeHMe Tejla, CHIKeHMe OBUraTelbHOi aKTUBHO-
CcTH, 06pa3oBaHMe KOHTPAKTYP, AedopMaiuii, Hapy-
meHye QyHKIMY MUILEBAPUTEIbHOM, AbIXaTeIbHOI,
CcepaevyHO-COCYAMCTOM, MOUYEBbIe/TIUTEeIbHOI 1 OTIOPHO-
IBUTATEIbHOM cucTeM. JIMHUY Tepanuy TOKHbI ObITh
HamnpaBJjieHbl Ha TPOMUIAKTUKY OCTEOTIOPO30B, KOP-
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pexuuio nucharuit, reueHne racTpossodareaybHoOM
peduirokcHO 60/1e3HM, 3aTIOPOB, KYIIMPOBaHMe 6oJie-
BOT'O CMHIPOMA, KOPPEKIINIO 6eJIKOBO-3HEPreTMIeCcKoit
HeJ0CTAaTOYHOCTH [5, 6]. [IpumepHo 31,8 MuTH meTeii (4,5%
BCeX JleTeli B BO3pacTe JI0 5 JIeT BO BCeM MUPe) CTPaaioT
CPeIHETSIKEJI0i 6eTKOBO-3HEePreTUUeCKOIi HeJJOCTATOY-
HocTblo (b3H) [7]. Ewe 13,6 MJIH feTeli B 3TO BO3pacT-
HOJ1 TPYTITIE MUMEIOT TSDKeTYI0 6€JTKOBO-3HEPreTUYECKYIO
HeJIOCTAaTOYHOCTS [8]. Y ropasmo 60JIbIIero ymciia geTeit
(149,2 MmutH) HabTIOIAaeTCS 3aiepsKKa POCTa, UTO OTpaskaeT
XPOHUYECKYIO0 6eJIKOBO-9HEPTeTUYECKYIO HETOCTATOY-
HOCTb [9]. BOH siBnisieTcst mpo61emMoii B IePBYIO ouepeib
B permMoHax C OrpaHNYEeHHBIMY pecypcaMu, M 0COOeH-
HO B IOskHOI A3uu (BKiarouas Abranucras, Uuauio,
[Takucran, Baurnamen u Henamn) u ctpaHax AGpuku
K 1ory ot Caxapsl. Ho, K coxkasieHu1o, JaHHas IaTOoIO0T U
BCTPEUAETCS ¥ B Pa3BUTBIX CTPAHaX, 0COOEHHO Y HajlIN-
aTuBHBIX 607bHBIX [10]. BOH 1 HapyeHue JIMHETHOTO
pocTa 06BIYHO BO3HUKAIOT KaK CJIeCTBYE HellpaBUIb-
HOT'O IMTaHM$l, TOBBILIEHHOV TOTepy NUTATE/IbHBIX Be-
IIECTB VJIY MTOBBIIIEHHOV TOTPEOHOCTH B MUTATETbHBIX
BeIeCcTBaxX y JETeN C COMYTCTBYIONMMY 3a60JI€BaHNSIMU
[11]. Ha naHHBII MOMEHT B KaueCTBe CKPMHUHTOBOT'O
MeTO/la OLIeHKM pucKa 6e/TKOBO-3HepreT1uecKoii Hei0-
CTAaTOYHOCTU B MMPOBOJI IeAMaTPUUeCKON TPaKTUKe
MKV POKO UCTIONb3YEeTCS CKPUHUHTOBAS IIKaIa OLleHKU
pucka HemoctaTouHocTy nutanus (STRONGKkids) [12].
CxpunamHroBbIN ontpocHuK STRONGKkids moka3san Hau-
60JIBIIYIO CpeM Ha3BaHHBIX IIKAJ YYBCTBUTEIbHOCTh
B OTHOLIEHMY BBISIBJIEHNS HYTPUTUBHOTO PUCKA Y TO-
CNUTANIU3UPOBAHHBIX feTeil [12; 13, 14].
CoBpeMeHHbIe TTOIXObI K TeEpANIUN CYILIECTBEHHO
YAYYIIWIU KaueCTBO XXMU3HU JIeTeii ¢ 3a60/1eBaHUSIMU,
TpebytomymMy okasanus IIMII, mpu 3TOM BaskKHAas POJTb
OTBOIMTCS HYTPUTUBHOM nopfepxke [6]. HyTputusHas
MO IeP>KKA — 9TO JieueOHOe MUTaHMeE C UCIT0/Ib30BaHMEM
SHTEepPaJIbHOIO U IapeHTePaJbHOr0 MUTAHUS, 3aauaMu
KOTOPOTO SIBJISIETCST 0OecreyeHe opraHu3mMa BCeMU
HeOOXOAVMbBIMY MUTATEIBHBIMY BellleCTBaMMU (MaKpO-
U MUKPOHYTpUeHTaMM). Llesib Hy TpUTUBHO MTOA 1€ PXK-
KN: CHVDKEHMe PUCKa Pa3BUTHS MUILEBBIX HAPYILIEH U
¥ CBOeBpeMeHHasi KOppeKL WS BbISIBJIEHHbIX HapyIIeHU
nuTaHus. B ocjiegHe TOIbI TEXHOJIOTUY Jieue6HO-
ro MUTAHUS 3HAUUTEbHO YCOBEPIIEHCTBOBAIUCH: 3TO
KacaeTcsi MeTOLOB OLleHKM HYTPUTUBHOTO CTATyCa,
aCCOPTMMEHTA MeIUIMHCKUX U3AeTUI 0JIS1 SHTePaJlb-
HOTO U IapeHTepaibHOr0 MUTaHMSs, a TaKXKe CIIeKTpa
MPUMEHSIEMbIX TUTATETbHBIX CMeceil. BpaueGHOe pelire-
HMeE O TOM, KOT[la HAUYMHATh HYTPUTUBHYIO TOAIEPXKKY,
KaK JI0JITO ee MMPOBOAUTD U C KAKUMMU LIeSIMU, Terepb
MPUXOOUTCS IPUHUMATD ropa3jo yalle, YeM paHblile
[15]. TTocsie BbImeneHNST KaTeropuit maaauaTUBHBIX Ma-
LIVIEHTOB, HY>KAaI0IIMXCS B HYTPUTUBHON NOAAEPXKKeE,
caemyeT onmpeneauTb, KAKMM CII0OCOO0M BBeIeHMST OHA
OyzmeT ocylnecTBjeHa. PelieHne o criocobe BBeIeHMS 3a-
BUCUT OT OCHOBHOTO 3a60/1eBaHMSI, €T0 TSKECTH U TIpeJi-
10JIaraeMoro TeueHus, a TakXXe OT MHIUBUAYaJIbHbIX
0C06EeHHOCTEe KOHKPETHOIO MallMeHTa. JHTepaJibHOe
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MUTaHNe — MTOCTYTIJIEHVE TUTATEeTbHbIX BEIIeCTB uepes3
SKeTyI0UYHO-KUIIeUHbI TPaKT. TeXHUUeCK TeEPMUH
OTHOCUTCS K MUTAaHNIO, TIOJTy4aeMOMY JI60 uepes por,
nubo uyepes 3ouA. CunuHrosoe nutanue (sip feeding) —
MmoTpeb/ieHe COBPEMEHHBIX ITUTATEIbHBIX CMECE
B KMJIKOM BUJIe yepe3 POT IJIOTKaMM M3 YalllKu, T0-
UIbHUKA, Uepe3 TPYOOUKY UM COCKY, TPpOBeIeHIe
CUIIMHTA BO3MOXHO MPU COXPaHEHUU II0TaTeabHOM!
GYHKUIMY U 5KeJTAaHUU MAMeHTOB MPUHNMATh CMeCh.
3oupoBoe nuTaHue (tube feeding) ocymuiectsiasiercs
yepes3 Ha30TacTpaibHbI, HA30€I0HATbHbBI 30HIBI,
a Takke yepe3 racTpo- U €HOCTOMBI [16]. Bribop
CMeCH JJisl ajiiMaTUBHbBIX Hal[MeHTOB AJIS1 SHTepasb-
HOTO MUMTaHMS 3aBUCUT OT BO3pacTa MaleHTa, Beca,
CITOCOGHOCTY MePEHOCUTDh MHTAKTHbIN 6eJI0K, OT TS-
SKeCTH ¥ TUIIA OCHOBHOTO 3a00JIeBaHMsI, COMYTCTBYIO-
11ei maToMOT UM, COCTOSIHMS KeJTyTOUHO-KUIITeUHOT 0
TpakTa [17].

Ilyist pacueTa KaJOPUIHOCTY pallMOHA MTUTAHUS
MalMeHTaM CO 3HaUMTeJIbHO OTpaHMUeHHbIMM JBUTA-
TeJbHBIMM BO3MOKHOCTSIMM pa3paboTaHbl CIiel1allb-
Hble peKOMeHaauunu: meton Kpuka, pocToOBOI MeTO[,
[18, 19]. Hambonee MpakKTMKOOPUEHTUPOBAHHBIM Me-
TOJIOM pacyeTa CyTOUYHOM KaJIOPpUMNHOCTH IJIST TTaJJIn-
aTMBHBIX TMAIMEHTOB SIBJISIETCSI POCTOBOI METO/I, TaK
KakK OH YUMUTHIBAET MOTOPHYIO IMCHYHKIINIO, a TaK-
Ke TIOAXOOUT AJis pacueTa KaJoOpUIHOCTHY paloHa
He TOJIBKO B CTal[MOHApe, a TaKXXe B aMOyIaTOPHBIX
YCIOBUSIX:

14,7 kan/cm — y pebeHka 6e3 MomopHoLi OUCHYHKYUU;

13,9 kan/cm — y ambynamopHoix 00JbHbIX C MOMOPHOLI
ducyHxyueii;

11,1 kan/cm — y cmayuoHapHwix 60JIbHbIX.

IlJist manIMaTUBHBIX MAI[MEeHTOB CO 3HAUMTETbHO
OTpaHMYEHHBIMU JBUTATEIbHBIMIU BO3MOKHOCTSIMU
MOXXHO MCIOJIb30BaTh MeTo[, KpuKka [j1s1 OlleHKM CY-
TOYHOI KaJoOpuiHOCTU pauyoHa [19]:

Kxan/cym = (B2II x ®MT x @A) + @P, 20e

BOII - 6a3zosas sHepzemuueckas nompedHocms (pac-
cuumetdaemcs no gopmynam BO3, Schofield, Xappuca —
Beneduxma)

OMT (pakmop mbiweurozo moryca): 0,9 — cHumceH; 1 —
Hopma; 1,1 — nossbluieH

@A (paxmop akmusHocmu): 1,15 — nexcauuii 6016HOL;
1,2 — unsanudnoe kpecno; 1,25 — nonzarowuti; 1,3 — amoy-
JIamopHblli 60J1bHOLI

@P ((pakmop pocma): 5 kka/z »eaaemoli npubasku seca

I OMOTHUTETbHBI 00'beM SHTEPaIbHOI MO IePKKA
IS IeTeli, Hy XX awimuxcs B okazanuu [IMII, paccuu-
ThIBAETCS KaK pas3Hulla MeXy olipeieJIeHHO MeTO-
noM Kpuka MM pocTOBBIM METOIOM KaJOPUITHOCTHIO
panuoHa 1 GaKTMUYeCKMUM ITOTpebIeHMeM KaJTopuit
M3 JHeBHUKA MUTaHUS. [[HEBHUK MUTAHUS — 9TO TPeX-
JHEeBHbII MMCbMEHHbIN OTUET O MUTAHUU, B KOTOPOM
TepeyvncieHbl BCe MPOAYKTHI, TOTPebIeHHbIE B Te-
yeHue 2 OyaHUX OHe 1 1 BbIXoaHOro nHsi. Ha maH-
HbI/I MOMEHT OJHEBHUK NMUTAHUS ABJSeTCS Haubojee
HaJle>XHbIM MHCTPYMEHTOM JJisl KOJIMUeCTBEHHOM

OIleHKM (haKTUUECKOro MOoTpebeHust nuinu. Ponurensb
MJIU OTEeKYH 3aIlIMChIBAEeT BUAbBI TPOAYKTOB, KOTOPbIE
OBV JaHbI pe6eHKY, a TAKKe CII0CO6 MPUTOTOBIEHUS
MUILY U UCIIOJIb30BaHMe JOTIOJHUTENbHBIX TPUIIPAB.
KonnuecTBo moTpebisseMoii MUY B UAeaIe TOJKHO
OTIpeIeJIIThCS MTyTEM M3MePEeHUs Beca Kaxkaoro 6Jioaa
C IOMOIIIbIO BECOB ¢ IIMGPOBOI MHAMKaLIMeN. Bee valie
JIUIla, OCYIIeCTBJISIONIME YXO/, UCIIONb3YIOT CIeu-
aJbHbIEe TIPUJIOKEHUS A1 CMapTGhOHOB IS 3aTIUCH
panyoHa nutaHus [18]. [IpoayKThI IPOMBILIIIEHHOTO
BBITTYCKA MJIV TIPUTOTOBJIEHHbIE CAMOCTOSITE/IBHO (13-
MeJIbUeHHbIe TIPY ITOMOII Y 6IeHIepa Kaliu, OBOIIIN,
MSICHBIE TTIIOpe, TBOPOT), a TaKKe KMCJIOMOJIOUHbIEe Ha-
MUTKY HEPEeLKO UCIIOIb3YIOTCS POAUTENSIMU JeTeit
¢ 30HAOM/TacTpocToMoit. OmHaKO 6IeHIepU30BaHHOE
MUTaHNMe UMeeT PSIJ, PUCKOB U HEeJOCTATKOB, O KOTOPBIX
MeIUIMHCKME pabOTHUKM JOMKHBI MHPOPMUPOBATH
3aKOHHBIX MIpeACcTaBuUTe el (HapylleHe MpoxXoau-
MOCTY TaCTPOCTOMMYECKON TPYOKM/30H 1A, TIUIEBbIE
oTpaBjeHMsI, MH(EKI MY, HETOUHOE M HETIOJIHOe 3HaHMe
cocTaBa MUTATeTbHBIX BEIIECTB B palloHe pebeHKa
C TIOCJIeYIOUMM pa3BUTHUEM Y HETO HYTPUTUBHOM!
HeJIOCTATOUYHOCTH, 3HAUMTEJIbHbI 06beM BpeMeHU
poauTesieii, 3aTPaueHHOTO Ha MMOKYIIKY ITPOIyKTOB,
IJIaHMpOBaHMe paloHa pebeHKa, IPUrOTOBJIEHNE
MUY B TIOJTHOM COOTBETCTBUM C TUTUEHUUECKUMU
TpeGOBaHUSIMM, @ TAK)KE HA OPraHMU3alNI0 6€30IaCHOT0
XpaHeHUs 6yeHaepu30BaHHON uin) [15].
OauTenbHOCTh HYTPUTUBHON MOAOEPKKM Y TTaj-
JIMATUBHBIX MAIlMEeHTOB ONpe/eisieTcs TepaneBTu-
yecKoil 3¢ GeKTUBHOCTHIO — 10 KynupoBaHus BOH.
HOns xkynupoBauus BOH 2-7i u 3-1i cTeneHu 1eneco-
06pa3HO UCIOIb30BaTh CMeCH Ha OCHOBE TUAPOJIN-
3aTa MOJIOUHOTO 6eJika, KOTOPbIe JIeTKO IepeBapuBa-
I0TCSI M yCBAMBAIOTCSI OpraHU3MOM pebenka [20, 21].
[TonyaneMeHTHbBIE CMeCH Jierye BCachlBAlOTCS, YTO
mo3BoJsieT 3¢ peKTUuBHEee JOOMBATHCI KOPPEKIIUN
6eIKOBO-3HepreTMUeCcKoit HegoCcTaTOUHOCTH [22].
[IprMeHeHMe SHTePaIbHOM (POPMYJIbI HA OCHOBE ChI-
BOPOTOYHOTO 6ejika 3HAUUTEbHO YMEHBIIAET YMUCIIO
SMM30/I0B KMCJIOTO TracTpo33odareasbHOro pediirokca
y ImeTeii (HO He MJIaJIeHIIeB) ¢ Tskesoi popmoii JIITI,
a cMech C TUAPOJIM30BAHHBIM O€JKOM MOJIOUHO ChI-
BOPOTKM 3HAUUTEJbHO CHMUXXAET YaCTOTY TONTHOTbI
U PBOTBI Y JIeTeii ¢ TsRenoit dopmoit LTI, Beicokas
3G PeKTUBHOCTH HYTPUTUBHON MOIIEPKKY Oy IJIe-
MEHTHO cMechlo y meteii ¢ 1T, uMeromux geuinT
MaccChl Tejia ¥ TaCTPOMHTECTUHANbHbIE CMMIITOMBI,
HOATBEPKAaeTCs MOJOKMUTENbHON IMHAMMUKONM aH-
TPOMOMeTpUUYECKUX ToKa3aTesieil U CHMUXXeHMeM Ya-
CTOTbHI TACTPOMHTECTUHAJIbHBIX IIPOSIBJIEHUI. Y Te-
Teit C HeBPOJIOTMYECKMMM 3a60/1eBaHUSIMM BO3MOYKHO
LIUTeNbHOE IIPMMeHeHMe cMeceli Ha OCHOBE TUPO-
JIV30BAHHOTO 6ej1ka MOJIOUHO CBIBOPOTKM [23].
Ilenpb MccaemoBaHUs: OLEHUTDb 9PPEKTUBHOCTD
HYTPUTUBHOI MOAAEPXKKHU Y IeTeit BopoHeskckoit 06-
JIAaCTY C MaJAMaTUBHBIM CTATyCcOM. B 3aaum Halero
MccieIoBaHMSI BXOIMJIa OIleHKa pacipoCTpaHeHHOCTH
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Tabanua 1
XapaKTepuCTUKa NALUEHTOB U3 OCHOBHOM U KOHTPOJIbLHOW rpynn
o OCHOBHas rpynna Fpynna KOHTpoAs
Kputepuit n=35 n=21
Jesouku, kon-8o (%) 19 (54,3) 9(42,9)
Mon 0,582
Manbunku, Koa-8o (%) 16 (45,7) 12 (571)
Bospacr (ner) 6[3; 11] 6[3; 11] 0,986
Z-score IMT / Bo3pacT 2,17 [-4,06; -1,94] -193[-2,26; -1,61] 0,076

Ipumeuanue. Jlannste nokazamereti éozpacma u Z-score UMT / éo3pacm npedcmasJieHst 8 8ude MeOuaHbl U UHMepKEapmuabHsLxX

unmepseanos P50 [P25; P75].

B3H cpenu gereii, Hyxxgawmuxcsa B okazanuu [IMII,
onpeneneHnue 3¢pGeKTUBHOCTY U OJIUTEJIbHOCTHU Ha-
3HAUEeHMS JeueOHbIX SHTepaJbHbIX CMecei AJisT Kop-
pexiy 6eJIKOBO-9HEePreTMUYeCcKoi HeJOCTaTOUHOCTH.

MaTtepuanbl U MeTOAbI

Hammu 6b1710 TpOBEIeHO MOHOIIEHTPOBOE KOHTPO-
JIpyeMoOe HepaHgOMM3MPOBAHHOE JIOHTUTYAMHAJIb-
HOe UCCJiefoBaHMe «Cayuali — KOHTPOJb». B mepuos
c 2021 o 2022 ropg B oTHoesieHMe IaJJIMATUBHOM I10-
Momu r. BopoHeska 6b1710 roctiuTanusupoBaHo 104 pe-
6eHKa. Bcem mgeTsM Impu NMOCTYIUIEHUM B CTAllMOHAD
ITPOBOMJIACh CKPMHMHTOBAS OLIEHKA PUCKa HeJloCcTa-
TOUHOCTM NMUTaHU ¢ ToMolIbio mKajabl STRONGkids
[10]. B uccmemoBaHMe BOIIIN €T C 3a60/IeBAaHUSIMMU,
TPeOYIUMMN OKa3aHMS MaJIUATUBHON MeqUIIH-
CKOJ1 mOMOILM, B BO3pacTe o 18 neT, Haxopsgmmecs
Ha CTAallMOHApPHOM JIeUeHUM B OTHeJeHUN Tajaamna-
TuBHOI oMoy Y3 BO «OJIKB N2 2», numemwiiue
4 ynm 5 6annos 1o mkagse STRONGkids, uby 3aK0H-
Hble MpeCTABUTENN NaJau MHOOPMUPOBAHHOE [10-
OpPOBOJIbHOE CcOTjIacue Ha yuyacTie B UCCAedOBaAHUNA.
Takum 006pa3om, B 1cceIoBaHMe BOILIIO 56 geTeit, UM
Obl1a ITPOBE/IeHA OIleHKA AHEeBHMKA MUTAHMS 34 3 THS,
MPOU3BEEeH PacyeT KaJOPUITHOCTY paloHa MeTOIOM
Kpuka, mpoBeieHbI aHTPOIIOMETPUS U OLIEHKA DU3U-
YeCKOro pas3BuTHs o crangapram BO3, a Takke 6blia
Ha3HaueHa JOMOJTHUTe/IbHAS SHTepaibHas oA aepKKa
M0J1y3/IeMeHTHOI CMeChIo K MCXOAHOMY PaloHy Mi-
TaHUs. AHTPOIIOMeTpUYeCcKye oKasaTesn OleHuBaan
B COOTBETCTBUM CO CTAaHAApTaAaMM U CIIPAaBOUYHBIMU
IuarpamMmamu pocta geteit (BO3) 1 paccumuThIBaIU
Z-score macca Teja/ BO3pacT, POCT / BO3pacT U MHEKC
maccel Tesa (UMT) / BO3pacT ¢ MOMOIIbX0 KOMITBIOTEP-
HbIX mporpaMmm WHO Anthro (y geteii no 5 net) u WHO
AnthroPlus (y geTteii ¢ 5 5o 19 neT) ¥ TPUTOKEHUS 1151
cmapTdona AnthroCalc. Bo3pacTHast Hopma IpMHMUMa-
Jlach py 3HaueHuu ot —1 go +1 Z-score UMT / Bo3pacT.
Jlerkyio 6eTKOBO-9HEPreTUYeCKy0 HeIOCTaTOYHOCTD
onpenensiaiy Npu HaxoxgeHuun Z-score UMT / Bo3-
pacTt B mpoMexxyTKe oT —1 mo -2 Standard Deviation
Score (SDS), ot -3 1o -2 SDS — onpepnensau cpenHe-

TsKenywo boH, a mpu oTpuiiaTeIbHbIX 3HAUEHUSIX Me-
Hee -3 SDS - tsxenyio b3H [24]. B nocnenyomem npu
IVMHAMMYeCKOM HAOTI0eH Y TTalleHTOB BbISBJIEHO,
UTO 3aKOHHbIE MMPEeICTaBUTENN He TPULEPKUBATNUCH
IaHHBIX PEKOMEeHal Uil 10 KOpPeKL UMY MUTaHus B 21
ciayvae. M3 Hux y 1 manueHTa O6bljIa yCTAaHOBJIeHA ra-
CTpOCTOMA, HO 06'beM ITOJTY3JIEMEHTHOM MUTATETbHO
CMecy B CyTOYHOM paI/iOHe 3TOr0 pebeHKa COCTABIISII
He 6osiee 10%. IIpu opraHM3al My IUTAHUS Yepes ra-
CTPOCTOMY POAUTESIMU, HECMOTPS Ha MIOJIyUeHHbIe
BpaueOHbIe peKOMEeHAAIVM, MUCII0JIb30BaNNCh BJIeH-
JIepr30BaHHbIE MPOAYKTHI MPOMBINIJIEHHOTO BBIMTYCKA
WU IPUTOTOBJIEHHbIE CAMOCTOSITENIBHO (M3MeJIbYeH-
Hble, TPOTepPThie Kallli, OBOIIM, MSICHbIE ITI0pe, TBO-
por), a TaK>Ke KMCAOMOJIOUHbIe HANIUTKU. B HacTos-
1ee BpeMs B KJIMHUYECKOV MeqUIIMHEe TPpaKTUueCKu
OTCYTCTBYET AoKa3aTe/jbHas 6a3a HAYUHBIX JaHHBIX,
CBUETENbCTBYIOIMUX O IPEeMMYIIeCTBaX UCII0Ib30Ba-
HUS B 30HJOBOM UJIY TAaCTPOCTOMMYECKOM NUTAHUU
6eHAepU30BaAHHOI MUIIY JOMAIIHEro IPUroTOBJIe-
HMSI TIepe]] CMeCsIMU JIJISI SHTepaabHOTO muTaHus [15].
Brimeyka3zaHHbIe TalMeHThI (21 pe6eHOK) COCTaBUIN
KOHTPOJIbHYIO TPYIITY UCCIeOBAHMS C LIeJIbI0 OLLleHKNU
3(pdbexkTUBHOCTYM alIeKBATHO HYTPUTUBHOI IO IEPK-
Ky. T'pymnbl ObLIM COTIOCTAaBMMBI I10 TIOJTY, BO3PACTY
U JaHHBIM (pu3udeckoro pasputus (Tabi. 1).

Iyis mereit, y KOTOPbIX BO3SMOKEH 6€30IacHbII
npueM NUIIM, B KaueCTBe HYTPUTUBHOM MO e PKKMU
UCIIOJIb3YIOT NOTIOJIHUTEIbHOE TIepopajibHOe MUTaHue
MeTOAOM cunuHra. [laliueHThl OCHOBHOV TPYIIIIHI,
MCXO[sI U3 IPOBEJEeHHBIX PACUETOB HEOOXOIM MO
KaJIOPUIMHOCTU palOHa, MOJy4Yaau JOMOTHUTEb-
HO K UCIT0JIb3YeMbIM MUIEBbIM MPOAYKTAM MUTA-
HUS eXXeqHEeBHO IMOJy3JeMeHTHYIO cMech (6e10K
2,9 /100 mn, sHepreTuueckas neHHocTh 100 kkan
B 100 mi).

MOHUTOPMHT aHTPOIIOMETPUYECKUX ITapaMeTPOB,
olleHKa (P13MUEeCKOTo pa3BUTHUS OCYIIECTBIISIINUCH B CO-
OTBETCTBUM C MHAUBUIAYAJbHBIMU MPOTOKOJAMU Ha-
6aomeHus (uepes 1, 3, 6,9, 12 MecsiieB OT UCXOTHO
nuarHoctuky bOH). Takske B 3TV CPOKU ITPOBOAMIINCH
aHa/IM3 JHeBHMKA MTUTAHMS M KOPPEKIMS paliioHa B CO-
OTBETCTBUMU C M3MeHeHeM aHTPOIIOMeTpUUeCKUX Tapa-
MEeTPOB 1 PaKTUUECKOTO MOTpebIeHNs Kalopuii (Tabit. 2).
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Tabaunua 2

[AVHaMUKa 3MeHeHUN JO/DKEHCTBYIOLLEro U GpaKTUYeCKOro CyTOYHOro NoTpebaeHus kasopui y aeten

KoHTposb-

OCHOBHOM M KOHTPOJIbHOM rpynn

OcHoBHas rpynna (n = 35)

KoHTpoabHas rpynna (n = 21)

®akTudeckoe | JLo/KEHCTBYIO- DT ®akTnyeckoe | JJoMKEHCTBYIO- DR
Hblee rome: norpe6ne- wee n0Tpe6yneHV|e A AT nortpe6ne- wee n0Tpe6yneHv|e TR ST
e Hue KKan/cyT | Kkan/cyTt LCEAHRTIEYE Hue KKan/cyT | kkan/cyTt LG5
LB OT ZJ0JIKEHCTBYH0- OT AO/DKEHCTBYIO-
(meanaHa) (meanaHa) & (W UETE)) (. VETE)) o
LMX SHAYEHWIA LLMX 3HAYEHWIA
VIcxoaHbIn ?8;‘;[{]830" 1130[1037; 1465] 17,7 [14,6; 24,5] ?i;{ggg; 1288 [1064; 1529] 21,8[17;27]
1-n mecsy, 1(2)2%[948; 1150 [1029; 1470] 8,2 [4,5; 14,3] }ggé][867; 1288 [1074; 1530] 16,8 [13; 21,9]
3-1 mecsiu %ggg][wo; 1124[1038; 1488] | 7[3,8; 11,5] ggé}[ggo; 1295[1069; 1533] | 15,5[12,9; 18,6]
6-1 MecaL, ggg][%z 1116[1032; 1494] | 39[17;6,1] ?ggg]%" 1304[1048; 1539] | 9[8,5; 16,6]
9-11 mecsL, 1;2%[987; 1150 [980; 1435] 1,7[0,9; 5] }égg][gﬂk 1319 [1052; 1550] 8,716,8; 11,5]
12- mecau 11;3][990; 1167[1001; 1500] | 1,3[0,9; 2,4] gzg][%; 13301034 1541] | 5,5[3,1; 10,6]

Ipumeuarue. TanHsle npedcmasieHsl 8 ude MeduaHsl U UHMepKeapmuibHslx uHmepeanos P50 [P25; P75].

CTaTuCTMYECKMI aHAIN3 TTOJTYUYEeHHBIX TaHHbIX
ITPOBOAMIJICS C TIOMOIIbI0 METOOB HellapaMeTpuye-
CKOJVi CTaTUCTUKU, TaK KaK pacrpejeseHue B rpynmnax
SIBJISZIOCh HOpMaJibHbIM. Viconb3oBaJsicst U-KpuTepuii
ManHa — YUTHM 11 He3aBUCUMBbIX BHIOOPOK, YPOBEHD
sHauuMocTy — 0,05. [ITaHHbIe IIpeICcTaBIeHbl MeIMaHOI
M MHTEPKBApTUIbHBIM MHTepBasom P50 [P25; P75].

PesynbTaTsl McciaenoBaHus. HecMoTpst Ha SIBHbIe
KJAMHUYEeCKYe Mpu3Haky Haauuus BOH y 60/bIINH-
CTBa MAIMEHTOB, C IIeJIbI0 06'beKTUBHO OLIEHKY HY-
TPUTUBHOTO pPUCKa ObIJ BBIOPAH CKPYHMHIOBBIN OIIPOC-

OueHKa HyTPUTUBHOTO PUCKA Y MANNNATHBHbBIX NALVEHTOB
BopoHexckol o6aactv no onpocHuky STRONGkids

I 4-5 6anna

M 1-3 6anna

Puc. 1. OyeHka HympumueHo20 pucka y naaiuamueHbslx NayueH-
moe BopoHexcckoii o6nacmu no onpocHuky STRONGKkids (n = 104)

HuK STRONGKkids. OmieHKa HYTPUTUBHOTO pyCKa Oblia
npoBeneHa BceMm 104 mamyueHTaM B II€PBLIN I€Hb I'O-
cnuTtanu3anyuu. CKpUHUHTOBBIN ONIPOCHUK COCTOUT
13 4 MyHKTOB: 1) CyO'beKTUBHAS KIMHMYECKAsI OLIEHKa;
2) Hamuuye 3a60/1eBaHMSI BBICOKOTO PUCKA HEJTOCTATOYU-
HOCTM IUTAaHUS; 3) HEJOCTATOUHOE MOCTYIIEHNE U TI0-
TepsI MUTATeNbHbBIX BEIIeCTB; 4) TOTepsI MacChl TeJia U
HeI0CTaTOUHas ee mpubaBKa. Kaskablii MyHKT COAEPKUT
BOTIPOCHI, TIOJIOKMUTE/IbHBIN OTBET Ha KOTOPBIE OLIEHMBA-
ercs B 1 wiu 2 6anna (MakcMMaabHast cyMmMa 6ajiios 5),
oTpulaTebHbI 0TBeT — 0 6as110B. [IpV COMHEHUM OTBET
cunrancs orpunareabusiM (0 6a/1oB). B 3aBucumMocT
OT CYMMBbI ITOJIYUEHHBIX 10 ONPOCHUKY 6aJIJIOB HAeTeit
KaaccuGUIIMPOBaIM Ha IPYIIIBI HYTPUTUBHOTO PUCKa:
0 6aJ1710B — HU3KUIT pUCK, 1-3 6aia — yMepeHHbIiT PUCK,
4-5 6a1y10B — BBICOKM I pyCK. OlleHKa HYy TPUTUBHOTO
pUCKa pa3BUTHS CITY>KMUJIa OCHOBAHMEM JIJIST pa3paboTKuU
MPOTOKOJIa JaJIbHENIIIEro BeeHN s MaleHTa: BbI6op
cMecH, pacueT MUTaHMs, criocob BBemeHMs. COTIacHO
OIIPOCHUKY HYTPUTUBHOTO puUCKa, 1-3 6anna Habpanu
46,2% nereit, a 4-5 6amnoB — 53,8% (puc. 1).

B manbpHeiiieM B X0fie IMHAMMUYECKOTO HAGTIOIeH ST
ManyMeHTsl (n = 56), HaGpasIie COryIacCHO OMMPOCHUKY
STRONGKids 4 1 5 6a/10B (BBICOKMIT PUCK HELOCTATOYU-
HOCTM IUTaHMS) 6bIIM Pa3/iesIeHbl HA OCHOBHYIO U KOH-
TPOJIBHYIO I'PYIIIBI B 3aBUCUMOCTH OT NTPUBEPKEHHOCTH
3aKOHHBIX ITPe/ICTaBUTeIel K Ha3HAUEHUIO JIeueOGHOT0
MUTaHUS. PoguTesnu mauMeHTOB OCHOBHOJ TPYIIITbI
(n = 35) BBIMOJIHSIM Bpaue6GHbIe peKOMEH Al Ui U UC-
T10JIb30BAJIV HA3HAUEHHYIO TI0TY3/IeMeHTHYIO U TATe  b-
HYIO0 CMeCh JIJIs1 SHTePATbHOTO MUTAHUS B IOTIOJTHEHME
K MICXOJTHOMY CYTOUHOMY palMoHy pebeHka. Pomurenun
JleTeli KOHTPOJIbHOM Ipymibl (N = 21) MCIIONb30BaIN A1
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Tabanua 3

XapaKTepucTUKa NaLMeHTOB M3 OCHOBHOW U KOHTPOJIbHOW rpynn

MapameTp ’

Konnvectso peten

OcHoBHas rpynna

35 (16 manbuvkos, 19 gesovyek)

‘ KoHTposabHas rpynna

21 (12 manbunkos, 9 gesovek)

BpoxaeHHaa natonorvs LHC

12 (3 manbunka, 9 aesoyek)

9 (6 MaNbYMKOB, 3 AEBOYKM)

AUM (GMFCS -V yposeHb)

23 (13 manbuvikos, 10 gesovek)

12 (6 Manb4rKoB, 6 AeBOYEK)

dnuaencus

24 (12 manbumkos, 12 aesoyek)

11 (6 ManbunKkoB, 5 AeBOYEK)

Tabnuua 4
OueHkaZ-score UMT/Bo3pacTynaLuueHTOB M3 OCHOBHOW M KOHTPOIbHOM FPYNM A0 Ha4a1a KOppeKLuMnnyepes
roa
I'IapameTp ‘ OCHOBHas rpynna ‘ KOHTPO.ﬂbHaﬂ rpynna ‘ ]
Z-score VIMT / Bo3pacTt _ .
10 KoppeKLM (veaar) -2,1[-4;-19] -2[-23;-18] 0,076
Z-score IMT / Bo3pacT ) ]
nocne koppexumn (MeanaHa) ~L1[-18;-08] -18[-22;-13] 0,016*

* Pazniuuus mMexdy 0CHOBHOU U KOHMPOJIbHOU 2pynnamu

ZlanHvle noxazamens Z-score UMT / 803pacm npedcmasJieHsl 8 8ude MedudaHsl U UHmMepKeapmuivHolx uHmepeanoe P50 [P25; P75].

MIUTAHUSI IeTe TOJbKO GJIeHIep30BaHHbIE TTPOIYKTHI,
HEeCMOTDS Ha BpaueOHbIe PpeKOMeHIalV [IPUMEHSITh
MOJy3/IeMEHTHYI0 UTATENbHYI0 cMeCh. OCHOBHYIO
Ipymnmny coctaBuan 45,7% manbumkoB u 54,3% neBo-
YyeK. B OCHOBHYIO TpyMITy BOIIIN IETU C BPOXKIEHHO
MaToJIOTMe LIeHTPaIbHO HePBHOV cucTeMbl (34,3%):
AHOMaJINM Pa3BUTHS TOJIOBHOTO MO3Ta (Tuapoiedaus,
MUKpoledanms), BposkIeHHbIe HelipoJereHepaTUBHbIE
3aboyieBaHMsI, CMHIPOM JlayHa, a TaksKe IeTU C IeTCKUM
1epebpaabHbIM [TapaJMuOM, COOTBETCTBYIOINIME V yPOB-
HIO I10 IIIKaJIe OIeHKY O0JbIINX MOTOPHBIX (PYHKIIMIA
GMEFCS (Gross Motor Function Classification System)
(65,7%). 113 COTTYTCTBYIOIIIE MaTOJOT UM Y 2/3 60TbHBIX
(68,6%) BCTpeuasach SOUJIENICUS C PABHOI 4aCTOTOM
KaK y MaJIbuMKOB, Tak 1 y eBouek. VIcXo/is1 U3 JaHHbIX
(akTMyecKkoro panyuoHa NUTAHMUS, JeTU OCHOBHOI
IPYIIIbI TTOYYaJIM HaTypaabHbIE TIPOIYKTbI TUTaHUS
(61eHmepu30BaHHbIE KalllM, OBOIIHbBIE ITIOpe, MSICO,
TBOPOT). VIM JIOMTOJTHUTEIBHO ObIJIO PEKOMEHIOBAHO
I00aBUTH B PALIVIOH ITOTY3JIEMEHTHYIO CMECh, MCXO S
13 PaCCUYUTAHHOIO HEJOCTAaTKa KaJopuit. BOJIBIIMHCTBO
JleTeli OCHOBHOJ T'PYIIIIbI IIOJIyYaau MUTaHKe METOI0M
cunuHra (74,3%), Ha 30HLOBOM MUTaHUM HAXOAUIIOCh
20% nanyueHTOB. [leTsIM C yCTaHOBJIEHHOV raCTPOCTO-
Moii (5,7%) 6bJI0 pEKOMEHIOBAHO MEPETY Ha ITOJTHOE
MUTaHMe C IOMOIIIbIO0 JieueGHOI cMecH.

B KOHTPOJIBHYIO TPYIINY 6bLIM BKIIOUEHBI 57,1%
MaJbuUMKOB U 42,9% neBouek. BoJbIIMHCTBO JeTeit

B KOHTPOJIbHOJ I'PYIIIIe MMeJIN IeTCKII 1epeOpabHbIi
rapayjnd (1o cucTeme KiaaccuuKanyy 60JbIIMX MOTOP-
HbIX GyHKk1Mit GMFCS - V ypoBenb) (57,2%). BposkgeH-
Has MaToJIOrs LeHTPaabHO HEPBHOV CUCTEMBI — aHO-
MaJIMYM PasBUTUS TOJIOBHOTO MO3ra (Tuapoiedanns,
MUKpouedanus, MajibGopmanin), a TakKe BPOXKIEH-
Hble HelipoJereHepaTUBHbBIe 3a60/IeBaHMS OTMEUEeHbI
vy 42,9% nanueHTOB KOHTPOJILHON IPYIIIIbL. DTINUIETICUS
KaK COIyTCTBYIOIIee 3a60/ieBaHNe BCTpevasaach y 52,4%
60JIbHBIX (TabJI. 3).

BonbmmHcTBO Aeteit (80,6%) KOHTPOJIBHON I'PYIIITbI
MoJyvyasay MUTaHue MeTOIOM CUIIMHIa, Ha30TracTpalib-
HbIV 30H] ObLT yCTAHOBJIEH Y 14,3% MallMEHTOB, TaCTPO-
croma -y 4,8% nanueHTOB.

Ouenka u nHtepnpetanus Z-score UMT k Bo3pacTy
IIPOBOAMIIACH MMAlJMEHTaM IOMMUMO UCXOLHON OLleHKU
yepes 1, 3, 6, 9 mecsiies, 1 roa. B pe3ynbrare rnokasa-
TeJib Z-score VIMT K BO3pacTy LJOCTOBEPHO YBEINUNIICS
K 12-My MecsIIy HaGII0geHNS y TAllMeHTOB OCHOBHO
rpymmsl 1 coctaBuia —1,1 [-1,8; -0,8], Torma kak y nmauu-
€HTOB KOHTPOJIbHO I'PYTITIbI JaHHbIV ITOKAa3aTesb ObLT
Ha ypoBHe -1,8 [-2,2; -1,3], p = 0,016 (Tab. 4).

Ha dboHe nueTos0rnueckoro CONPOBOXKIAEHUS
U eXXeJHEeBHOI JOTallMiM SHTepaJbHOM NMUTATENbHON
cMecu yepes 12 mecsieB yaaaoch Kynuposats bOH
y 42,7% neTeil OCHOBHOM I'PYIIIbI, TOTLA KaK B KOH-
TPOJIbHOI IpyIIie — Inib y 9,5% mauuenTos (p < 0,01)
(puc. 2).
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OcHoeHas rpynna (n=35)

yepes 12 mecAues |

B3HO | [B3H1 | [B3HO |

|63H1 | [paH1 | [e3H2 | [soH3 ]|

[ 7201%) [ 2657%) |[ 8228% |[ 5014,3%) |[ 6(17.0% | [ 6(27,1%) | [ 1(2.9%) ]

ISBH[I I

|53H1 |

4

IE:—‘lHZ I b3H 3

[ 1s@27%) | |

13 (37,1%)

| | | |

6 (17,1%) 1(2,9%) |

KoHTtponbHas rpynna (n=21)

|53H1 |

|53H2 |

|53I-I3 |

ncxogHsle | 10 (47,6%) | | 9 (42,9%) | | 2(9,5%) |
yepes 12 mecALles / \

|avo | |BaH1 | |B3H1 | [B3H2 | | B3H 3 |

| 2095%) |[8381%) || 4(19%) |[5(238% | [ 2(95%) |

4

4

|53H2 | |53H3 I

[ 205% | | 12(572%)

[ 5(238%)

2(95%) |

Puc. 2. Pacnpedenenue cmeneteti msaxecmu BOH y demeti 0cHOBHOLI U KOHMPOJIbHOLL 2pynnbl 0M Hauana HabmodeHus u uepe3 12 mecsyes

BbiBoAbI

1. Bonblile MOJIOBUHBI fieTel C HEBPOJOTUUECKUMU
3aboJieBaHMUSIMY, TTosTyvyaromymy [TMII, B BopoHeskckoit
00J1aCTV MMEIOT 6€JIKOBO-3HEPTreTUYECKYI0 HeIOCTaTOU-
HocTb. Koppekuns B3H s1BsieTcss BaKHOV COCTaBHOM Ya-
CThI0O KOMITJIEKCHOTO JIEUeHUS ¥ peabuIuTalu AeTei,
UMEIIINX MaJUTMAaTUBHBIN CTATYC U TOJKHA TPOBOAUTHCS
Kak Ha CTallMOHAPHOM, TaK 4 Ha aMOyJIaTOPHOM 3Tarle
JieueHus.

2. B 0OCHOBHOI1 TpyTITie MalMeHTOB P UCTI0JIb30BAHUY
TOJIy3/IeMEHTHBIX SHTePabHbIX CMeCel JOCTOBEPHOe
(TI0 CpaBHEHMIO C KOHTPOJIbHO TPYIIIION) M3MEHEeHMe Me-
IViaHbl 3HaUeHUS Z-score IMT/BO3pacT 3aperncTpmupoBa-
HO K 12 MecsiiiaM IyHaMMJeckoro Haomogenus. K astomy
CpOKY Ha (hoHe exkeJTHEBHOI TOTaIMM SHTepaIbHO CMecy
kynupoBaTb bOH y leTelt 0CHOBHOI IPyIIIbI TOJTYYMUIIOCh
MpaKTUUECKM B IIOJIOBMHE CydaeB (42,7%), Torma Kak
B KOHTPOJIBHOI TPYIITIe TOMBKO Y 9,5% MareHToB.

3. InnTe/IbHOCTb HYTPUTUBHOI MO A PSKKY OTpeie-
JISTETCSI TIOKA3aTe ISIMM ITIIEBOTO CTATyCa, Y OOJIbIIMHCTBA
MMaJTMaTUBHBIX MALIMEHTOB He0OX0aMa IJINTeTbHAS
IOIOJIHUTEJIbHAS SHTEepabHas MOAJePKKa (He MeHee
1ropa).
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AHHOTaAUUA

B cTaTbe pacckasbiBaeTcsa O CO34aHUM NepBon B Poccum Tematunye-
CKOW Kadezpbl N3NNMITVUBHONM NeAVaTPUM B cOCTaBe Poccuiickoro
HaLMOHa/IbHOTO NCCNRA0BATENbCKOTO MEAMLIMHCKOrO YHBEpCUTETa
nm. H.V.Mnporosa. MNannnatueHas MeAnLMHCKas MOMOLLLb (MMIT)
AETAM 33 NOCNeAHNE roAbl aKTUBHO Pa3BMBaeTCs, MOCTOSAHHO Pac-
WNPSETCA UHPPACTPYKTYPa yHPEXAEHUN, NOABUNCE BCE MOALM
OK333HMA NOMOLLM B COOTBETCTBUM C CYLLECTBYIOLLEV MUPOBOWA
NPaKTVKON, COBEPLUIEHCTBYIOTCA NOAXO/AbI OKa3aHMA MOMOLLM 1 ee
ka4ecTBo. Oby4eHvie CneunanncToB — OANH U3 OCHOBHbIX KOMMO-
HEHTOB Pa3BUTNA A3HHOTO BMA3 NomoLLy. Kapespa NaanvaTneHowm
NeAvaTpun NpasaHyeT B 3ToM rody 10-n1eTHunii tobuneit 1 octaeTcs
e/IMHCTBEHHOW B CTPaHe TeMaTn4eckon kadepol, 3aHMMatoLLENCA
0byyeHneM BpaYe U MeANLMHCKIX CECTEP UCKNIOUNTEIBHO OKa-
33HUIO NANMBTUBHOM MeAnLMHCKON nomMouwm getam. Co3aaHo 13
00pa30BaTe/IbHbIX MPOrPaMM, OCBELLAIOLLMX PA3NNYHbIE 3CMEKTbI
N3ANVATUBHOW MEANUMHCKON NOMOLLM AETAM, NOArOTOBAEHbI KAW-
HUYeCKe peKoOMeHA3LMY, y4eOHNKI 1 y4ebHble Nnocobus, 0byyeHo
6onee 1000 cneunanmcros.

KnroueBble cAoBa: Ma/iIMaTUBHAA NeANaTPHS, YHUBEPCUTET, 0-
NOHWTENbHOE NPOPECCMOHaIbHOE 06Pa30BaHIie, 0byYeHIe Bpayel,
06pa3oBaTe/bHbIe MPOrpamMMbl, M3AANSTUBHAA MOMOLLb AETAM.
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Abstract

The article describes the creation of the first thematic department of
children'’s palliative care in Russia on the basis of the Russian National
Research University named after N. 1. Pirogov. In recent years, palliative
care for children has been actively developing, the infrastructure of
institutions is constantly expanding, all models of care have appeared
in accordance with existing international practice, approaches to care
and its quality are being improved. Training of specialists is one of the
main components of the development of this type of assistance. The
Department of Palliative Pediatrics celebrates its 10th anniversary this
year and remains the only one thematic department in the country
engaged in training doctors and nurses to provide palliative care for
children; 13 unique educational programs have been created, clinical
recommendations, textbooks and manuals have been prepared, and
more than 1,000 specialists have been trained.

Key words: palliative pediatrics, university, training of doctors,
palliative care for children, educational programs.
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AKTyaAbHOCTb

JK13HbB UesioBeKa, Kak U Ka>kJ0ro JKMBOTO CyIIecTBa,
KOHEYHa, 1 ee OKOHYaHMe JOJIKHO ObITh, IT0 BO3MOYKHO-
CTY, KOMGOPTHBIM ¥ HE MYUMUTEJIbHBIM B (OM3MUECKOM
Y SMOLIMOHAJbHOM acIleKTax. JTOT Te3UC B OAMHAKO-
BOJT Mepe He0OXOAMM KaXkJIOMY UeJIOBEeKY, He3aBu-
CHMO OT ero Bospacrta. OgHaKo, ecau OJisl B3pOCJOro,
TeM 60Jiee MOKMUJIOTO UYejIOBeKa, OKOHUYaHMe XU3HU
BBIIVISIINT, KaK MpaBuI0, 3aKOHOMEPHBIM, TO B OTHO-
IIeHUM [AeTelt 3TO MpeCcTaB/sIeTCsI HeeCTeCTBeHHbIM
1 HeclnipaBeAuBbIM. K coska/ieHUI0, HEKOTOpPbIe TeTH
He TOCTUTAIOT COBEPIIeHHO/IeTSsI, 3a00/1eBal0T Heus3-
JIEUMMBIMM 60JIE3HSIMM ¥ YMUPAIOT, 8 HEKOTOPbIE KU~
BYT C HEM3JIEUMMbIMM 3a60/IeBAHMSIMY MHOTYIE TOJIbI.
B TepMuHanbHOM Mepuoze sKM3HU, KOTIa BO3MOKHOCTHU
KypaTUBHOTO JIeYeHU I CUepIiaHbl, B3POCJIble U TeTU
HYXXJAI0TCS B MaJAKMaTUBHONM MTOMOIIY, HAaTpaBJIeHHOM
Ha obecreueHe MaKCMMaabHO KOMMOPTHBIX YCIOBU
yXo/la 13 KU3HU.

B HacTog1ee Bpems B Poccun najinaTuBHas Mme-
OUIIMHCKAS IIOMOIIb, B TOM YMCJIe AeTsIM, BCTpOeHa
B CYIIECTBYOIILYIO CTPYKTYPY 3lpaBOOXpaHeHMs C aK-
LIEHTOM Ha CJIY>KObI [IEPBUYHOI MeIMKO-CaHUTAPHO!
TMOMOIIM M OpraHu3aliuio yXo/a 3a rnaiueHTamMu B 10-
MallHMX YCJAOBUSX. B cTpaHe 3aKOHOATe/IbHO 3aKpe-
IUIeHA M peajiM30BaHa KOHIIEMNMS BeJeHM S MalieHTOB
crenMaanuCTaMy 3paBOOXpaHeHs U OpraHu3anmui
COIMATbHOTO OOCAYXKMBAHMSI COBMECTHO C 00IIe-
CTBEHHBIMM ¥ HEKOMMeEPUECKMMU OpTaHU3aLUIMMU,
3aHMMAIOMIMMMCS OKa3aHMeM M pa3BUTMEM MHajjinua-
TUBHOI nomMoInu. HexBaTka 3HaHUN Y MeIUIITMHCKUX
PabOTHMKOB O MaJIJIMATMBHOM ITOMOIIY M €€ HI0aHCaX
B paKkypce pa3Hoo6pasust ITUOIATOTeHETUIYECKUX ITPU-
4y H HOpMUPOBAHMS TTAIMATUBHOTO CTaTyCa BO BCceM
MUpe CYUTAETCS OJHUM U3 OCHOBHBIX IIPEISITCTBUI

B obecrieyeHMy KaueCcTBa NaaAMaTUBHOM IIOMOLIM. DTO
0CO0EHHO 3HAUMMO [IJIs IeMaTPUUIeCKOi MPaKTUKHA,
MOCKOJIbKY UMCJIO AeTel, HyXaatomuxcs B [IMII, 3Ha-
Y TEeJbHO MEeHbIIEe, YeM B3POCJ/bIX, BUAbI TATOJOTUN
Y TUTIBI KIIMHUYECKUX CUTYAlMI Y JTaHHOW KOTOPTHI Cy-
[IECTBEHHO OTJIMYAIOTCS OT HAOTI0AaeMbIX Y B3POCJIOTO
KOHTUHTeHTa. MeXy TeM B BhICIIMX MeUIIMHCKUX
yueOHbBIX 3aBeIEHUSIX CTYIEHTOB He 3HAKOMSIT C 9TOit
MMpo6eMoJi, a Bpauu pas3IMUHbIX ITeAUaTpUIeCKuX
cIielMajabHOCTEN He MMeIOT BO3MOXHOCTY HAKOIIUTh
HeOoOXOIMMBbI KIMHMUUYECKHMI OIBIT IJISI OKAa3aHM
[IMII. MHTerpauus JaHHOTO BMAA ITOMOIIM 6bIa GbI
HeBO3MOXKHA 6e3 mapasie/ibHOM CTpaTeruy BHeApEeH U
06pa3oBaHMs MeIUIIMHCKUX PA6OTHMUKOB I10 MaJlIu-
aTuBHO oMoy, OpraHu3anys 06pa3oBaTe bHbIX
LIMKJI0B ¥ Kadeap Ha 6a3axX BBICHIMX MeIUIIMHCKUX
0o6pa30oBaTeNibHBIX YUPEXKAEeHMIT cTasla BaXHbIM pe-
meHuem B pas3sutuu IIMII netssm Poccun.

0 kadeape, ee 3apauax, 0CO6€HHOCTAX
M cocTaBe

IecsiTh eT Ha3aj O6blJIa OpTaHM30BaHa MMepBas
U OCTAIOIIASICSI e IMHCTBEHHO Ha CerOAHSIIIHUI IeHb
B Poccum kadenpa, 3aHMMAaIONIasICS MOBbIIIEHMEM
KBaJIMPUKaALUU UCKITIOUUTEIbHO 10 MaJaAUaTUBHO!
MeAMIVMHCKOI IMTOMOIIM IeTsaM, — Kadeapa maaanua-
TUBHOI neguaTpun Ha 6a3e OPI'AOY BO «Poccuiickumit
HallMOHAaJbHBIN MCCIegoBaTeIbCKMII MeaUIIMHCKUI
yHuBepcutet um. H. U. [Tuporosa». PelliteHue o co3-
maHuy Kadeapbl 6610 IPUHSTO B sHBape 2014 roga
npu nogaepkxke MyMHUCTepCTBA 34paBOOXPaHEHMS
Poccuiickoit ®emepaunn, 1o UHULMATUBE AUPEKTO-
paI'BY3 r. MockBbl «<Hay4yHO-TIpaKTUYECKUI1 LEHTP
crelyaan3MpoBaHHON MeAUIMHCKOI IIOMOIIM TeTIM
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uMm. B. @. BoitHo-AceHeukoro» [13M, akageMuka, rpo-
deccopa A.T. TIpUTBIKO (HbIHE TIPE3UEHT IIeHTpAa), Je-
KaHa (aKkyabTeTa JOMOJTHUTEILHOTO TPOdeCcCOHab-
Horo ob6pasoBanust PHUMY um. H. U. [Tuporoea, K.M.H.
0. @. [IpupomoBo¥i (HbIHE ITPOPEKTOP I10 MOCTIEBY30B-
CKOMY ¥ JIOTIOJIHUTETbHOMY 00pa30BaHMI0), a TAKXKe
6J1aTOTBOPUTEIBLHOTO (GOHIA Pa3BUTHS MAJIJIMATUBHOI
TMMOMOIIM AeTIM «JleTCKuil majanuatus» (YupeauTeib
Onnsa Yeuer). Pekropom PHUMY num. H. U. ITuporosa
18 mapra 2014 roga 6611 MOAIIMCAH ITPUKA3 O CO3TaHUNU
Kadenpsl B cocTaBe GhaKkyabTeTa AOMOTHUTEIHHOTO TIPO-
(deccronanbHoro o6pasoBanus. lllTaTHast YMCIEHHOCTD
Kadenpsl 6blIa oITpegeneHa 4,5 CTaBKMU.

B cooTBeTCTBUM C MeXAYHaPOAHBIMU PEKOMEH-
mauusaMu EBponeiickoit accoumanum naajinaTuBHOMN
nomouy (EAIIIT) [1] 0 KOMIIOHEHTaX AOCTM>KeHMSI Ka-
YeCTBEHHOT0 00pa30BaHMs 10 MaTMATUBHO TOMOIIV
Pa3IMYHBIX CIEIMATUCTOB B Pa3pabOTKy IMIPOorpamMm
U IeSITeIbHOCTD Kadeapbl ObIN 3aJI03KEHBI CJIeTYIOIIE
MIPUHIUIIBI: MHTErpals B KOMaHAy npernojaBaresiei
" pa3paboTUMKOB IIPOTpaMM ITPeACTaBUTeIei pa3HbIX
MeOUIMHCKUX CIIeMaabHOCTEN C y9aCcTHeM KakK KJIU-
HUYEeCKUX MPAKTUKOB, TaK M HAYYHBIX PAOOTHUKOB;
BKJIIOUEHMeE B ITPOrpaMMbl TeM 3 PEKTUBHOTO OOIIeHM ST
HapSAay C KYMMpOBaHMEM OCHOBHBIX CMITTOMOB; pa3oop
KJIVMHUYECKUX IIPUMEPOB 13 peabHOI KIMHMYECKON’
MIPAKTUKM; VICIIOJIb30BaHME PAa3HOOOPA3HbBIX TeXHOJIOTMIA
npenogaBaHus (MyJIbTUMeIUIAHBIX, IUCTAHIMOHHbIX,
CUMYJISIIVOHHBIX TIPY OTPabOTKe MpaKTUYeCKMX Ha-
BBIKOB U [Ip.); TPOBeJleHNe MPaKTUUeCKMX 3aHSITUIL Ha
6a3e CrienMaaM3MPOBAHHBIX MAJIIMATUBHBIX OTIEIEHUIA
U yUYpeXXJeHMI1; OlleHKa KayeCcTBa IporpaMm nyTem
pelleH3MpOBaHMS He3aBUCUMbIMU 3KCIIEPTAMMU.

3a nocyenHue 8 neT coctaB Kadeapbl HeM3MeHeH.
Bce cOTpyaHUKM UMEIOT Cepbe3HbIl HAyUHBbIN MTOTEH-
1I1aJI ¥ 6OJIBIIO OIBIT PabOThI B IPAKTUUECKOI chepe
3IpaBOOXPaHEeHMsI, B TOM YucJie 001aAaI0T AU TETbHBIM
OMBITOM PabOTHI C JETHMMU, HYKIAIOUMMUCS B HaJIIN-
atuBHO momoinu. Ha kadenpe paboTaior nmpodecco-
pa: aHeCcTe3MOJIOT-PEeaHUMaTOoJIOoT A.M.H. BUKKynoBa
Inns [llaBkaTOBHA, AETCKMI OHKOJIOT/paAuoJIor, .M. H.,
mpod. lllep6enko Oner Nnbud; NOLEHT MeguaTp/aue-
TOJIOT, K.M.H. Bamypa Auapeii OpbeBuyY; acCUCTEHT
kadenpor opTanbmorior Bsisosa H0nns BnagumuposHa,
3aByY Kadeapbl, aCCUCTEHT MeAMaTP/OeTCKUI OHKO-
jor Emuosa Bukropus BameHTHOBHA. 3aBeqyeT Ka-
dbenpoit meguaTp/meTcKuMit OHKoOJIOT A.M.H. Kymuposa
Onna BsiuecnaBoBHa. COTpymHMUKYM Kadeapbl SBISTIOTCS
IeMCTBYIOIIMMU KIMHUIMCTAMU B Pa3IMYHBIX YUPEXK-
IeHNIX 31PaBOOXPaHEeHUSI KaK PerMoHaabHOTO, TaK
u hegepaabHOTO YPOBHS. B pa3Hble rofisl B pabore Ka-
(benpsl MpuHMMaNM yyacTue reguatp npod., 1.M.H.
[MoneBuuenko E. B., neTckuit xupypr/OHKOJIOT .M. H.
Kosanes[l. B., neguatp K.M.H. CaBBa H. H., meTckuii
OHKOJIOT K.M.H. [TimoHKMH A. B., meguarp, JOLEHT, K.M.H.
I'puropbsaHi JI. 4., a TakKe Me IUIMHCKUI TICUXOJIOT
K.II.H. VIBamikuHa M. T., neTCckuit Xupypr/opraHmsaTop
3apaBooxpaHeHus TeHoBcKasi T. A.

[TepBOOUEpemHOI 3amaueit Kadeapsl 6bIJIO CO3Ma-
HMe TIporpaMm noBbiieHust KBanudbukanuu (IK) gis
Bpaueil ¥ cpeJHEr0 MeAMUIIMHCKOTrO ITlepcoHasna B 06-
JIaCTU MaJIMATUBHOM MOMOIIM AeTsIM. DyHaaMeHTOM
06pa30oBaTeJbHBIX IPOTPAMM CTaJIM JOKYMEHTHI KaK
3apy6eskKHbIX, TaK ¥ OTeUeCTBEHHBIX OpraHu3alnii, sa-
HUMAaKMUXCS NaJAUATUBHON MTOMOIIbIO, B TOM YKCJIe
meTsM: BceMupHOJ opraHu3anuu 34paBoOOXpaHeHU s
(Pexomenpanuu BO3 mo MegkaMeHTO3HOMY Jieye-
HUIO TTIePCUCTUPYIONIE 601 Y AeTel C COMaTUUeCKU-
My 3a6oneBanussMu» (2014) [2], PykoBoactso BO3 mo
MHTerpanuu NajaanuaTuBHONM MOMOIIY B eAuaTpuye-
ckyto npaktuky (2020) [3]), EBpomnelickoii acconuanmumn
najanuatuBHOM momouu (bemasg KHUra: CTaHAApPTHI
Y HOPMBbI XOCIIMCHOM U NaJJIMaTUBHOM nomoinu B EB-
pore. OCHOBHbIE KOMIIETEHIIMY, HEOOXOIVMbIe s
OKa3aHMs NaJaMaTUBHOM IToMoII. PekoMeHganun
10 pa3paboTKe 06pa30BaTeNbHBIX IIPOTPAMM II0 MHaJI-
JIMaTUBHOI MeIUI[MHEe B eBPOIeiCKUX MeJUIITMHCKUX
By3axX. OCHOBHbI€ KOMIIETEHIIMU, KOTOPbIe HE0HXO-
IVMO pa3sBMBATh B Ipolecce 06yUeHu s MmamaTB-
Hovi momotu getam (2014) [1]), Together for short life
[4], International children’s of palliative care network
(ICPCN, [5]), Center of advance palliative care (CAPC),
6J1arOTBOPUTEIBLHOTO GOHIA Pa3BUTHUS MMaJNIMATUBHOM
MOMOIIY OeTsIM «JleTCKuii maaimatus» [6].

HOauubie nporpammsl ITK paspabaTbiBaanuch Tak-
ke ¢ yueToM 10 M3BeCTHBIX KOMIIETEHI M1, KOTOPbIMU
IOJIKHBI 00/1aaTh CIIeIMaJIMCThl, OKa3bIBaOII Ve Mmaj-
nmaTtuBHY0 niomoiusb (EATIIT) [1]:

1. Peann3oBaTb OCHOBHbIE KOMIIOHEHTbI/TIPUHIIUTIBI
Ma/yIMaTUBHO MOMOIIY Be3/ie, Toe HaXOAUTCS MalMeHT
U eT0 CeMbsl.

2. ObecreunBaTh MaKCUMAaJabHBIi QusnuecKumit
KOMGOPT MalMeHTy Ha BCeX Tarax 60/Ie3HN C yUeTOM
TpaeKkTopuu 3a601eBaHMSI.

3. YOOBJIETBOPSTH IICUXOJOTUUYECKIE TOTPEOGHOCTI.

4. YIOBJIETBOPSITH COLIMAJIbHbIE IOTPEOHOCTH.

5. YnoB/ieTBOPSITH TYXOBHBIE U 9K3UCTEHIIMATbHbIE
MOTPe6HOCTH.

6. YUUTHIBATD U OTKJAMKATHCS HA IMIOTPEOHOCTH
OCYIIeCTBIISIONIMX VX0, 3a TTallieHTOM 4JIeHOB CeMbU
B paMKaX KPaTKOCPOUHbBIX, CpeJHEeCPOUHbIX U TOJITO-
BpPEeMEHHBIX I[eJIeli.

7. Oco3HaBaTh CIOKHOCTb CUTyAL U IPUHSATUS
pelieHui M0 KAMHUYECKUM M 3TUUYECKUM BOIIpOCam
HaIMaTUBHON ITOMOII M.

8. KoopauHupoBaTh Mpolecc oka3aHus KOMILJIeKC-
HOJI TIOMOIIY CUJIaMY MEXKIUCIIUTIIIMHAPHON Opuragbl
Be3Jle, Ile MpefoCcTaBseTcs naaauaTuBHas TOMOIb.

9. Pa3BMBaTh HABBIKM MEKJIMUYHOCTHOTO OOIIEHMSI,
HeobOX0oIyMble JIJISI OKa3aHM S Ta/JIMAaTYUBHO [TOMOII.

10. [TpoBOAMTL CaMOaHaNU3 U TOCTOSTHHO TIOBBIIIATh
podecCcUOHaTbHYI0 KBAIUPUKAIINIO.

[Monnmanne GyHAAMEHTATbHBIX IPUHIIUIIOB OKa-
3aHMS MMaJIMaTUBHOM TOMOIIY SIBJISIETCS OCHOBOJ, Ha
KOTOPOJi MOXKHO BBICTPAMBAaTh BCe OCTAJIbHBIE MTPOLIECChI
KakK Ha MpaKkTHKe, TaK ¥ B 00pa30BaHUM.



Ipu pa3paboTKe MporpaMm HeOO6XOIMMO ObIJIO OIpe-
IeIUTh CIIelMaJbHOCTH, Hanb0ojIee BOCTpe6oBaHHbIe
MIpY OKa3aHMM Na/JIMaTUBHOM ITOMOIIY OeTsIM. boian
BKJIIOUEHBI B 00yUeHye MPaKTMUeCK) BCe IeauaTpuye-
CKMe CITeIMaJIbHOCTH, pAOOTHUKM KOTOPBIX B paMKax
cBoeii mpodeccroHaabHONM AeSITebHOCTY MOTYT OKa-
3bIBaTh MaJIMATUBHYIO TOMOIIb. [IporpaMmmsl pa3pa-
6aTbIBaMMCh IubdepeHIMPOBAHHO C yUEeTOM PEKOMEH-
IOBAHHOJ B beJioji KHUTe TPexXypPOBHEBON rpaganun:
MaJIIMaTUBHBIN ITOAX0, 001 MajaauaTBHas IIOMOIIb
U crienMaan3MpoBaHHas NajaauaTuBHas noMomsb [1].
Hampumep, o6111ast majinMaTBHAas IIOMOIIb OKa3bIBa-
eTcsl MeIUIIMHCKMMM PabOTHUKAMM [IEPBUYHOrO 3BeHa
U CeuuaanucTaMm, KOTOpble 3aHUMAIOTCS JIeUeHMEM
MalMeHTOB C YT POXKAIOIIMMMY KU3HM 3a60/1€BaHUSIMMU
U UMEIOT XOPpOolilMie HaBbIKM ¥ 3HAHMS OCHOB MaJal-
aTuBHON nomoiu. CoenmanucTam, KOTOpbie B CBOe
MpaKTHKe yallle 3aHMMAaITCS OKa3aHMeM NaJIMaTUBHOM
ITOMOIIM, HO Ta/IZIMaTVBHAs [TOMOIIb He SIBJSIETCS UX
OCHOBHOI/ CTIeLIMaIbHOCTHIO (HaTpuMep, TeTCKUM OHKO-
JloraM MJTM aHeCTe3noJI0raM-peaHMaToI0raM), He00X0-
JIViMa JOIIOJHMUTe/IbHAS MOAT0TOBKA 10 NalJIMaTUBHON!
MOMOIIM, ITOCJIe Yer0 OHM CMOTYT OKa3bIBaTh TAKUM
rnaiyeHTam 60Jiee KaueCTBEHHYIO MOMOIIb. Crienyanm-
CTaM Y3KOTO0 MPpoGuist, KOTOpbIe BBICOKO BOCTPEOOBAHBI
B [IMII (Haripumep, HEBpOJIOTram, raCTPOIHTEPOJIOTaM,
Bpauam JI®K, nueTosoraM u T.J1.), TaK3Ke HEOOXoOuMa
IOTIOJTHUTe IbHAs TTOJITOTOBKA B COBEPIIIEHCTBOBAHUMA
CBOMX OCHOBHBIX 3HaHUI U MPpaKTMUYECKMX HABbIKOB
B popMarTe majiMaTUBHONM CIIeI(pUKNA.

Crienanan3upoOBaHHYIO NAJINATUBHYIO MeAUIIVH-
CKYIO IIOMOIIlb OKa3bIBAIOT CJIY3KObI, OCHOBHOI JIeSITEJb-
HOCTbBIO KOTOPBIX SIBJISIETCS [TPeJ0CTaB/IeHe 3TOTO BUIa
romory. Takue Cysk6bl, Kak MPaBuUIIO, IPeIOCTaBISIOT
IIOMOIILb TTallMeHTaM C KOMIIJIEKCHBIMU U CJIOKHBIMMU
rmpo6yseMaMu, ¥ TIO3TOMY MX COTPYAHUKM OOJIKHBI
MMeTb 60jIee BbICOKMIT yPOBEHb 00pa30BaHMs U IO/I-
rOTOBKM. [IJisI 9TOTO pa3pabaThiBaaucCh yITybIeHHbIe
60Jiee MPOIOIKUTETbHbIE TPOTpaMMbl 00yueHus. Cy-
1IeCTBOBaHMe Pa3HbIX MO eieil OKa3aHMs NaaauaTuB-
HOJ TIOMOII M TaK>Ke SIBUJIOCh OCHOBOJ HEOOXOAVMbIX
KOMMETEeHI M CIIeaauCTOB, 3aJI0KEHHBIX B 00pas0-
BaTeJibHbIE TPOrPpaMMbl. YUUTHIBAJIOCH ITPEXKIE BCETO
TO, YTO pa3Hble CIeLaauCThl JOJIKHBI TOBOPUTD Ha OfI-
HOM SI3bIKE ¥ OIepUPOBATh OAMHAKOBBIMM ITIOHSITUSIMU
B paMKax KJIMHMUYECKOJ MPaKTUKM OKa3aHMs najamna-
TUBHOI MeAUUMHCKOI rToMolnu. IIpu 3TOM nporpaMmmbl
hopMupoBaIuch, yBaykast TpaHUIIbI, PO ¥ 06I3aHHO-
CTU IIpeACcTaBuUTe el OTAebHbIX OUCIUNINH. Tem He
MeHee oIpe/ieJIeHHbI i HaO0p KOMITeTeHIINIA, KOTOPbIMM
JOJIKeH 00/1aaTh CIeLMaIiCT Ia/IMaTYUBHO ITOMOIII M,
SIBJISIETCS CUCTEMOO6PA3YIOMIMM, MOXKET YCUIUTD POJIb
ITMII ¥ moJ3KeH 6bITh OTIMUMM OT APYIUX CMEXKHBIX
objacTeit MegUIMHBL. [IporpaMMbl TaKKe COCTABJISIINCH
C YYETOM TOTO, UTO IIpeJijiaraeMbie OCHOBHbIE KOMITETEH-
LMY He MIePeKIMKAIOTCS C APYTYMMY 061aCTIMU MeIUIIV-
HbI, a TOJTUePKUBAIOT, UTO MPAKTUKYIOU[ M CTIeLIUATUCT
B o6/1acTy okasauus IIMII o6s13aH 06/1a1aTh MMMA.
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CraHoBJieHMe Kadeapbl IPOXOIMIIO ITapasljieIbHO
C pa3BUTMEM HOPMATMBHO-IIPaBOBbIX OCHOB OKa3aHMS
ITIMII B Poccuy. OCHOBHBIMY HOPpMAaTUBHO-TIPaBOBbIMU
IOKYMEHTaMM, OIIpeeIsIoiMI OKa3aHye MauIMaTUB-
Hot momo1nyu B Poccuu, seunnuch @eepanibHblii 3aKOH
N2 323-®3 ot 21.11.2011 «O6 ocHOBaxX OXpaHbI 3JOPOBbSI
rpaxkgaH B Poccurickoit ®emepatiun», [Iopssgok oka-
3aHMS Na/UIMATUBHON MeAUIIMHCKOM ITOMOIIY JeTSIM
(yTBepXkaeH npukazom MunH3sapasa Poccum N2 193H ot
14.04.2015, mevictBoBas go 08.07.2019), [TosnokeHne 06
opraHusaluy OKa3aHus IMaJIMaTUBHOI MeIULIMHCKOM
ITOMOIII M, BKJII0YasI IOPSITOK B3aVIMOIEICTBUSI MeIV-
LMHCKMX OpraHmM3aliuii, OpraHmn3alnuii CouaJabHOT O
00CTY>KMBAHMS U OOIIECTBEHHBIX 00'beIMHEHM A, MHBIX
HeKOMMepUeCKMX OpraHmu3aluii, oCyIeCcTBIASIOUUX
CBOIO JIeATeTbHOCTD B chepe 0XpaHbl 3I0POBbS (YTBEPK-
IeHO IMpuKaszaMy MUHMCTEPCTBA 3ApaBOOXPaHEHNMSI
P® 1 MuHNUCcTEpCTBa TPpyAa U COLMANbHON 3a1nUThl PD
N2 345n/372H ot 31.05.2019), mpodeccroHabHbIN CTaH-
mapt «Bpau 1o nannuaTMBHON MegULIMHCKO [TOMOLLL»
(yTBepxkaeH npukazom Muntpyna Poccuu N2 4091 ot
22.06.2018). B To Bpems Kak B 35 cTpaHax majiMaTBHAs
TOMOIIb MHTErpMPOBaHa B rOCYIapCTBEHHYIO CUCTEMY
3 paBoOOXpaHeHus, a B 17 cTpaHax najaauaTuBHAs I10-
MOIIlb AETSIM SIBJSIETCSI CAMOCTOSITe/IbHOI Crielaib-
HOCTBI0, B Poccun 10 cux mop HET COOTBETCTBYIOLIEN
OT/EeJIbHOM CITel[1MaIbHOCT, B TOM UMCJIe U CPey Ieu-
aTpuuecKux cnenuajabHocTein. [Io03ToMy Ha OCHOBaHUM
HOPMAaTUBHO-TIPaBOBBIX JOKYMEHTOB ObIJ OIIpeesieH
KPYT CenuajnucToB, 3aJleliCTBOBAHHBIX B OKa3aHUU
NaJIMaTMBHOM MeOUIIMHCKOM oMol geTsiM. Kak oka-
3aJI0Ch, 3TO JOCTATOYHO OOJIBIIO ITepevyeHb CIelallb-
HOCTeli. B mpoiiecce pa3paboTky mporpamm 06yueHmst
MPOUCXOAMJI TIOCTOSTHHBIV aHa/InU3 CIelMaabHOCTe
Ha IpeaMeT COOTBETCTBMS HOPMAaTMBHO-IIPAaBOBBIM
JIIOKYMEHTaM, C OJTHOJ CTOPOHBI, ¥ TIOTPEGHOCTSIM MpaK-
TUUYECKOI'0 3 paBOOXpPaHeHus, ¢ Apyroii. CI0KHOCTh
1 0CO6eHHOCTh IIPOrpaMM TOBbIIIeHN T KBaaubuKa-
LIMM, KaK ¥ IIpoliecca 06yueHus B 11eJI0M, 3aK/II0YaeTCs
BO MHOKeCTBe CIlellMaJbHOCTeNM, MMEIOI X Pa3HbIit
mpodecCMOHaIbHbIN CTAPTOBbI HAOOP 3HAHWUIT 1 yMe-
HMI1 B 06J1aCTV MeaAMaTPUM B 11eJIoM U B obstacty [TMII
B YaCTHOCT.

Knuunueckumu 6a3amu Kadeapsl B HACTOSIIEe Bpe-
M IBJISIFOTCS OTAeJIeHNe TTalIMaTUBHON MeUIIMHCKOM
nomoiuny I'BY3 r. MockBbl «Mopo3osckas II'KE» [13M
(T71aBHBINM Bpay — IJIaBHbIM BHEIITATHBIN CIIELMATUCT
110 HeoHaToJioruu JlemapTaMeHTa 34paBOOXpaHeHUS
. MockBbI K.M.H. ['opeB B. B.) 1 MOCKOBCKMi1T 06/1aCTHOI
XOCITUC (7151 IeTelt), pacrooKeHHbIN B I. [lomoneno-
BO MOCKOBCKO1 06/1acTH (IJ1aBHBIN Bpay — TJIaBHBINA
BHEIITATHBINI OeTCKUI CIIelMauCT 110 MaJauaTuBHOM
oMoy metssM MoCKOBCKO# o6acTy MmyTuH A. A.).
HecmoTpst Ha 3HAUMTE/NBHYIO TPAHCIIOPTHYIO yajeH-
HOCTb JAHHBIX YUPEXKIEHMI, CyIIaTeasiM Kademapbl
IIpegoCTaBjIeHa BO3MOXKHOCTbD ITOCETUTH B paMKax 00y-
YeHMs Ha IIMKJIaX CIelnuaanu3MpoBaHHbIe yUpeXXJeHUs
co BceMy oUIMATbHO YTBEPXKIEHHBIMMU B IIpUKa3e
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M3 P® mozensaMu oKka3aHMS IaJdJIMaTUBHOM ITOMOIILU
(crieniManM3UpPOBaHHOE KPYTIIOCYTOUHOE MaIIMaTUBHOE
OTAejIeHle ¥ JHEeBHO CTal[iOHap B MHOrOIpoGUIbHOM
CTallMOHape, a TaKKe XOCIIVC ¥ Bble3gHas CJIyk6a mpu
XOCTCE), B TIOJIHOV Mepe 03HaKOMMUTHCS C OpraHu3a-
1yeit ux paboThl ¥ 0COGEHHOCTSIMM OKa3aHM MmaJjjna-
TUBHOII nomo1u (boto 1, 2).

0 pa6oTe KadeApbl U OCHOBHbIX pe3yAbTaTax
3a 10 net

IMepBoIii LMK 06yueHus 1o nporpamme K «ITaj-
JIMaTUBHASI MeIUIIMHCKAs TTOMOIIb IeTSIM» TIPOBeIeH
B ssHBape 2015 roga. OCHOBHO COCTaB CIyLIaTes el ObLT
IpecTaBjeH BpauaMy IeaaTpaMu, HEBpPOJIOraMu,
IeTCKMMM OHKOJIOTaMM, TeMaToJ0raMu, NeTCKUMU
xupypramu. [To utoram repBoro rojga o0yueHuss Hau-
60s1ee BocTpeboBaHHOII 6b1y1a mporpamma IK «ITaj-
JIMaTUBHAS MeIUIIMHCKAs TOMOIIb AeTsiM» (72 daca).
Vske ¢ 2016 roga HambosbIIee KOJIMYEeCTBO ITOLaHHbBIX
3asIBOK OTMeuasoch Ha ukiax [IK «[TannuaTtuBHas Mme-
OUIIMHCKAS oMOoIb feTsam» (144 yaca) u «AKTyabHbIe
BOMPOCHI OKa3aHMS MAJUIMATUBHON MOMOIIY JeTsIM» (36
yacoB). IIpy 3TOM OTMeUeHO CHUKeHMe O6IIero Koan-
yecTBa caymaresneli 3a 2016 rog Ha 40%. ClnoskHO orpe-
IeJIUTDh IPUUMHY CIIaia MHTepeca mpodeccroHaabHOM
ayauTOPUM K TAKOTO pojia HalpaBjeHUI0, OOHAKO 3TO
651710 B cTopuu Kadenpsl. C 2017 roma oTMevaeTcs
TMTOBBIIIIEHYVIE CITPOCA Ha TIOATOTOBKY CIIEIMaIUCTOB B 06-
JIAaCTY OKa3aHMS MaJauaTUBHONM ITOMOIIM TeTSIM, UTO
ITOCJIYKMJI0 MOTHBAIIMEN K pa3paboTKe HOBBIX ITPO-
rpamm IIK (puc. 1).

B 2020 romy B CBSI3U C MaHAeMMeil B 60JbIIMHCTBE
MeAUIIMHCKMX OpraHu3aluii BbIpociaa Harpy3ka Ha
MeIUIIMHCKUX COTPYAHMKOB. V3-3a 3TOr0, a TakxXe
B CBSI3M C OTPAHUUYUTEJbHBIMU MepaMu, BO3MOX-
HOCTb OOyUeHU S CIyIIaTeNeii OUHO, C MPUCYTCTBU-
eM Ha KJIMHMYeCKMuX 6a3ax Kadeapsl OTCYTCTBOBAJIA.
Bbb1sIo 0OTMeUeHO pe3Koe CHUKeHMe KOJMYeCTBa 3asiBOK
Ha obyueHue, 10 30%. C yueTOM 3TUX 06CTOSITETbCTB
PYKOBOJICTBOM YHUBEPCUTETA 10 COTJIacOBaHMI0 ¢ Mu-
HUCTEPCTBOM 3IpaBooxpaHeHust PO GbIJIO HPUHITO
pelieHe O IPOBeAEeHUM 0OyUeHNS C IPUMeHEeHNEM
IUCTAHIIMOHHBIX 00pPa30BaTeNbHbBIX TEXHOJIOTUIA.
Takoit Gopmat 06yueH S T03BOJINMII IPUBJIEYb 6OJIb-
1ee KOJMYEeCTBO 3aMHTEPEeCOBAHHBIX CAyllIaTeen
U TIOBBICUTB noka3zatenau Ao 90% yke B ciaenyoiem,
2021 romy. Takske B CBSI3M C TaHAeMMei 6611 pazpabo-
TaH CIlelMabHbIN IIMKJI, KaCAIOUIMiICSI 0COO@HHOCTEN
OKa3aHMS MaJJIUaTUBHONM MOMOIIM OEeTSIM B YCIOBUSIX
COVID-uHbpexrnn.

B manbHerlilieM, ocJjie CHSTUS OTpaHUUYUTETbHBIX
Mep, 6bLJIV TPOAHAAN3UPOBAHBI PE3YJIBTATHI HOBOT'O
oA X018 00y YeHNSI IIPUMEHUTETBHO K MTpoduio Kade-
IIPbI U OTIpe/iesieHa AaJibHeli1asi TAKTUKa B IPOBeIeHUN
1uuKJjoB ITK. CoBpeMeHHbIV TeMIT SKM3HU, BO3MOXXHO-

@omo 1. Kopnyc Moposoeckoti /ITKB, omdesiexue
NaAuamueHoli MeOUUUHCKOT nomouu

domo 2. Mockosckuii o61acmHoii xocnuc (015 demeti),
2. Tomoodedoso

CTU TEXHUUECKOTO Mporpecca, HOpMaTUBHO-TIPaBOBOE
peryiupoBaHue Mo3BOJISIIOT KOMOMHMPOBATDb AMCTAaH-
IIMOHHbBIE 06pa30BaTeIbHbIE TEXHOJOTUY Y OUHOE I10-
celeHye KAMHUYECKMX 6a3 Kadeapsl AJ1s1 OTPabOTKMI
MpaKTUUeCKUX HAaBbIKOB B paMKaX OJHOW MpOrpaMMmbl
MOBBIIIeHNSI KBanvuKkaiuy. IMeHHO Takoe coueTaHue,
Ha Halll B3IJISII, IBJIsIeTCsT Haubosiee 3(pHeKTUBHBIM [IJIST
MOATOTOBKY CHELUaTNUCTOB.

VuuThIiBasi MOTPEOHOCTh CUCTEMBI 3JpaBOOXpaHe-
HMS B BBICOKOKBaIMGUIIMPOBAHHBIX CIIEI[MATNUCTAX,
COOTBETCTBYIOIIMX AOJIKHOCTY Bpava [IMII, u oTcyT-
CTBMeE JAaHHOI BpaueOHO CrenuaJbHOCT B HOpMa-
TUBHOJ 6a3e pOCCUIICKOTO 3 paBOOXpaHeHMs, Oblia
paspaborana nmporpamma IIK «ITannmuaTuBHas Mme-
OUIIMHCKAS TIOMOIb AeTsIM» NIJ151 Bpaueii (432 vaca).
B maspHeimeM 3TO MOKeT ObITh OCHOBOI CO3aHMs
LMKJIa OJIs TIOJIyUYeHUSI aKKpeauTaluy CrenmnuananucTa
rio ITMIT ipu yc0BMM TIOSIBJIEHU ST BpauebHOI cIienm-
aJIbHOCTMU TI0 Ma/JIMATUBHOM MeAUILMHCKOM MMOMOIIN.
[aHHas mporpaMMa OpMeHTUPOBaHA Ha CIieluaam-
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Puc. 1. Excezoonas duHamuxa Habopa cryuiamesneti Ha 06pazosamebtble Yukvl 3a 10-nemuii nepuod pabomst

Kagpeops! narnuamueHoli neduampuu

CTOB, OCYIIECTBJSIONNX MeAULIIVHCKYIO IesITeIbHOCTh
B CIIEIIMAIM3YPOBAHHBIX OPTaHU3ALMSIX 10 OKA3aHUIO
MaJUIMATUBHO ITOMOIIY JeTSIM KaK B YCJIOBUSIX CTaIlM-
OHapa, Tak ¥ Ha JOMY. DTO Bpauy OTAeJI€eHUI Bble34HOM
MaTPOHAKHON NaJIMAaTUBHOM MegULMHCKO TOMOLI U
IeTsIM, Bpauy CTAI[MOHAPHBIX OTIeJeHN T Y THEBHOTO
crauuoHapa IIMII netsam, Bpauu JeTCKMUX XOCIIUCOB,
TJIaBHbBIE BHEIITATHBIE CIIEI[MATVCTBI IO TaIMATUBHOM
TTOMOII M T€TSIM.

Taxske ObLIM paspaboTaHbl M YTBEPKIEHBI TPOrpaM-
MbI «COBpeMeHHbIe METO/IbI BeIEHU ST XPOHUUECKOTO
60J1eBOTO CMHIpPOMa» 06'beMOM 36 1 72 akagemMuye-
CKMX Yaca, KOTOpbIe MO3BOIM/IN CKOHIIEHTPYPOBATHCS
6oJsiee meTaabHO Ha MIPO6IEeMe 00e360MBaHNUS Y Jie-
Tei, MMelolIeli CYyIIeCTBEHHYI0 3HaUMMOCTb U, BMECTE
C TeM, HeMaJIo BOITPOCOB Ha IpakTuke. Heo6XoaMmMocTh
pa3paboTKy TJaHHOM TeMbl B KOHTEKCTE MMalIMaTuB-
HOJI1 TIOMOIIY AeTSIM 00bSICHSIJIaCh TEM, UTO BeJeHle
60JIbHOTO peGeHKa C XPOHUYECKOIi MePCUCTUPYIOIIE
60JIbI0 — 3TO 0COObIE YMEH VST, HABBIKYM ¥ KOMITETEHIUM.
A B cTygmeHUeCKMX yueOHMKAX 10 leguaTpum u hapma-
KOJIOT MM, KOTOPBIE SIBJISIIOTCSI 6a30BBIMU ITPY OCBOEHUM
IaHHBIX IUCIIUIIIAH, He ObLJIO ¥ HeT MHbOopMaLuu 06
OCHOBHBIX ITPUHIIMITAX TaK Ha3bIBA€MOI1 AETCKOJ JIeCT-
HUIIBI 06e3060/MBaHMsI, IpaBUIaxX pacyeTa U IpuMe-
HEHMSI OCHOBHBIX IeTCKMUX (GOpM OIMaToB (MopduHa
” heHTaHMIA), TPUHIUIIAX UX UCTIOIH30BAHMS B TTAJI-
JIMaTUBHOI MeauaTpuuecKoii mpakTuke. Tem BpeMeHeM
B 3apy6exkHOI TuTepaType MMeITCsI peKOMeHIalun
BO3 o o6e360mmBaHMIO [2], HEOTZHOKPATHO IIEpen3sma-
eTCs CrIelMaJan3upPoOBaHHbIN DOpMYIISp TeKapCTBEHHbBIX
CpeJCTB B MaJIMaTUBHOI IeaMaTpun, KOTOpbie ObLIN
repeBeleHbl Ha PYCCKUIA SI3bIK /YU PelleH3VPOBAHBI
COTpyoHMKaMM Kadeapsl MajanaTUBHON HeauaTpun

BMecTe ¢ GoHIOM «JleTCKUt maajinaTuB» U, Kpome
TOTO, aJaTITUPOBAHBI AJISI UX IPUMEHEeHUs B pOCCUii-
CKMX yCJIOBUSX [7]. AmarrtTaius Oblia caelaHa TakxKe
IIpU y4acTUM 3aBeAyioniero kageapoii ¢papmMakoso-
ruu PYJITH nipodeccopa 3eipssHosa C. K. Kpome Toro,
COTPyAHMKaMM Kadepbl COBMECTHO CO CIIeIMaaucTaMu
®OI'BOY AOIIO «Poccuitckast MeguUIIMHCKASI aKageMus
HeNpepbIBHOTO MTPOQeCcCMOHaJIbHOIO 06pa3soBaHUSI»
M3 P® u crieumanuctamu b® «JleTcKuii majaamaTuB»
Ha OCHOBe 3apy6esKHbIX peKOMeHIalyit 6bI10 pa3pa-
6otano u B 2017 rogy n3gaHo yue6Hoe mocobue «Tepa-
VST OCTPOI ¥ XPOHMUECKOM 60ym» [8], TMpPask KOTOPOTO
B 500 3K3eMIIJITPOB MOMEHTAJIbHO Pa30IIeJics 10 3aMH-
TepeCcOBaHHBIM crenyanuctaM. B 2023 rony usnareinn-
ctBoM «['D0TAP-Menua» (https:/www.geotar.ru/) 6b11
U3IaH YYeOHUK IJIs CTYIeHTOB U Bpaueii «[laaamaTus-
Hasl IOMOIIb B3POCJIBIM U AETSIM», Tlie pa3iesibl, TOCBSI-
IeHHbIE BeJeHNI0 XPOHUYECKOTO 60JIeBOTO CMHAPOMA
U OPYTUX CUMIITOMOB Y fieTelt, HyKAaIolMXCs B TTaji-
JIMATUBHOJ MTOMOIIM, GBIV IOATOTOBJIEHBI Kadeapoit
nayuTMaTuBHO meguatpuu [9]. CoTpymHUKamMu Kademapbl
TaKsKe ObIIM BriepBbie B 2014 rogy pa3paboTaHbl Kiu-
HMYeCcKye peKoMeHIaluu Mo BeJeHI0 XPOHUUEeCKOTO
60J1eBOr0 CMHAPOMA Y AeTeil, Hy>KJaroIIXCsl B TaJI/IN-
aTUBHOJ IMOMOIIIM, KOTOPbIE B HajbHelIIeM, C MCTeue-
HJEeM CPOKOB AeCTBMS, ObIIIM JBaKbI IEPECMOTPEHBI,
y3Ke 60Jiee pacIiIMpeHHOM aBTOPCKOi IPYIIIION, a TaKXKe
B 2015 romy mepBble CTaHIAPTHI 10 Be€HWI0 XpOHMYe-
CKOT'0O MepCUCTUPYIOLIEro 60JIeBOr0o CMHAPOMA Y IeTel,
HYXXJAIOMIMXCS B MaJIMATUBHOM TTOMOIIA.

BaskHOi1 yacThio paboThl Bpaua JIr060ii cIrienaib-
HOCTMU ¥ Ccrel[MajucTa cCpegHero MeIMIIMHCKOTO 3Be-
Ha, pabOoTAaIoIIero ¢ Heu3jaeunuMo 60JbHBIMU ETbMU,
SIBJISIeTCS BJIaJleHNe CTaHOapTHbIMM, HauboJjiee BOC-
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TpebGOBaHHBIMY B MaIIMATUBHO MeIUIIIHE MaHU-
MyASIUSIMU, — TIPOLleAypPaMu 3KCTPEHHO 3aMeHbl
TPaxXeoCTOMMUECKON U raCTPOCTOMMUYECKOI TPYOOK,
aJrToOpuUTMaMM OeiCTBUIA MPU aBapUITHOM OTKJIIOYe-
HUM 3JIEKTPONUTAHUS UM ITOJIOMKe anmapara VUBJI
Ha IOMY, yCTpaHeH)eM TPeBOXXHOJ CUTHaAu3alunumn
anmapara VBJI npu HapyuieHny MeXaHUKU TbIXaHUS
i MHOXXeCTBOM MHBIX TEXHUK U aJITOPUTMOB, CIIel|1-
buuHBIX O meTeli, HY>XKIAIOIMXCS B TaJIJAMaTUB-
HOJ MeOMIMHCKOM IIOMOIILN. B CBSI3M € 3TUM ObLIN
pa3paboTaHbl HOBbIE ITPOrPAMMBI ITOBBIIIIEHNST KBA-
nmudukanun (IIK) («KAMOyIaTopHast UCKYCCTBEHHAS
BEHTUMJISILIMUS JIeTKUX B MaJAMaTUBHON MeauaTpumn»
7151 Bpayeil U cpefHero MeIUIMHCKOTO IlepcoHana,
«VXOA U 9KCILTyaTalusi BEHO3HOTO JOCTYTIA C 0COOeH-
HOCTSIMM B IAJUIMATUBHOM MeAMaTpum» 1Jjis CpeHEro
MeIUIIMHCKOTO epCcoHasia, CoO CPOKOM oO6yueHus 18
aKajeMJyecKMx 4acoB), HalIpaBjaeHHbIe HA OTPAOOTKY
IeicTBUIL B 9KCTPEHHBIX CUTYAIMSIX U MaHyalbHbIX
HaBbIKOB MPU MJIAHOBbIX 3aMeHaX MeqUIIMHCKUX Jie-
BaiicoB. [Ipy 06yUeHUY TPUMEHSIETCSI COBPEMEHHOE
CUMYJISIITMOHHOE 060PYyI0BaHMe, KaXK/AbIN CIYIIATEeb
MMeeT BO3MOXHOCTb MHAVBUIYaJIbHO, TIOJ, KOHTPOJIEM
OTIBITHOTO TPENoAaBaTesst 0TpaboTaTh HEOOXOIVIMbIE
HaBbIKU, BJIaJIeHM€ KOTOPBIMM ITO3BOJIUT OBICTPO MTPU-
HSITh eJMHCTBEHHO IIpaBUJIbHOE pellleH}e B 3KCTPeH-
HbIX cuTyanusix (poro 3). Tak, B 2023 rogy Ha Kadempe
0 ITAHHBIM MTPOTpaMMaM Ipouuiy 06yueHue 6osee 50
MeOUIIMHCKUX CecTep.

Kpome sToro, Ha Kadepe MPOBOASTCS TeMaTuye-
CKMe TIPOrpaMMbl 06yUeHMsI, TOCBSIIEHHbIE aKTyaJlb-
HBIM IIpo6ieMaM U HauboJsiee CJIOKHBIM BOIIPOCAM,
Heu30e3KHO BO3HMKAIOUIMM B ITPaKTHKe Bpaueit, oka-
3pIBAIOIIMX NAJIMATUBHYIO MEAVIMHCKYIO IOMOILb
IeTsiM: OlleHKa HYTPUTUBHOI'O CTaTyca, Ha3HauUeHMe
M KOppeKIMs TUTAaHUS M HYTPUTUBHOM MOAIEPKKH,
0COO6EHHOCTY OKa3aHM S MaJIMaTUBHO MTOMOIIN JeTSIM
B CTALIMOHAPHBIX OPTaHU3ALUSX COLMATBbHOTO 00CITy-
SKMBaHUSI.

@omo 3. [Iodz0moska u nposedeHue CUMYNAYUOHHO20 3AHAMUS

BaskHOI1 cocTaB/igoOIeli OKa3aHUs MaJJInaTUBHOM
TTOMOIII U SIBJISIFOTCSI OPraHu3aus MUTaHUS U HYTPU-
TUBHAs MO IeP5KKa — 06/1aCTb, MMEIOIIasi MHOKECTBO
HIOAHCOB ¥ HEOJTHO3HAUYHOCTEN B NaJIMaTUBHOI I1e-
IMaTpun. B KIMHMYECKOI TPaKTHUKe JTII060MY Bpauy 10
MaJaauaTUBHON MeqUIIMHCKOI MTOMOIILU MJIU CcIielua-
JINCTY, KOCBEHHO CTAJKMUBAIOIIEMYCS C MaJJIMaTUBHBbI-
MU MMallMeHTaMM, HeM36€e5KHO BCTPEUYAIOTCSI BOITPOCHI
HYTPUIIMOIOTHYecKoi ob6acTu. C yuyeToM crienubuKru
¥ TTOJIMSTUOJIOTMUHOCTY MMEIOIIMXCS ITPO6JIEM BOITPOCHI
yarie BCero He MMelOT YHMUBEPCaIbHbIX OTBETOB U TPe6y-
0T UHAUBUYaIbHOTO MTOAX0AA. B CBSI3U € 9TUM B TPO-
rpaMMbI 00yUeHMS Bpaueii BKJIIOUEH TeMaTUUYeCKIUA
KypC I10 OpraHu3aly OlleHKY HYTPUTUBHOTO CTaTy-
Cca ¥ CKpUMHUHTA, TUTAHUSI, HYTPUTUBHO MO AePKKU
U METOLOJIOTUUYEeCKMM BOTIPOCAM, CBSI3aHHBIM C 3TOM
opraHmu3saiuein.

C yueToM IOTPEOHOCTEN AETCKUX JOMOB-MHTEPHATOB
(OON) 1 npyrux MeIVKO-COLMANbHbIX OpraHu3anuii
B 2023 romy 6b111a paspaboTana mporpamma ITK «OcHOBbI
MaJIMaTUBHON MeIUIIMHCKOM MOMOIIM AETSIM B CTallU-
OHAPHBIX OPTaHMU3AIMIX COI[MATBHOTO 00CTYKMBAHMSI»
72 4aca, niepsblit UuKJ [1K 1o KoTOpoJi 3amyiaHMpoBaH
Ha 2025 rop,.

B 2024 rony coTpyaHuKaMu Kadenpsl paspabo-
TaHbl ABe HOBBIe nmporpammsl [1IK: «[TanauatuBHas
MOMOIIb B AETCKOJ OHKOJIOTUM» 72 4yaca, KoTopas
OymeT akTyaJibHa Kak [Jisg Bpaueii-1eamMaTpoB Iep-
BMYHOTO 3B€HA, TakK U AJis Bpauell y3KUX CHelnaab-
HOCTeli, B TOM 4UlCJjie Bpauel JeTCKUX OHKOJIOTOB,
u «IleprHaTanbHas najjauaTuBHas MOMOIb» 36 ya-
CcoB — HauboJIee aKTyabHa ¥ 3HAUMMA JJIsI HEOHATO-
JIOTOB, aHECTe3MO0JIOTOB-PeaHMaTOJIOTOB, CepIeuyHO-
COCYIMCTBIX XMPYPTOB, HEBPOJIOTOB 1 1p. O6yueHMe
110 3TUM ITpOTpaMMaM Ha 610/I)Ke THOI OCHOBE 3arJia-
HuposaHo ¢ 2025 rona.

Ha Tekymiuit MOMeHT B yueOHOM IJIaHe Kadeapsl
uMerTcs 13 o6pasoBaTebHBIX IPOTPAMM, CPeay KO-
TOPBIX €CTh YHUKAJbHbIE TPOrPAMMBI, TO3BOJISTIONI e
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Puc. 2. 3annanuposaHHoe Koauuecmaeo caywameet
8 2024 200y 6 pamkax ¢edepansvrozo npoekma «Obecneve-
Hue MeOUYUHCKUX yupexOeHull cucmembl 30pagooxpaHetust
Ke8auGuUUUpo8aHHsiMu Kaopamu» HayuoHaisHo20 npoex-
ma «30pasooxpaxetue» 8 3asUcUMOcmu om ¢hedepanbHbix
0KPYy208

03HaKOMMTb CJTyIIaTeseii C pa3HOOOpa3HbIMM acIleKTa-
MU TTaJIIMaTUBHOM MeguaTpui, He TipeacTaBJIeHHbIMU
KakK B 6a30BbIX 06pa30BaTeJIbHBIX MeAMaTPUUECKUX
ImporpaMMax MeIUIIMHCKMX BY30B, TaK U B OCTIEIM-
TJIOMHOM 06pa3oBaHuy. C MOMEHTa CO3/aHMs Kadepbl
npoIiu obyuenne 6osee 1300 Bpaueit 1 crielajaucToB
cpefHero MeAMIIMHCKOrO MepcoHalia.

C 2023 roga xadeapa najaauaTUBHON! MeauaTpumn
yUyacTBYeT B OCyIIeCTBAeHUM (erepasbHOTO ITPOEK-
Ta «Ob6ecrnevyeHre MeIUIIMHCKUX YUPEXKIEHUN CH-
CTeMbl 3IpaBOOXpaHeHMsI KBAJIUDUIIMPOBAHHBIMU
KaapaMu» HalimoHampHOTO NMpoOeKTa «34paBooxpa-
Henue» (https:/minzdrav.gov.ru/poleznye-resursy/
natsproektzdravoohranenie/kadry). B pamkax gaHHOTO
MPOeKTa cJejiaH aKIeHT Ha 06pa30BaHye CIelaaucToB
T10 Ma/UIMaTUBHOM MeIUIIMHCKO momonin. [IpoekT ge-
MOHCTPUPYET BOBJIEYEHHOCTD U 3aMHTEPECOBAHHOCTh
rocyaapCcTBa B YAyUIIEHUM OpraHM3al i, TOBBIIIIEHUY
OCBEeJIOMJIEHHOCTHM ¥ KaueCcTBa OKa3aHMs MaJIMaTUBHON
TIOMOIIY JeTSIM MeAUIIMHCKMUMU PaboTHUKAMM BCeX
CrenmaabHOCTEN HA BCEX YPOBHSIX. B paMKax nmpoekTa
3a 2023 ron o6yueno 286 crienyanauctos. B 2024 romgy
3aIJIaHMPOBAHO OOYUMTD HAa pas3JnUHbIX IuKaax [TK
6onee 400 caymaresneit u3 6onee yem 70 ropogos PO
(8 bemepanbHBIX OKPYTOB). B X umciie — 4 rIaBHBIX
BHEIITATHBIX CITeLIMaJINCTa 0 MaIMaTUBHON OMOIL Y
IeTsam (puc. 2).

JIugepamu 1o MOTPe6GHOCTM B 00YUEHNU N CIIelain-
CTOB 10 MAJIJTMATUBHOM MTOMOIIM IBUINCH 1|eHTpanibHbIN
u [IpuBOJIKCKMII heepasibHble OKpyTa. MakcMMaIbHOe
IIpyUBJeUeHNe K 06pa30oBaTeIbHOMY ITPOEKTY PeTryuo-
HaJIbHBIX TOCYIAPCTBEHHBIX OI0KETHBIX YUPEKIEHUI
37IpaBOOXpPaHEHMSI TO3BOJIUT PAaCIIMPUTD IajibHelIiee
B3aMMO/IeJiCTBME C perMoHaMy B BOIIPOCAX MOATOTOB-
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KU CHeIMaIMCTOB B 06/1aCTM OKa3aHMsI al/IMaTUBHOM
TIOMOIIIY U peann30BaTh Leau penepaabHOTO MPOeKTa.

Pa6oTa KIMHMUECKOI Kadeapbl HEBO3MOKHA 6e3
TECHOT0 B3aMMOAENCTBUS C MPaKTUUECKUM 31PaBOOX-
panenueM. CrienaamucThl Kadeapbl MaJIMaTUBHOM I1e-
IMaTPUM BeIYT aKTUBHYIO JIeueOGHO-KOHCYIbTaTUBHYIO
IesITeIbHOCTh Ha KIMHUYECKMX 6a3ax:

* TIPMHMMAIOT yYacTHe B TIaHOBBIX 06X0/1aX, TPOBO-
ISIT KOHCUJTMYMBI, 3aCeJaHmsI 110 pa3bopy KIMHNYECKUX
cjiyyaeB, CONIPOBOXIEHMUIO NeTeli C Hen3JIeuMMbIMU
3a60/1€BaHUSIMU;

¢ OCYUIECTBJISIIOT KOHCYJbTaTUBHYIO TIOMOIIb Bpa-
YyaM, OKa3bIBAIOIIM ITEPBUYHYI0 BpauebHYI0 MeaMKO-
CaHMUTAPHYIO MTOMOIb MaJIMaTUBHBIM JETSIM, KOHTPO-
JIMPYIOT TIpOBeeHNe CUMITTOMAaTUUYeCKOro JIeueHu s ;

¢ COBMECTHO C [lermapTaMeHTOM 31 paBOOXpPaHEeHNUS
. MOCKBBI TPOBOISIT pa3060PhI 3aITyIIEHHBIX CIyYaeB
B JIETCKOJt OHKOJIOTUM, B TOM UMCJie IPUBEALINX K HY-
KA aeMOCTH B A/IJIMaTUBHONM MeAULMHCKO TOMOIIA;

* SABJISIOTCS YJeHAMM/TIpeice1aTeIIMI Bpaue6HbIX
KOMMCCHUI B MEIUIIMHCKUX OpTaHU3AIMSIX T10 TIPU-
3HaHMIO MAlMeHTOB B HYK/IaeMOCTU B TaJIIMaTUBHON
MeUIIVHCKO ITOMOIIIN.

Bcero ¢ momeHTa co3nmanus kKadenpsl, 3a nepuon 2014—
2024 rr., ipoBeieHo 60s1ee 2400 KOHCY/IbTAIINIA, TIPUHSITO
yuactue B 60iee ueM 400 BpaueGHbIX KOMUCCHUSIX.

CoTpyaHuKM Kadeapsl, SIBISSCH UJIeHaMU POCCUIA-
CKMX ¥ MeXIYHapOIHbIX TpodeCcCcrMoHaJTbHBIX CO006-
wecTB (Poccuiickas acconanus naaauaTUBHON Meu-
LIMHBI, Accoluanus mpodeccuoHaabHbIX YUACTHUKOB
XOCIIMCHO moMoIiu, MeXAyHapoaHOTO 00IIecTBa
meTckux oHKosioros SIOP, EBporeiickoit accoumangmumu
najnnatuBHoi momouy EAPC, MexxyHapogHOTO 06-
1eCTBa MO CONPOBOAUTENbHON Tepanuyu B OHKOJOT U
MASCC), yuacTBYIOT B pa3paboTKe OTe4eCTBEHHbIX,
TepeBo/ie U aJarTaluu 3apyoeskHbIX OCHOBOIIOIAra-
OUMX JOKYMEHTOB M0 MaJauaTuBHONM nmomouu. Cpe-
IV HUX pa3paboTKa KIMHUYECKUX PEKOMeHIaluii 1o
dbapmakoTepanuyu nepcUCTUPyIOIeil 60au y meTeit
M TIOJIPOCTKOB TIPY OKa3aHUM MaJIMATUBHOI MTOMOII N
B CTAIIMOHAPHBIX M aMOYIaTOPHO-TIOIUKIVMHNYECKUX
yupexaeHusIX 3apaBooxpaHenus (2014), oueHka no-
TpeOHOCTY B MaJIJIMATUBHOI ITOMOIIY IeTsIM B Poccun
(2015), paspaboTKa KIMHUIECKUX PEKOMEH Al 10
60J1IeBOMY CMHAPOMY Y AeTeit, HYKJaroMXCsI B TTaJJIN-
aTUBHOM MeauLMHCKOM momoniu (2016, 2021), nmepeBof,
Ha PYCCKUII A3bIK peKoMeHganuit BO3 mo MmenukamMmeH-
TO3HOMY JIEYeHUIO TIePCUCTUPYIOLIeit 60 y neTeit
¢ comatnyeckumu sabonesanusimu (2014), COaBTOPCTBO
B CO3/IaHUM C MOC/TeYIOUIMM IepeBOOM Ha PyCCKU
s13bIK pyKoBoacTBa BO3 o mHTerpanum najaainaTus-
HOJ1 MMOMOIIIM B MeAuaTpuieckyio nmpaktuky (2020),
MTOATOTOBKA METOAMYECKOTO TI0COOMSI TI0 OpraHM3aI
HYTPUTUBHOM NOAAePKKYM B KOMIIJIeKCe TaanaTuB-
Hovi oMoty getsm (2020), paspaboTKa KIMHUYECKUX
peKkoMeHgaluii o MpodUIaKTUKe KaTeTepaccol-
MPOBaHHBIX MHPek1uit kpoBoToka (2021), cozmanue
yuebHMKA 110 Ma/VIMAaTUBHOI MeIUIIMHCKO TTOMOIIIN

N XOCIMCHAA 7 l
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M cTatby
B Te3unceol
PYKOBOZCTB3, NOCO6US
W nyomkaumm 8 CMUA
MOHOrpadunt

Puc. 3. [Ily6nuxkayuoHHas akmugHoCcms COMpyOHUKO8
kagedpwt nanuamusHoti neduampuu, 2014 2.— mati 2024 2.

apyrue, 4

BAK, PUHL],
O 30

MEXAYHapOAHbIe
6a3bl AaHHbIX
(WoS, Scopus), 39

Puc. 4. PacnpedeneHue ony61uk08aHHsLX COMPYOHUKAMU
Kagedpsl cmameti 6 #ypHAIAX 6 3A8UCUMOCU OM BXOXH(-
deHus 8 MexcOoyHapooHble HayuHble 6a3bl OAHHbBIX, NepeUHU
BAK u PHUHI]

B3pOCAbIM U feTsaM (2021) 1 yyacTue B IPYTMX HAYUHBIX
MyOJIMKAIMSX 10 HAIIPaBJIeHUIO MMaIMaTUBHON MeIu-
LIMHCKOJi ToMouy geTsim. 3a 10-meTHuii mepuopm, pabo-
ThI Kadepbl MOATOTOBJIEHO U OITYy6JIMKOBaHO 60siee 70
Hay4HBbIX cTaTeit u 20 Te31CoB B XXypHanax, 6oyee 10
PYKOBOJICTB ¥ ITOCOOUI IJ1sT Bpaueii M cpeqHero Meau-
LIMHCKOTO TepcoHasna (puc. 3, 4). Takske COTpygHUKHA
Kadenpsl IPMHMMAIOT yUYacTye B paboTe mpobuIbHOM
KOMMCCUM TI0 TTa/JIMaTUBHOM MeAUIIMHCKO ITOMOII
Mwunsnpasa Poccun, BXOASAT B COCTaB pegaKLMOHHON
KOJIJIeT UM TeMaTu4deCKuX KypHanioB «[lajimnaTuBHas
MeauIMHA U peabuauTauysa» u «Pallium: nananaTns-
Hasl ¥ XOCIMCHAs TOMOIILb».

CrienasucTbl Kadepbl yYacTBYIOT He TOJbKO B Ha-
YUHBIX MEPOTIPUSITUSIX C TOKJIaJaMMU, SIBJISIIOTCSI MOJie-
paTopamMu U mpenacegaTeasiMu MpoGUIbHBIX CEKIINIA,
MIPOBOJISIT TeMaTUYeCKMe BeOHaphl HA MeAUITMHCKUX
OHJIaMH-TUIOMAAKaX (TOPTaa MeAUIIMHCKOTO OHJIaliH-
obpasoBanus med.studio), HO 1 B IIe/IIX pacIpocTpaHe-
HMS OCBeJOMJIEHHOCTU U afanTalluu POCCUIICKOI ayau-
TOpUM K TeMe NaJJIMaTUBHOM MOMOIII AeTSIM aKTUBHO
IMyOJIMUKYIOTCSI B CpeCTBAaX MacCcoBOi MHGopMaIuu,
BBICTYIIAIOT Ha TeJIeBUIeHUU (TIePBbIi MeJULIMHCKU
KaHaja 1med.tv, TenexkaHan «MockBa 24», raseTa «Mo-
CKOBCKasl MeJUIIMHA Cito).

Co3paTh, MOAaePKUBATh U pa3BUBaTh 3(PGEKTUBHYIO
CUCTeMY NaJIJIMaTYUBHON ITOMOIIM IeTsIM 6e3 KBanudu-
LIMPOBaHHbBIX KaJIPOB HEBO3MOKHO. [I03TOMY OTpOMHOE
3HaueHMe MMeeT KaueCTBeHHas MOJATr0TOBKa Bpaveit
U CpeiHero MeAUIIMHCKOTO ITlepCcoHasia He TOIbKO CIiel -
M3V POBAHHBIX MAJIMATUBHBIX MO pa3ieeHn i, HO
U TTOBBIIIEHME KBaAUMUKALMY BCeX MeIUIMHCKUX pPa-
OOTHMKOB B BOIIPOCAX, CBSI3aHHbBIX C OKa3aHMEM 0CO60r0
BUOA MeIUIMHCKONM IIOMOIIM OeTsIM — I1aJlJIMaTUBHOMI
MeIUIMHCKOI ITOMOII M.

3aknroueHue

3a 10 meT mpakTUUYECKM HA IYCTOM MeCTe, He uMes
aHaJIOroB, YIaJ0Ch CO31aTh yue6HOe MoapasaeieHue
yHUBepcuTeTa, chopMupoBaTh KOMaHAy Mpenoaa-
BaTesell, COCTaBUTD IJIAaHbI PabOTHI U YCIIEIIHO pe-
aJ7n30BbIBATb 3TU IJIaHBI, HOATOTOBUB K OKa3aHUIO
MaJUIMATUBHOM MeIUIIMHCKOM IMTOMOIIM IeTsIM 60Jjiee
1000 Bpaueit pa3JIMUYHBIX CIelIMaJbHOCTEN, OCHOB-
HYIO 4aCTb KOTOPBIX COCTAaBUJIU Bpauu-TeguaTpPHI.
[TepcrieKTMUBBI pa3BUTUS Kadeapsl 3aKII0UAIOTCS
B COBEPIIEHCTBOBAHUY MTPOTPpaMM 0OyUeHMSI Ha OC-
HOBe MOTpebHOoCTe MPaKTMUEeCKOTO 3JpaBoOOXpaHe-
HUSI, HAKOTIJIEHUU ¥ HAYyYHOM aHaau3e KIUMHUYEeCKUX
HaOTI0IeH N1, COBEPIIEHCTBOBAHUM CYIECTBYIOIINX
¥ pa3paboTKe HOBbIX METOIOB ¥ IIPMEMOB OKa3aHM S
[IMII peTsim, a TaKKe B peajausanuu IyTei gosee-
HUS 9TO¥ MHPOPMALMM A0 NPAKTUUECKOTO CIeI M-
anmucra.
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AHHOTaUUA

[laHHas CTaTbg pacCMaTPMBAET POJIb COBPEMEHHDBIX CUMYAALMOHHDBIX
TEXHONOTVI B 06Pa30BaHNN CPEAHEr0 MeAMLMHCKOrO NepCoHana.
ABTOpPbI MOAYEPKMBIIOT BAKHOCTb P33BUTUS NPaKTNYECKIX HaBbI-
KOB V1 NpOdeCC1OHANBHON FOTOBHOCTY K BHELUTATHBIM CUTY3LMAM,
X3apPaKTEPHbBIM AN AE€TCKOV N3AANITUBHOM MEAVUMHCKOW MOMOLLM.
ObCy>KA3eTCs BAUSHVE N3NNNTUBHOTO YXOA3 Ha K3YeCTBO XKM3HU
LieTel 1 X CeMEN, 3 TaKXKe aCcneKTbl KOMMYHWK3LMK C NaLMeHTaMU.
ABTOPbI BbIAENSIOT NPENMYLLECTBA CUMYASLMOHHOTO 00y eHNs,
TaKwe Kak 6e30MacHOCTb, MHANBUAY3N33LUMS U MTHOBEHHAs 06-
PaTHas CBA3b, MOAYEPKMBAA NX BAXKHOCTb /15 NOBbILIEHVS YPOBHA
NOArOTOBKM MEAULMHCKIX CMELMANNCTOB 1 obecrnederns 6e3onac
HOCTM NauneHToB. OBCYKAIOTCH IMOLMOHA/BHbIE U 3D dEKTVBHBIE
aCNeKTbl CUMYASLIMOHHOTO 0BYYEHIS, 3 TAKXKE ero BK3Z B pa3suTie
3MMNATUM 1 MEXMPOPECCUOH3NIBHOTO B33UMOAENCTBIS,

B LienoM cTaTbs NoAYepKMBIET BAXKHOCTb CUMYASLIMOHHbIX TEXHO-
NOTNIA B COBPEMEHHOM MeAMUUMHCKOM 00p330B3HUI, OCOOEHHO

B KOHTEKCTe 0ByYeHVs CNeLmnaancToB, paboTaoWmMX C AETbMMU, HyX-
J3IOLLMMUCS B N3AAVBTUBHOM MOMOLLN.

KnloueBbie cAOBa: MeLLMHCKOe 06Pa30BaHIie, KOMMETEHLMN MeaN-
LMHCKOrO NePCOHaNa3, NaAANATUBHAA MeANLMHCK3s MOMOLLb AETSM, UH-
TePaKTUBHOCTb 0OYYEHNS, IHHOB3LWM B MEAMLIMHCKOM 06Pa30BaHNN.

Abstract

This article examines the role of modern simulation
technologies in the education of nursing staff. The authors
emphasize the importance of developing practical skills and
professional preparedness for emergency situations typical of
paediatric palliative care. The article also discusses the impact of
palliative care on the quality of life of children and their families,
as well as aspects of communication with patients. The authors
draw attention to the benefits of simulation training, such as
safety, individualization, and immediate feedback, highlighting
their importance for improving the training of healthcare
professionals and ensuring patient safety. The emotional

and effective aspects of simulation training are analysed, as

well as its contribution to the development of empathy and
interdisciplinary communication. Overall, the article stresses

the key role of simulation technologies in modern medical
education, especially in the context of training specialists
working with children in need of palliative care.

Key words: medical education, skills of medical staff, pediatric
palliative care, interactive learning, innovations in medical education.

BBepeHuUue

CUMYJISIIMOHHBIE TEXHOJOTUN — 3TO 06pa3oBa-
TeJibHas TEXHOJIOTUS, IT03BOJISIONIas IProopecTH,
YCOBEPIIeHCTBOBATh MPAKTUUECKUIT OMIBIT 06yyUa-
IOIerocs ¢ MOMOIbI0 MCKYCCTBEHHO CO3IaHHOM
CUTyallUU B UHTEPAKTUBHON MOAENN, aHAJTOTUUYHON
npodeccuoHaNbHOM. IcCTOpUYECKHU CIOXKUIIOCH,
YTO TakMe TeXHOJIOTUYM BO3HUKIJIU B TeX OTPacCsX,
rme coBepiaeMble OMMUOKY NPUBOASIT HE TOTHKO
K 60b1IMM (GMHAHCOBBIM 3aTpaTaM, HO U K UejoBe-
YeCKUM MOoTepsaM (aBuallusl, aTOMHAasl SHepreTukKa,
MeauiuHa). Pabora cpegHero MeaMIIMHCKOTO Iep-
COHAaJIa B JeTCKOM MaJjauaTuBe — 0COObIif BU IIPO-
(deccroHanbHOM EesITENIbHOCTH, XapaKTepU3y o uiics

COCTOSIHMEM ITOCTOSIHHO MCUXO0IOTMUeCKOi FTOTOBHO-
CTY K BHEIITATHBIM CUTYal[MsIM, HEOJIArOIPUSITHBIM
M3BECTUSM, IMOI[MOHAIbHOI BOBJIEYEHHOCTH B MPO-
671eMbl pe6GEeHKA U €ro CEMbJ, yMeHMeM OpaTh Ha cebst
OTBETCTBEHHOCTH ¥ IPUHMMATh pelleHus B Ipeaeaax
CBOMX KOMIETEHI M. [TaqnmaTuBHAS Me IUIIMHCKA S
IMOMOIIIb OTIMYAETCSI 3HAUMTENbHO 60Jiee BbICOKOIA
POJIBIO CPEIHEr0 MeAMIIMHCKOTO [TIepPCOHasIa 110 CpaB-
HEHUIO C IPYTUMU BUIAMU MeIUIMHCKO TOMOIIIN:
37eCh KaK HUTIe 60Jiee BeJMKa POJIb CECTPUHCKOTO
yxopa, 6;arogapsi KOTOPOMY MOKHO ITPOGUIaKTUPO-
BaTb MHOTME XapaKTepHbIe OCA0KHEHMST (TPOJIEKHHA,
KOHTPAaKTYPbl, BEHTUJISAIMOHHO-ACCOLMMPOBAHHbIE
ITHeBMOHMY, KaTeTepaccolupoBaHHbIe MHPEKI NN
u T.1.). laske 60JieBble CUHIPOMBI He BCcerga Tpeoy-
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10T (papMaKoJOrMUecKoi MOAAEPKKY U MOTYT ObITh
CKOPPEeKTHPOBAaHbI HEMeAKaMeHTO3HbIMU CpeCTBa-
mMu ob6serueHms 6oam. OgHaKo IMOATOTOBKA TaKOTO
MeIUIIMHCKOr0 paboTHMKA HEBO3MOKHA 6e3 MHOTO-
KPaTHOTO ITIOBTOPEH NS, OTTaUMBAHMS, 3aKpeIlJIeH s
MPaKTUUYECKUX HAaBBIKOB B YCJOBUSIX O€30IacHOI
paboueii cpenbl 1 6€3 pucKa O MallMeHTa.

0co6EeHHOCTHU AETCKOW NaAAMaTUBHOM
NOMOLLMU

I[IpakTu4yecky Bce onpeneseHMs NaaljauaTuBHON
MTOMOIIM IeTSIM COAepsKaT OCHOBHYIO UEI0: 3TO KOM-
MJIeKCHBIN MOAXO0N, K TSIKeJio 6oJieiolieMy pebeHKYy,
MMeIoleMy OTpaHMYEHHbI CPOK XXM3HU BCIEICTBIE
Heu3JIeuMOTO 3a601eBaHMSI, U IOMOIIb KaK CAMOMY
peb6eHKy, TaK ¥ YJileHaM ero CeMbU C IL[eJIbI0 YIyu-
IIeHMs KadyecTBa kM3HMU. OMHAKO HEPEIKO MOXHO
CTOJIKHYTHCS C HEIIOHMMAaHeM, HEKOTOPbIMU Mpe-
ny6esxIeHUsIMU, TOPOJt Jaske ¢ BpakaeOHbIM OTHO-
lIeHueM K OKa3aHMIO MajJaMaTUBHON Me U MHCKOMI
MOMOIIM eTsIM. B uacTHOCTH, BCTpeUarOTCs TaKye
TOYKM 3PEHUS:

* «3auem exnadeleams deHveuU, ecau peGeHOK 8ce
pasHo ympem?2»

JK13Hp pebeHKa OeiiCTBUTENIbHO MMEEeT CBOU
OTpaHMUYeHM s, HaKjaJgblBaeMble 3a60/IeBaHMEM.
OpHako MmajaaMaTMBHAs MOMOIIb CIIOCOOHA 0Ka3aTh
CyllecTBeHHOe BAMSIHME Ha yJydllleHue KauecTBa
SKM3HMU MAlMeHTa U ero CeMbM IyTeM 00e3601Ba-
HMSI, TOI60pa CIeMaIbHBIX CPEICTB AJISI Oy IIeHN S
(busmuueckoro kombopra, 06ydeHus, IOCENEHUS
pa3IMUHBIX MEepPOTIPpUSITUI U T.1. UeJIOBEK HE MO-
SKeT U He TOJIKeH PacCMaTPUBATbCS TOJABKO C TOUKMU
3peHMs MOJIb3bI AJIS 06IeCTBa, MHAYE 3TO MPUBeIeT
K «p0o60oTMU3anMmn» KaxkI0TO 13 Hac.

* «[lannuamue — amo GeCKoOHeuHble Ce3bl U 20per.

Bosie3sHb pebeHKa, 0COOGEHHO HEM3IeuumMas,— 3TO
IeiicCTBUTENIbHO 60JbIIIOE TOPe, HO KaUYeCTBEeHHA s
MaJiIMaTUBHAS ITOMOIIb ITO3BOJISIET GIM3KUM POJ -
CTBEHHMKaM OoJeroliero pebeHka 1 caMmoMy pebeHKY
KOHCTPYKTUBHO CITPABJISITHCSI CO CBOMMM MEPEKU-
BaHMSMMU, USMEHUTDb CBOE OTHOIIEeHMEe K 60JIe3HM,
MTOMOYb AT POBATHCS B MSMEHMBIINXCS SKMU3HEH-
HBIX yCJIOBUSX. [lannnaTuBHAS MTOMOIIb 3aK/II0YAET-
Cs1 He TOJIbKO B 00e360JMBaHMM, HO ¥ HallpaBjieHa
Ha COILMANbHYIO, ICUXOJTOTUUYECKYIO, OPUIMUECKYIO
MO IePKKY U MOMOIIb. ITomgepskKa CenuaaucToB
SIBJISIETCSI CYIEeCTBEHHBIM MOACIIOPhEM JIJISI CEMbMU,
KoTOpoe GOPMUPYET CITOKOVCTBUE U YBEPEHHOCTD,
o6benuHseT pe6eHKa, CeMbI0, OJIM3KUX POACTBEH-
HUKOB U Jpy3ei.

* «[lannuamue = cmepms, XOCNUC = CMepMb».

[TanauaTuBHAS MTOMOIIb — 3TO He BMeIIaTeJsb-
CTBAa C LIeJIbIO MOJTHOCTHIO M3JIEUUTh IMAI[MEeHTa, 3TO
KOMIIJIEKC Mep 10 YJYUIIeHNI0 KaueCcTBa KMU3HU
6oneroniero yeysopexka. CjiejoBaTe/bHO, MaIMaATUB-

Has ITOMOIIb [IOMOraeT MmalueHTaM XUTh 6e3 601n,
MUHMMM3UPOBATh IICUXOJIOTMUECKOE HAIIpSIKeHue,
YAYUYIIUTh afanTaui K HOBbIM XM3HEHHBIM YCJIO-
BUSIM, IIOMOTaeT 60JieolneMy Pe6eHKY U ero ceMbe
B cOLlMaJM3aluu U T.4,. BMecTe ¢ 3TUM Ha/iMaTUBHA S
IMOMOIIb BKJIIOUAET ¥ XOCIIMCHYI0 TTOMOIIb, KOTOpast
TOYHO TaK ke HallpaBjeHa Ha yJOoBJieTBOpeHMe 1o-
TPeOHOCTEeIi B KOHIIE KM3HU pe6eHKa C COXpaHeHueM
r'YMaHHOTO ¥ YBaXKMUTEJIbHOTO OTHOIIEHUS K IMUHO-
cTy 60JI€I01ero yejoBeka J0 KOHIIA.

¢ «/lemckutli naaauamus He omauuaemcs no yxooy
0m 83p0oCyi020».

[MoTpebHOCTU GONEOIIero pebeHka 1 60JeI0ero
B3pOCJIOTO KapAMHAJNIbHO pa3Hble, XOTS U MMEIOT
HEKOTOpbIe TOUKYM COMPUKOCHOBEHMS B CYTU U CYIII-
HOCTM OKa3aHMUs NaJauatuBHoi momoiiu. Oco6oe
BHMMAaHMe IIpY OKa3aHUM MaJJIMaTUBHON MOMOII M
pe6GeHKY COCTaBJISIET YAOBJIETBOPEHME TaKMUX KJTIO-
YeBBIX TOTPEOHOCTEN, KaK HaXOXIeHMe OJIM3KUX
POICTBEHHMKOB BMecCTe ¢ pebeHKoM (pusnueckas
U IICUXOJIOrMUYecKast 6€30MacHOCTh); Hajauuue pasBiu-
BAMOIIMX 3aHATUI (MI'POBOI, 06yUaIOIMit, BOCIIUTHI-
BAIOIIMI ¥ pa3sBUBAKILMIT KOMIIOHEHTHI); COLMAT-
3a1us (pa3BUTME KOMMYHMUKATMBHOTO HaBbIKA) U JP.

¢ «/lemu HUUE20 HE NOHUMAOM / HUUE20 He UYy8-
cmeyom».

IOeTu c Heu3jeuuMbIMM 3a60/IeBaHMUSIMM 4aCTO
OBbIBAIOT MHTEJJIEKTYAJIbHO HECOXPAHHbI, OHM HE MO-
I'YT YOPaBJASITh GU3UIECKUM TEJOM U HE OTBETST
Ha Borpoc: «Kak TBou fiesa?». IM CJIOKHO yXa>kuMBaTh
3a co000Ji U BBIMIOJIHSATD 3JIeMeHTapHble TUTUEeHU-
yeckyue M MeaUIMHCKMeE Tpolenypbl. Ho B 1o6om
ciiyyae pe6eHOK BHE 3aBUCUMOCTM OT 3a0601eBaHMSI,
YTPOXKAIOIIEro ero XU3Hu, COXpaHsIeT SMOILMOHAJb-
HYI0 M GU31MUYeCKYI0 MPUBSI3aHHOCTDb, YYBCTBU-
TEeJbHOCTH K 60JIM, BHYTPEHHUI MUD, TOTPEOHOCTH
B OOIIIeHVN, B Pa3BUTUM, B UTPaX.

B oTnuune oT masauaTUBHON MTOMOIILM B3POCIbIM
MamyMeHTaM C OHKOJIOTMUYeCKUMU 3a601eBaHUSIMU
B TEpMUHAJAbHON CTaAMM, KOTA IePUO YMUPAHUS
COCTaBJISIET OCTAaTOYHO KOPOTKMIL M 4aCTO MPOTHO-
3MPYEMbIil OTPE30K BpeMeH!, JeTCKOe MaJIMaTUBHOE
COTIPOBOK/IeHMe HAITPaBJIeHO Ha YXO/I, U Mo IepskaHue
KauecTBa KM3HU pebeHKa C TSKeJbIM XPOHUUECKUM
MIPOrPeCcCUpPYIOLIMM 3a00JIeBaHMEM, C KOTOPBIM OH U €TI0
CeMbsI OYIYT KUTb IJIUTEIbHBIN ITePUOo, HepeaKo MC-
YMC/IIEMbIN rofaMu U fecaTuieTusaMu. bosbinast yacTb
KOHTMHTEHTa AeTel, MoAyJdalolx MaJauaTuBHYI0
TIOMOIIIb,— 93% — IpecTaB/ieHa HEOHKOJIOTMYeCKOJ Ia-
Tonoruen (42% — BpoXKIeHHbIe TIOPOKYM Pa3BUTUS U re-
HeTuueckye 3aboyieBaHmsI, 23% — cepeuHO-COCYAMCThIE
3aboseBaHus, 16% — npyrue 3a6osieBaHus B CTPYKType
HEeOHKOJIOTMYeCKMUX 3aboeBanmuit, 12% — 6o1e3uu
HeoHAaTaJIbHOTO Iepuoaa). Takum o6pa3om, uem
paHblie 6yJeT OKa3aHa KOMIJIEKCHAS MajiMaTUBHA S
ITOMOIIb C paHHEeN MPOPMIAKTUKON COMYTCTBYIOIINX
OCJIOKHEHMIT, TeM 6pIcTpee 1 9ddeKTUBHEE TTOTYUNUTCS
YIYUIIUTD KAUeCTBO KU3HU pebeHKa 1 ero cemMmbn [4].



MOKHO BBIZENUTD CIeAYIOIIie OTIUYMS e TCKOA
NMajJinaTUBHON MOMOIILU OT B3POCJIOIA:

¢ TIPOTHO3, IPOIO/IKMUTENIbHOCTD KU3HU U QYHK-
IIMOHAJbHBIN MCXO, KaK ITPaBuUJIO, MEeHee SICHBI,

¢ 13-3a HESICHOTO MPOrH03a NaVIMaTUBHYIO I10-
MOIIb MTPUXOAMUTCS Yallle MHTerPUPOBATh C MHTEH-
CUBHOIJ Tepanueit, u3MeHsIOLIel TeueHue 60JIe3HN,
VIV MEePOTIPUSITUSIMMU T10 TTOAJeP>KaHUI0 KU3HU,

+ GoJIbllIee IMOIMOHATbHOE HATIPSIKeHMe IJIST PO/I-
CTBEHHMKOB M MeIUIIMHCKOrO MepcoHasna, Beab Ts-
sKeJIble U YIPOoKalouye sKM3HY 60/1e3HM He SIBISIOTCS
HOPMOIJ1 IJI1s1 JeTCKOTO BO3pacTa;

¢ TAIMEHTHI MOCTOSTHHO MEHSIIOTCS C BO3PACTOM:
bu3uUecKky, KOTHUTUBHO U 9MOIIMOHAJBHO;

¢ y IeTeii B Ipolecce PoCcTa U pa3sBUTHUS HEITPEPHIB-
HO MEHSIIOTCSI IOTPeOHOCTD B MHPOPMAI MM, OTIbIXE
1 06pa3soBaHUM, MeXaHU3Mbl 60PbOBI CO CTPECCOM,;

¢ HYKHBI 3HAHUS U OMBIT, YTOOBI OTIpEAEUTh
YPOBEHDb KOTHUTUBHOTI'O/3MOIMIOHATbHOT'O PA3BUTHUS
peGeHKa 1 pa3roBapMBaTh C HUM B COOTBETCTBYIO-
meit 5TOMY YPOBHIO MaHepe: coobmarh Hanbosiee
MMOAXOASIIYI0O MHPOpMaLio 0 60JIe3HM B HEOOXOI M-
MbIX 00'beMaxX U Y3HaBaTh B3IJISIAbl peOeHKa Ha yXOf,
3a HUM.

I Xopolieit KOMMYHMUKAIIUY C TAllMeHTaMU U UX
ceMbsIMU TpebyeTcst BHMMAaHMe K 3TaIly pPa3BUTUS pe-
6eHKa, ero SI3bIKY, KyJIbType ¥ IMOHMMAaHUIO 60JIe3HA
MallMeHTOM M er0 CEMbEJi, a TAKKe K YPOBHIO JOBEPUS
ceMbM CUCTeMe 3apaBooxpaHeHus. [TaminaTuBHas
ITOMOIIb J€TSIM YUUThIBAET, HACKOJIBKO 3TO BO3MOKHO,
co6CTBEeHHYIO MH(POPMAIMIO pe6GeHKa O CUMIITOMAX,
MCIIONb3YSl, HAIPUMeD, IPUHSThIE TIeAuaTpudecKue
IITKaJIBI 17151 OLleHKM 60sn. TIpy oKa3aHuy MayIMaTyuBHOM
TTOMOIIIY He06X0IMMO MaKCMMaIbHO YBakaTh IIEHHOCTH
KaskJI0ro pe6eHKa 1 ero CeMbi, BbISIBJISISI 0COOEHHOCTH
TTOHVMAaHMSI CeMbeii ¥ pe6eHKOM CaMOoro ITpoliecca jieue-
HUS U ero ueseli. [TalyeHTsl, KOTOpbIe ellle He JOCTULIN
COBEpIIEHHOJIETUSI, MHOTJa MOTYT He COraliaThCs
CO CBOMMM POAUTEJISIMU UJIU OTIEKYHAMM U TTO-IPYTOMY
OIIEHVBATb CBOE COCTOSIHME U ITpo6eMsbl [7].

CUMYAAILLMOHHbIE 06pa3oBaTeAbHble
TEXHOAOTUMU B NOATOTOBKE CpeAHero
MeAULMHCKOro nepcoHaAna

HeoTbemiemoii yacTbl0 COBpEMEHHOTO MeJ -
IIMHCKOTO 06pa30BaHUSI CTAHOBUTCSI 0OyUueHMe
C UCII0JIb30BaHMEM CUMYJISILMOHHBIX TEXHOJOTUIA.
Cumynsiuus — MmeTo[ o0yueHMsl, CO3aomuit uc-
KYCCTBEHHYIO CUTYyall /10, KOTOpasi TOYHO OTpaskaeT
CJIOKHBIE TIPOGJIEMBI PeaJibHOTO MUpa U MO3BOJISIET
06yUJaouMMCS TOTYYUTD [EHHBII OTBIT, YIYUIIUTD
CBOV HABBIKM M HAYUYUTHCS pemraTh Npob6IeMbl,
KOTOpble MOTYT OBITh HELOCTYIHBI IJI51 HUX B pe-
anbHOI kM3HU. Takoit MeTon 06yUeHM S MO3BOJISIET
MeIMLOVHCKUM CIleyuajanucTaM OTTauMBaTh HaBbI-
KM ¥ YME@HMUSI, IOBBINIATH YPOBEHb 6€30MaCcHOCTHU
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U KayecTBa MeAMIIMHCKOI IMTOMOIIM B 6€30MHacHOIA
cpene v 6e3 pucKka JJis HalMeHTOB: MCIIOIb30BaHe
CUMYJISITOPOB ¥ BUPTYaJIbHBIX MOJZejielt 03BoJIsIeT
n36exaTh OMacHOCTEN, CBSI3aHHBIX C pabOTOIi B pe-
aJbHBIX CUTYALUSX.

Hau6osee mpeanouTUTeNIbHOM i OpraHu3aun
00yueHus ¢ IpUMeHeHeM CUMYJISIIIMIOHHOT0 060py-
IOBaHUS IBJSIETCS Kyaccupuranuss 060pyaoBaHms
10 TUMNaM pPeaquCTUUYHOCTU:

1-ii ypoeeHdb 8u3yanbHulii: Kaccuieckue yueOHble
moco6us, 3JIeKTPOHHbIe YUeOGHUKY, OOyUalolue
KOMIbIOTEPHDIE UTPHI;

2-1i ypoeHb MAKMUJIbHbII: TPEHAKePhl MPaKTU-
YeCKMX HABbIKOB, peaJIMCTUYHbIe GaHTOMBI OPraHoOB,
MaHeKeHbI CepeuHOo-JIeTOUYHOI peaHMMAal UK, Ha-
rnpyumMep GaHTOM IJIs OTPabOTKM MHTYOALIMY TPaXen;

3-ii ypoeeHb peakmueHbslil: MaHEeKeHbl HU3IIEeTro
Kyacca peanuctuunocTu (Low-Fidelity) pearupyioTr
Ha JIeiicTBUSI 00y4yaeMbIX JIMIIb OTPaHMYEHHBIM Ha-
6OpPOM MPOCTHIX QYHKIMIA;

4-ii ypoeeHb agmomamu3upo6aHHbslli: MaHEeKeHbI
CpeIHero Kjacca peajJMCTUUYHOCTU XapaKTepusy-
I0TCS aBTOMaTUUYECKMMMU peakuusIMM Ha JeiiCcTBUS
o6yJaeMbIX;

5-ii yposeHs annapammstii: CUMYJISITOP CpeHETO
Kjacca peaJUCTUYHOCTHU B TajiaTe, OCHAIleHHOM’
MeIUIMHCKOM Me6esblo U allnapaTypoii; TpeHaxep,
YKOMHHeKTOBaHHbIﬁ peaJbHbIM MeOMIMHCKUM 060—
pyIOBaHUEM;

6-ii ypoeeHb UHIMePAKMUBHbBIII: POOOTHI-
CUMYJISITOPBI TTallMieHTa BbICIIEero KJjacca peajucTuu-
Hoctu (High Fidelity) u BupTyaJbHble CUMYJISTOPHI
c 06paTHOJ TaKTUIbHO CBSI3bIO;

7-1l ypoeeHb UHIMEe2PUPOBAHHDIII: KOMIIJIEKCHBIE
MHTETrpUpPOBaHHbIE CUMYJISIIIMOHHbBIE CMCTEMbI — B3a-
MMOJeICTBYIL[ME BUPTYaJdbHbIe CUMYJISITOPHI [3].

CoBpeMeHHbIe CUMYJSIMOHHbIE TEXHOJOTUU
B 06pa3oBaHMUM UTPAIOT KJIIOUEBYIO POJIb B TPaHC-
dbopmanuu nmogxomoB K 00yUEHUIO MeIUIIMHCKOTO
repcoHasa. T MHHOBAI MM He TOJbKO IMpeoCcTaB-
JISIIOT 00YYAIMIMMCS BO3MOKHOCTD IPAaKTUKOBATH
HaBBIKVM B PeaJMCTUUYHBIX CIleHAPUSIX, HO TaKXKe
CyIIeCTBEHHO MOBBIMAKT YPOBEHb MOJATOTOBKM,
0CO6EHHO B 06J1aCTM MaJIMATYUBHOM IMTOMOIIN TETSIM.

[IperMyliecTBa TaKOTO MOJX0/Aa BKIOUAIOT:

1. PeanuctuuHbie ciieHapuu. PaspabaTbiBaroTCs
peanucTUYHbIE CIleHAPUN, UMUTUPYIONIE CI0XK-
Hble CUTYyalUM, C KOTOPBIMU MOTYT CTOJKHYThCS
CMenuaJnucThl B paboTe ¢ AeTbMU, HY KA MMUCS
B MaJJAMaTUBHON MOMOLINU. DTO MIOMOTaeT TPEeHU-
poBaTh HAaBbIKM B peaibHbIX YCAOBUSIX, UTO BaXXHO
IIJISI TOATOTOBKM K CJIOKHBIM MOMEHTaM B ITpaKTHUKe.

2. IpyMeHeHUEe TeOpUM HA NMPaKTHUKe.
Keiic-ciieHapuu O3BOJISIOT CIel[aJucTam npume-
HSITb CBOM 3HAHMS B PeajbHbIX CUTYaAIUSIX, UTO CO-
JIeJiCTBYEeT JyUYIlIeMy 3alIOMMHAHUIO U TPUMEHEHU IO
MOJy4yeHHOV MHGOpMaI My B IOBCETHEBHO MpakK-
TUKeE.

NMAAMATUBHAA 7‘
N XOCMUCHAA

A
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3. BesonmacHoe o0yueHue. besomnacHoe okpy-
SKeHMe JIJIsI MPaKTUKM, TJe MeAUIIMHCKUI ITepCcoHal
MOJXeT 0CBayBaTh HOBbIE HaBBIKY 6€3 prcKa s ma-
LIMeHTOB.

4. UaauBuUayanusanusa ooyuyenms. TeXHOJIOT UM
MMO3BOJISIOT HACTPaMUBaTh CIleHAPUM B COOTBETCTBUU
C YPOBHEM OTIbITAa 06YYAIOIIErocs, YTO CII0COGCTBYET
VHAVBUIYAJIbHOMY 00yUEeHUIO.

5. O6paTHas cBSI3b B peXXMMe peaJbHOro Bpe-
MeHU. CUMYISIIIUU ITPEAOCTABSIIOT MITHOBEHHYIO
06pPaTHYIO CBSI3b, UTO MMO3BOJISIET OOYYAIOI[MMCS
yJIyuIIaTh CBOM HaBbIKM HEIOCPeACTBEHHO B MPO-
mecce o6yueHus.

6. IloBpilieHMe sMIiaTum. BusyajabHble U 3BY-
KOBbIE 3JIEMEHTBI B CUMYJISIIIUSIX MOTYT CO3/1aBaTh
60Jiee SMOIMOHAIbHbIE U PeaNTMCTUUYHbIE CUTYAIIUN,
YTO CITOCOOCTBYET PA3BUTHUIO SMITATUY U TTIOHVMAHU S
TICUXOJIOT UMY TTAallMEeHTOB.

7. NoBpimieHMe 3¢ PeKTUBHOCTYU OOyUEHMS.
O6yueHMe C UCTIOJb30BAHMEM CUMYISIIMOHHBIX
TEXHOJIOTUI MOXeT GbITh 60Jiee MHTEPECHBIM U BO-
BJIEKAIONMM. ITO CITIOCOOCTBYET JTyUIIEMY YCBOEHUIO
MaTepuasa U NOATOTOBKe 60iee KOMIETEHTHBIX
creuuaamucTos [6].

Pa3BuTHMe MPAaKTUUYECKUX HABBIKOB B COUETAHUU
C TeOpeTMUYEeCKUMMU 3HAHUSI MU SIBJISIETCS KIIOUEBbIM
acIeKTOM O0yUYeHUS MeOUIIMHCKNUX CIIeIMaTCTOB.
Vicronb30BaHyMe CUMYSIIMOHHBIX TEXHOJIOTHU C T1e-
penoBbIM 000PYAOBAHMEM Y BHICOKOKAUECTBEHHBIMMU
CUMYJISITOpaMu o3BosisieT 3hGheKTUBHO TPEHMPOBATH
00y4YarImMXCs, TPeIOCTaBIsISI UM peasbHble ClleHa-
pUM U yCIIOBUS paboThl. [IpenmyiiecTBa TaKOro moji-
X0JIa BK/TIOUAIOT HE TOJIBKO YIYUIIeHMe TeEXHUUECKUX
HaBBIKOB, HO ¥ pa3BUTHeE MeXITpodecCMoHaIbHOTO
B3aMMOJeNCTBUSI, KOMMYHUKATUBHBIX HABBIKOB
U c1I0cOO6HOCTh OBICTPO U 3G PEKTUBHO pearnpoBaTh
Ha HeCTaHOapTHbIE CUTyaLUN.

TeXHOJIOTUM UMUTAIIMOHHOTO MOJIeJIMPOBAHM S
CITOCOGCTBYIOT MOBBIIIEHUIO YPOBHS 6€30MaCHOCTA
MaIMeHTOB, TOCKOJAbKY MEAUIIMHCKYE PAOOTHUKMA
MOTYT YUUTHCS U COBEPIIEHCTBOBATb CBOM HAaBBIKU
6e3 pucKa AJIsI KU3HU U 3A0POBbS MAIMMEHTOB. JTO
He TOJIbKO pa3BMBaeT UX TeXHMUUECKMEe HAaBBIKM,
HO ¥ CITIOCOOGCTBYeT GOPMMPOBAHMIO IMOIMOHAb-
HOJi cTOMKOCTY U 9 HEKTUBHOTO B3aMMOIEeiCTBUS
B KOJIJIeKTUBe. becCIOpHBIMMU NIpeuMYyILeCTBaMM
CUMYJISIIIMOHHOTO TPEHMHTA SIBJISIOTCS YMEHbIIeHUE
YPOBHS CTpecca IIpy MepBbIX CAMOCTOSTENbHBIX Ma-
HUTTYJISIMSIX, BO3MOXHOCTh OTPa6OTKYM IeiiCcTBUIA
Mpu peAKUX U YTPOKAIOIMX XU3HU NTallMeHTa Cu-
TyalMsiX, BO3MOXHOCTh HEOTPAHMUYEHHOTO UMCJia
IIOBTOPOB [3].

CUMYJSIIIMOHHbBIE TEXHOJIOTUM, HECOMHEHHO,
He 3aMeHSIT MOJHOCTbhIO KIMHUYECKYIO TPAKTHUKY,
M YCJIOBUS JIIO60TO MOJEeMPOBAHMUS HEJb3s UTeH-
TuGUUIMPOBATH C aBCONIOTHON peanbHOCThIO0. Of-
HaKO, IPeIoCTaBisgs 06yUaroMMCcs BO3MOXHOCTb
IJIS1 IOCTOSIHHOM 1 6e30TacHO TPeHUPOBKY, 3TU

TeXHOJIOTMM MOTYT 3HaUMTeIbHO MOBLICUTb YPOBEHD
UX TMOATOTOBKY. ITO 0CO6EHHO Ba’KHO B MeIUIIMH-
CKOM 0O6pa30BaHUMU, IOe gake He6GOablIye OMIUMOKY
MOTYT MMETb Cepbe3HbIe MOCIeCTBUS.

ITo JaHHBIM pernoHaaAbHBIX MUHUCTEPCTB 34 PaBO-
OXpaHeHMs, MHOTOUMC/IEHHbIe TPYIHOCTY B OPraHu-
3aLMM MeIUIIMHCKO ITOMOIIY IeTSIM, HY>KIAIOIIMCS
B IIaJ/IJIMAaTMBHOM MIOMOIIIM, 3aKJII0YAIOTCS B AeUIuTe
Kanpos [8]. [aBHOI coCTaBSIONIEl TPOrpaMMBbl 00Y-
YeHMS 110 MTOAT0TOBKE MEeIUIIMHCKIUX cecTep MIJIsl OKa-
3aHMS MMaJIMATUBHON MeAUIMHCKOM MTOMOIIN ITeTsSM
IOJIXKHO GbITh 00YUeHNe MPAaKTUIeCKUM HaBbIKaM
yxo[a 3a geTbMu. [[penmyInecTBa CMMYIISIIIMOHHOTO
MPaKTUIECKOro 06yUeHM ST HEOCIIOPYMbI: OHM IT03BO-
JISIIOT B XOJle OCBOEHMSI HaBbIKa He PUCKOBATh KM3HBIO
pebeHka, He TpebGyeTcs COrIacOBaHUS C POAUTENISIMU
/ 3aKOHHBIMM IpeaCcTaBUTeAIMM. [IpMHLIIMIIBI 360-
ThI, SMITATUU, 3P PEeKTUBHOro 06IIEHM S, PEIIVNMOCTH
M OTBETCTBEHHOCTHU Tepes nmpodeccruoHalbHbIM
IIOJITOM JIOJIKHBI GbITH OCHOBOIIOIATAIONIMMU B 3TOM
mpoiecce. B paMKax TakKux IMporpaMM MeIMIIMHCKIe
paGOTHMKM MTOTyYaT BO3MOKHOCTb Pa3BUBaTh HaBbI-
K¥ 90 HEeKTUBHOI0 B3aMMOAECTBUS C NeThbMMU U UX
POACTBEHHMKAMM, U3yUaTh CTPATETr UM pearnpoBaHMs
Ha CJIOKHBIE KIMHUYECKME ClieHapuy, a TaKXKe yIIy-
0JIEHHO 03HAKOMMTBCSI C OCHOBAMM ¥ PaCIiyPeHHbIMMU
acrmeKkTaMMu MajaauaTUBHON MeIUI[MHbI U CBSI3aHHBIX
C Heil obacTeii.

OnbiT ®rBMOY «MeAULUHCKUNA KOAAEAXK?

71 MOBBIIEHMST KauecTBa 0O0pa3oBaHMS U MO/ -
TOTOBKM KBaJU(PUUMPOBAHHBIX CHELMaTUCTOB,
CIOCOOHBIX CBOEBPEMEHHO aJallTUPOBATHCS K BbI-
TMOJTHEHUIO TPOdeCcCMOHANbHBIX 3a4a4 B YCAOBUSIX
OBICTPOV CMEHBI TEXHOJIOTHUI, @ TAKKe JIJIsI TOJY-
YeHUS SOTOJHUTENbHbIX KOMIIEeTeHI Ui, YMEHUT
¥ 3HAHU, HEOOXOIMMBbIX [IJIs1 06ecrmeYeHnsI KOH-
KYpPEHTOCITIOCOOGHOCTY BBIITYCKHMKA, ObIJI CO3/TaH
aKKpeaMUTaLMOHHO-CUMYASLMOHHBIN eHTp (ACIL).
LlenTp npencrasasieT co60¥ KOMIIeKC GYHKIIMO-
HaJIbHBIX 30H (IpefonepalOHHas1, OllepalMOHHbIN
6JIOK, CTAHIIMY HYTPUTUBHONM U pecOupaToOpHOIi
MoAJePXXKM, MHTEHCUBHOI Tepanuu U peaHUMaluu,
peabuINTONOT UM, MAIMATUBHON MeIUIMHCKOI
MMOMOII M), KaXKJasl U3 KOTOPBIX CelaJnu3upyeTcs
Ha omnpepesieHHON o6ysacTu mpodecCcuoHaTbHOM
MOATOTOBKMN.

CoBpeMeHHbIe CUMYJISITOPHI Mal[MeHTOB, KOTOPbI-
MU OCHAllleH aKKpeAUTALMOHHO-CUMYJISLMOHHbBINI
meHTp ®I'BIIOY «MeagUIIMHCKMIT KOJIJIeAK», T10-
3BOJISIOT MICIIOJIb30BaTh peajbHOe MeAVIIMHCKOe
o6opymoBaHue. CTaHIIUM U TIJIOMIAAKM C TTaJlaTAMU
060pyIOBaHBI peaTbHBIMM alIapaTaMy: UCKYCCTBEH-
Hot BeHTUASIIUU nerKux (UBJI) u nedubpunnsaro-
pamu, JKI'- 1 MHBIMM MOHUTOPAMM, acliMpaTopamu
Y KUCJAOPOAHBIMM KOHIIEHTpAaTOpaMu, IjieMmaMu



L7151 HeMHBa3uBHOI VIBJI pasHbIX BO3paCTHBIX TPYIII,
CIenuajaM3MpPoOBaHHBIMY KPOBATIMU U 060pyI0Ba-
HMeM [Js1 yXo/a 3a naiueHTaMu, BepTUKaan3aro-
poM, MOA'bEMHUKOM [IJISI IepeMelleHN s MaleHTOB,
MHQPY3MOHHBIMMU CHCTEMaMM, SHTepOMaTaMMu, Ha-
30TacTpaJbHBIMU 30HAAMU, TACTPOCTOMAMMU U T.7.
(pomo 1, 2, 3).

[To 3ampocy KJOUeBbIX MAapPTHEPOB KoJijaeasKa
MeTOIMYECKUM OTAeJIOM ObLJI pa3paboTaH MeXIuc-
nunanHapHsiii Kypc (MIK) 02.04 ITannmuatuBHas
IMOMOIIb, BXOSIIMI B TpodeccoHaNbHbIN MOAY/Ib
(TIIM) TIM.02 YuacTye B Je4eOHO-AMaTHOCTUUECKOM
" peabMIUTAIIMOHHOM Tporeccax. [TM.02 peanu3syercs
B cooTBeTcTBUM ¢ DI'OC no cnienmanbHocTy 34.02.01
CecTpuHCKOe [eo (prKka3 MuHMcTepcTBa 06pa3oBa-
Hust 1 Hayky PO N2 502 ot 12.05.2014) [1].

MK 02.04 ITannmuaTuBHAS IIOMOIIb SIBISIETCS
BapMaTUBHON YaCThIO YUEOHBIX I[MKJIOB IIPOTPaMMObI
MO/IrOTOBKY CIIelajucTa CpeJHero 3BeHa 1o creiu-
anpbHOoCTU 34.02.01 CecTpuHcKkoe geso. MJIIK 02.04
[MasnaTuBHAS TIOMOIIb peajn3yeTcs B 6-M ceMecTpe
3-ro Kypca 06yueHNs CTYOEeHTOB 110 CIIeIMabHOCTH
34.02.01 CecTpuHCKOe feyo B 06beMe 81 yaca, M3 HUX
18 TeopeTnyeckux 1 36 4aCOB NMIPAKTUUECKUX 3aHSITUIL,
a TaK)Xe BHEAyIMTOPHOI CAaMOCTOSITeIbHOI PaboThI
CTYIeHTOB — 27 yacoB. [l cnenuanbHocTH 31.02.03
JlabopaTopHas nuarHoctuka MJIK 02.04 IManamatuBHAs
TOMOIIb He TTPeJyCMOTpEH.

IIpu o6yueHUM IpodecCcuoHaTbHBIM MOIYISIM
10 peayi3yeMbIM B KOJIJe Ke CIeluaabHOCTIM pac-
MMcaHMe COCTaB/ISIeTCS TaKMM 00pa3oMm, UYTO CHavasa
obyualonuecs: MPoOXOAsiT TeEOpeTMUYeCKoe 0OyueHue,
majiee UAYT NpaKTUUYeCKMe 3aHSITUS, HA KOTOPbIX
CTYIeHTHI OTPabaThIBAIOT MPAKTMUECKVE HABbIKN.
B kosnenske peanu3syeTcst IPUHIIAII OTIepeskaroIero
o6yueHus. Tak, Ha 06pa3oBaTeIbHOM ITOPTAJIe KOJI-
Jiefi3ka IMpeAcTaB/IieH TeopeTUYeCK1ii MaTepuasl B BUie
3aIMMCaHHbIX BUAEOJEeKI[ Ui, KOTOpbIe CTYI€HThI TOJIK-
HBI ITpeIBapuUTeIbHO CAMOCTOSITE/IbHO TPOCMOTPETD.
Ilaymee BO BpeMsI TeOpeTMUYECKMX 3aHSATHUI MaTepual
3aKpervIsieTcs U yIIybJiseTcs, 3aTeM obydaoInecs
MIPMMEHSIIOT CBOM 3HAHMS M YMeHMST Ha TPaKTUUeCKUX
3aHATUSIX. [0 TaKOMY Ke TIPUHITUITY peann30BaHoO Ipe-
nomaBanue u 1mo MJIK 02.04 ITanauaTuBHAs IOMOIIb.

OTpaboTKa MpakKTUYECKMUX HABBIKOB IPU OKa3aHUM
MaJIJIMaTUBHONM MeAUIIMHCKONM ITOMOILM JEeTSIM OCYyIIeCT-
BJISIETCS B aKKpeAUTALIMIOHHO-CUMYJISIIIMOHHOM LIeHTpe
®OI'BIIOY «MeaUIIMHCKMI KOJJIeOK», OCHAIlleHHOM
Heo6XomMMbIM 060pymoBaHMeM. [I0 OKOHUaAHUM U3Y-
YeHNs TeOPUM U OTPABOTKM MPAKTUUYECKMX HABBIKOB
Ha npakTtuyeckux 3aHITUIX B ACIl CTygeHTbhI 3aKpe-
IJISIIOT MOJTyYeHHbIe 3HaHMSI Ha Y4eOHOI TpaKTHUKe,
KOTOpas IPOXOAUT Ha KIMHUUECKMX 0a3axX MapTHEPOB
KoJuTeska. [IpoMeskyTOUHBI i KOHTPOJIb 3HaHUIT 00Y-
varomuxcs mo MIIK ocymiecTBiasieTcs: Kak B popme
TeCTUPOBAHMS, TAK U B BUAE CUTYAI[MOHHBIX 3a/1a4
C BBIXOJIOM Ha BBITIOJIHEHME MMPaKTUUeCKUX MaHUTY-
nstiuit. [To 3aBepuieHuy ocsoenust MJIK 02.04 o6y-
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Hammuecsd nmpoxXoadaT IIPOMeXXYTOUHYIO aTTeCTalnio,
KOTOpast MPOBOAUTCS B Bue nuddepeHIIIpoBaHHOTO
3auyeTra. Tak kKak MJIK 02.04 saBisieTCsI COCTaBHOM 4Ya-
cThio TpodeccnoHanbHoro Mmoaysst [IM.02 Yuactue
B JIeUeOHO-AMAarHOCTUUYECKOM Y PeabMIMTAllMOHHOM
Ipolleccax, 1o 3aBepiieHuu o6yuenus o ITM npeny-
CMOTPEH UTOTOBbI KOHTPOJIb — KBaTU(PUKALIMOHHBIN
sKk3aMeH. TakuM 06pa3oM, MIPOMeKyTOUHAsI aTTecTa-
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[vHamMuKa pe3ynbTaTOB 0CBOEHUS 06y4atowmMmncs obpasosartesnbHol nporpammbl MAK 02.04
ManananaTnBHas NoMoLLb

Pe3ynbtaThl 2018/2019 2019/2020 2020/2021 2021/2022 2022/2023
Cpepauii 6ann 3,8 39 41 43 4.4
Kauectso, % 73,1 74,5 76,1 77,6 81,3

nus mo MK saBisieTcsI 4aCcThIO MTOTOBOM aTTeCcTallum
(kBanudUKaIMOHHOrO 9K3aMeHa). ITo pe3ynabraTam
KBaJIM(PUKALMOHHOTO 5K3aMeHa ITPOMCXOIUT OLleHKa
MpUOOpeTEHHbBIX 3HAHMIA, YMEHMI ¥ HABBIKOB, a TAKKe
OCBOEHMS TPodeccMoHaTbHbIX KOMIIETEHIMIT 06y Ua-
IO MMMCSI.

B nporecce o6yuenns mo MK 02.04 [Mannimatus-
Hasi IOMOIIb CTYJEHTHI OBJIAIeBAIOT CAe VIO UMM
nmpodeccuoHaJIbHBIMM HaBbIKAMMU:

¢ IIpMMeHeHMe B paboTe ¢ HeU31eUuMO 6OTbHBIMMU
rmalnyeHTaMy IPUHIUMIOB 6MOMeAUILIMHCKOM STUKY;

¢ OKa3aHVe HyTPUTUBHONM MOAIePXKKHU MaJJINaTUB-
HbIM MalMeHTaM C pa3JIMYHbIMU TUIIAMU TUTAHUS;

¢ JCII0JIb30BaHMe pPa3/JIMUHbIX METOJ0B U TeXHUKU
pecnupaToOpHOI MOAAePKKU y MallMeHTOB, HyX/1a-
IOLIMXCS B NaJJMAaTUBHOM MeAUIIMHCKOM ITOMOIILN;

¢ MCII0JIb30BaHMe HAaBbIKOB MO3UIMOHMPOBAHU S
U peabUAMUTALMM IIPU OKA3aHUM MaAJJAMATUBHON
MeOUIIMHCKOM TOMOIIA;

¢ OCyIIeCTBJI€HME CeCTPUHCKOTO yX0/la 3a malu-
eHTaMM IIpU OKa3aHUM NaJIMaTUBHON MeAUIIMHCKOM!
IIOMOII M.

MK 02.04 [TannnaTuBHas IMOMOIb pPeajnsyer-
cs1 B Kosmenske ¢ 2018 roga mo HacTosiliee BpeMsl.
ITo uToraM MOHUTOPUHTIOB, IPOBOAUMMBIX OpTaHM-
3anueii, 3a mepuo 06yueHusT Haba0gaeTCs MO-
JIOXKUTeNbHAS OMHaAMMUKA Pe3yJbTaTOB OCBOEHM S
obyuamuMumMucs o6pa3oBaTebHON TPOTrpaMMbl
MeXIMUCIUTUIMHAPHOTO Kypca 1 mpodeccruoHaabHOTO
monys [TM.02 B 1iesioM. Pe3ysibTaThl 00yUeHMSs TIpe-
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Juaepamma 1. [luHamuxa cpedHezo 6anna o0y4aoujuxcs
npu ocgoeHuu o6pasosameivHoli npozpammet MK 02.04
THanauamueHas nomows

cTaByieHbl B Tabnuile. KauecTBO 0O6yUYeHMs paccum-
THIBAETCS CJIeAYIOMMM 00pa3soM: (KOJIMUECTBO «OT.»
+ KOJIMUECTBO «X0op.») x 100% / ob1mee KOAUYECTBO
yualumxcs. bosee Harnsi4HO JaHHbIe IpeCTaBJeHbI
Ha nuarpaMmmax 1-2.

[MonoxxutenbHass AMHAMMKA pe3yJabTaTOB OCBOeE-
HMS 00yUaOIMMICS 06pa30BaTeIbHOM IMTPOTpaMMbl
M/JK 02.04 [TannuaTuBHAs MIOMOILb CBUETEIbCTBYET
0 BBICOKOM KaueCTBe CUMYJISIIIMOHHOTO ITPaKTUYeCKOT0o
06yueHust, 9 GHeKTUBHOCTY IpernogaBaHus Py UC-
MMOJIb30BaHUYM CUMYJISIIMOHHBIX 00pa30BaTebHbIX
TeXHOJIOTUA.

B 2022 romy 6b11 npuHST HOBBIN ®T'OC 110 cernu-
anbHOCTU 34.02.01 CecTpuHCKOe fejo (IpuKas
Munnpocsemenus Poccun N2 527 ot 04.07.2022) [2].
[Tepyuom 06y4yeHM S MO CHeIMaNTbHOCTY COKPATUIICS
Ha 1 rox. Ho o6yuyeHMe OKa3aHUIO MMaJIMaTUBHOI
MMOMOII M TTPOJI0JIKAaeT OCYIIeCTBASIThCS B paMKax
nmpodeccuoHasbHOro Mmoayss IIM.04 OkaszaHue Me-
JUIIMHCKOM MOMOIII U, OCYIILeCTBJIEHME CeCTPUHCKOTO
yxoma v HabII0IeH s 3a al[MeHTaMu pu 3a6ojeBa-
HUSX U (UJIN) COCTOSTHUSIX.

Iist paboTaoMMX CITEMAJNCTOB CO CPeIHUM
MeOUIIMHCKMM 06pa3oBaHMeM 110 CIIeMaabHOCTIM
«CeCTPUHCKOE JeJI0o», «JeueOHOoe Je0» B KOJIJIeIKe
paspaboTaHa IpuMepHas MporpaMmma MOBBIIIEHM S
kBanupuranuy «CecTpMHCKOE IeJi0 B maJIMaTUB-
HOJ MeIMIMHCKO IMoMOILM» 06 beMoM 294 yaca
(288 u + 6 U Ha UTOTOBYIO aTTecTaluio). [I[porpamma
MOCTpOeHa M0 MOAYJIbHOMY MPUHIIUITY U BKJIOUaeT
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Juazpamma 2. [luHamuxa kavecmea o0yueHus: 00y4aoujuxcs
npu ocgoeHuu o6pasosamenvHoli npozpammst MIK 02.04
Hannuamuenas nomowb



5 Momyiieit, 4YTO MO3BOJISIET KOMOMHMPOBATh UX MEXKIY
c060ii 10 3aITPOCY 3aKa3unKa:

1. «O61I1e BOImpOoChl NaIMAaTUBHOM MeIUIIMHCKO
noMouim» — 36 yaca.

2. Oxka3zaHue NMajJIMaTUBHOM MeOUIIMHCKO ITOMO-
11 B3pOCJIOMY HaceJeHUIo — 72 yaca.

3. CoBpeMeHHbIe TeXHOJIOTUM CeCTPUHCKOTO fea
MIpY OKa3aHUU NaJAMaTUBHON MeIUIIMHCKOI MTOMOIIN
metaMm — 72 yaca.

4. Ponb MeUUMHCKOM CeCTPBI B IaIJIMATUBHOM Me-
IUIMHCKOI omoi. CoBpeMeHHbIe CpeJicTBa yXoaa
3a Heu3JIeunumMo 60JbHBIMM MMallMeHTaMu — 72 vaca.

5. [MannuaTuBHAS MEIUIIVHCKAS TTOMOIIb HA IOMY:
0COOEHHOCTY OpraHmu3anuu — 36 4acos.

B HacTOAIMIT MOMEHT K peajusaliuu miaHupy-
eTCs IBe IMPOorpaMMbl ITOBBIMIEHM S KBaAN(PUKALIUNA
JIJISI CHeLa/ICTOB CO CPeIHMUM MeIUILIMHCKUM 06pa-
30BaHMeM: «IlanamaTuBHas MeaUIIMHCKAS IIOMOIIb
metsam» (144 v), «[lannmuaTuBHas MeOUIMHCKAS ITOMOIIb
B3pocabiM» (144 4): 66 YaCOB TeOpeTUYECKUX 3aHSTUIA,
20 4acoB ITPaKTUUECKMX 3aHITHUI B aKKPeAUTAL[MIOHHO-
CUMYJISIIMOHHOM LIEHTpe KoJieaxa, 48 4acoB CTaKMPOB-
KM B OTAe/IeHUY Na/JIMaTUBHOM MeIUIIMHCKOM ITOMOILM,
4 yaca MpOMeKyTOUHOI aTTecTalU MOCJie OCBOEHUS
Ka’kJI0ro yuyeGHOT0 MOZYJISI B BUEe 3aUeTa B TECTOBOIA
dbopme 1 6 YaCOB UTOTOBOJE aTTECTALIMM B TECTOBOI (hopme
U IeMOHCTpaIM MPaKTUUeCKMX HaBbIKOB. [Toc/ie OKOH-
YaHMS 00YUEHMSI CTYIIATEISIM BbITAETCS YIOCTOBEPEHE
0 TIOBBIIIIEHNY KBaTM(UKAIMM YCTAaHOBJIEHHOTO 06pasiia.

IIporpaMmMa ITOBBIIIEHMST KBAJIM(PUKALUU IT03BOJISI-
eT cAyllaTesasiM OCBOUTDb TaKue KOMIIeTeHI[MM, KaK:

¢ IpUMMeHEeHMe IbIXaTeJbHbIX QUIbTPOB U KOHTY-
POB y MallMeHTOB Pa3HOro BO3PacTa;

*TipodUNTAaKTUKA BEHTUASIIMUOHHO -
aCCOLMMPOBAHHBIX ITHEBMOHMII C IpMMeHEeHMEeM
3aKPBITHIX ACIIMPAIMOHHBIX CUCTEM U U3TEIUN
ISl yX0[la 3a MOJIOCThIO PTa;

¢ TIpaKTHUYeCcKoe MpMuMeHeHMe MOPTAaTMBHOrO ara-
pata UBJI u BcriomoraTeibHOTO 060pyIOBaHMS K HEMY;

* OCHOBBI OpraHM3aly MUTaHKsI peOeHKa Ha MHBAa-
3uBHOI VIBJI B jOMalIHMX YCIOBUSX, YXO/, 38 TaCTPO-
CTOMOI1 MJIX 30HIOM TP Ha30racTpaabHOM NUTAHUM;

¢ BeJleHMe MalMeHTOB C 60JIEBBIM CMHIPOMOM;

* BeJleHMe TAl[MEeHTOB CO cToMamu (ypocToma,
KOJIOCTOMA, TpaxeoCcToma " T.J.);

¢ BeJleHMe MMalMeHTOB C IPOJIEKHSIMMU, YXOI 3a pa-
HaMMu;

+ HedhapMaKoJOTUUeCKMe METO/bI ieueHus 6oJie-
BOI'O CMHJIPOMA,;

+ obyuyeHMe POOUTEJIEN aJrOPUTMaM IeiCTBUIA
B KPUTUUYECKMX HEOT/TIOXKHBIX COCTOAHUAX pe6eHKa
B IOMalllHUX YCIOBUSIX;

* METOJbI MMO3UIIMOHUPOBAHUS U AOUIUTAL U
pebeHKa B CTAI[MOHAPE U B JOMAIIHUX YCIOBUSX.

KauecTBeHHas MOAr0OTOBKA CIEIVATINCTOB CO Cpe-
HUM IpodeccroHalbHbIM 00pa30BaHMeEM TpeOyeT Halu-
4isl y 06pa3oBaTesIbHOI OpraHu3alu, peaansyiolei
MIpPOrpaMMy MOATOTOBKY MeAUIIMHCKIX CecTep, BbICO-
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KOTEeXHOJIOTMYHOTO 060PYA0BaHN S, COOTBETCTBYIOIIETO
COBpeMeHHBIM Tpe6oBaHUSIM. TaKUM TPeOOBAHUSIM
COOTBETCTBYET aKKPEAUTAIMOHHO-CUMYISIIMOHHBI
LEHTP KoJutenka. Ho mo-mpexxHeMy B KOJIJIEZIKe OCTa-
eTCs aKTyasIbHON Mpobiema, cBsi3aHHas ¢ feGuimurom
rearormuyeckux KagpoB Mo NpodeccuoHaTIbHOMY
06pa30BaHNIO, CIIOCOOHBIX OOYUYUTH CTYIEHTOB paboTe
Ha BHICOKOTEXHOJIOTMYHOM 060PYAOBaHUMN.

3aknrueHue

V3sMeHeHNST B 5KOHOMMUYECKOI, KyJAbTYPHOI U CO-
IIMaJIbHOM chepax, KOTOPbIe IPOUCXOIST B KU3HU
pocCCcuiicKoTo 061IecTBa B IOC/JeqHee BpeMsI, CTaBsSIT
HOBBIE, 60JIee CI0KHbIE 3aauy IIepe.i CUCTeMOl IIpo-
(dbeccuonanbHOTO 06pasoBaHKs. B HacTosIIEe BpeMs
U3MeHsIeTCs cucTema rmpodeccruoHaabHOTO 06pas3o-
BaHMS, KOTOPOE MOJIKHO OBITh B 60JbIIEN CTEIeHN
OPMEHTUPOBAHO HA NMOTPEOGHOCTH paboTomarTesnei,
BbIpaskeHHbIe B IpOodeCcCcMOHaNbHbIX CTAHIApTaX,
¥ Ha YIOBJIETBOPEHME UHAMBUAYATbHBIX TOTPEOHO-
CTeit 06yYalonMXcs B MpMoOpeTeHNM HeEOOXOIMMbIX
KommneTreH1uii. [IpodeccuoHaabHOe 06pa3oBaHme, OC-
HOBAHHOE TOJIbKO Ha TEOPeTUUECKMX 3HAHUSIX, He CO-
OTBETCTBYET 3alIpocaM COBPEeMEHHOTO PhIHKA TpyIa.
CoBpeMeHHbIe TPOU3BOACTBA TPEOYIOT KAUECTBEHHO
HOBOT'O YPOBHSI 0O0Pa30BAHHOCTH CIEIMANCTOB.

CUMYNISIMOHHbIE KIVHMYECKYE CIIeHApUH TI03BOJIS-
10T 00YUaOLMMCST aKTMBHO B3aMMO/Ie/iICTBOBATH C pas-
JIUYHBIMU CUTYAIUSIMM, KOTOPbIE MOT'YT BCTPETUTHCS
B peajbHOl MpaKTUKe. ITO CIIOCOOCTBYET JIYUIIEMY
YCBOEHMIO MaTepuasa U MOBBIIIEHNIO0 YBEPEHHOCTH
B COOCTBEHHBIX AeicTBUsIX. TakKe MCII0Ib30BaHMeE
CUMYJISILIVT TTO3BOJISIET aJalTMPOBaTh 06pa3oBaTeb-
HbIe CUMYJISIIMOHHbIE TEXHOJOTUM MO, KOHKPETHbIE
MMOTPEeOHOCTU U 3aIIPOChl paboTomaTeis.

OmHaKo NMpU UCIOAb30BAHUM CUMYJISILUI BasKHO
o6ecrneunTh MOAJIMHHOCTh U pasHoob6pasue cileHa-
pueB, YTOGbI MaKCUMaJIbHO MPUOAU3UTH 0OyUeHMe
K peaJbHbIM yCJIOBUSM paboThl. Takske HEOOXOIMMO
C/IeINTH 3a ITUYECKMMM acleKTaMy U 06ecIieunBaTh
KOH(UIeHIIMaTbHOCTD MMal[eHTOB, Jake B BUPTYyasb-
HoJt cpeme. CUMYISIIIMOHHOE 06yUeHMe OOMOTHIeT
KAMHMYEeCcKoe 06ydyeHye TeMy KOMIIOHEHTaMM, KOTO-
pble HEBO3MOXKHO peaii30BaTh MO OPraHM3aIMOHHbBIM,
TeXHUYECKUM, IOPUANIECKUM Y STUIECKIM acIIeKTaM.
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AHHOTaUUA

(CTaTbst OCBELLAET COBPEMEHHBIE NPEACT3BAEHNS 06 0COBEHHOCTSIX,
MeCTe 1 POV NCKXONOMHECKOM MOMOLLIM B KOMMEKCE OKa33Hs Nafau-
aTVIBHOV MOMOLLM AETAM/NOAPOCTKAM C OHKONOT 4eCKMMM/remaTonori-
HeCKMMY 33001eBaHVSIMU. PACCMATPUBBIOTCS KaK YHIKa/bHbIE GYHKLMM
MCKIX010r3, TaK M €ro POJIb B PELUEHWN MyNbTUANCUMNAVHAPHbIX 33434

B AETCKOM M3/MaTUBE. AHANM3NPYIOTCA NPENATCTBISA NPY OK333HUM
MCKXONOMYECKOM MOMOLLY, K3K H3 3Tane ee OPraHn3aLv, Tak 1 npw
HenocpeACTBEHHOM paboTe NCMXON0roB B M3NNATHBHOW KoMaHAe. Oco-
6oe BHUMaHMe yAenseTcs NPUHLMNAM W OCHOBHbIM CTaHZA3PTaM OKa3a-
HISE NCYXONOTNYECKON NOAAEPKKM AETEN U VX CEMEN Ha NANNATVBHOM
3Tane leYeHus, B KOHLE XW3HU pebeHKa 1 noce ero yTpaThl. Hanbonee
BaXHbIMVI CPEAV HUX ABASAIOTCS: OLLEHKA NCUXON0MUYECKYIX pobaem

11 OK333HMe NCKXON0MYECKO NOMOLLLY; MOBbILLIEHUE SGPEKTVBHOCTH

B YNPaBAeHUN GU3NHECKUMU CUMITOM3MYL; y43CTHe B npoLiecce HGop-
MVPOB3HVIA V1 BLICTP3UBAHIV SPOEKTUBHON KOMMYHWK3LMM C N3LEH-
TOM U1 €0 CEMbe; MOMOLLb CEMbE B MPUHSATUV peLLeHNiA; obaeryeHe
MPOXMBaHYIS CeMbell rTopst B NepUOA eYerus peberka v nocae ero
CMEPTU; YKPEMNeHE NCUXOCOLMANbHBIX KOMNETEHLMI 1 B33UMOAEN-
CTBUS BHYTPU MyNBTUANCLNANH3PHOW KOM3HZb! CNELMaNCTOB.
KnaloueBble cAoBa: ncrxo10rnyeckas NoMoLLb, 4etn/nogpoct-
KW C OHKONIOrMYecKr MU 3a60N1eBaHMAMU, NAaNAVATUBHAA NOMOLLb,
NPVHLMMbI U CTAHABPTHI, KOMAETEHLMM CNELM3ANCTOB, NCUXONOT
B MYNbTUANCLMNANHIPHON KOM3HAE.

Abstract

The article highlights modern ideas about the features, place and
role of psychological assistance in the complex of palliative care
for children/adolescents with oncological/hematological diseases.
Both the unique functions of a psychologist and his role in

solving multidisciplinary problems in children’s palliative care are
considered. Barriers to the provision of psychological assistance
are analyzed, both at the stage of its organization and during

the direct work of psychologists in the palliative team. Particular
attention is paid to the principles and basic standards of providing
psychological support to children and their families at the
palliative stage of treatment, at the end of a child's life and after
his/her loss. The most important among them are: assessment of
psychological problems and provision of psychological assistance;
increased effectiveness in managing physical symptoms;
participation in the process of informing and building effective
communication with the patient and his family; helping families
make decisions; making it easier for the family to cope with grief
during the period of treatment of the child and after his death;
strengthening psychosocial competencies and interaction within a
multidisciplinary team of specialists.

Key words: psychological care, children/adolescents with cancer,
palliative care, principles and standards, specialist competencies,
psychologist in a multidisciplinary team.

NMAAMATUBHAA 7‘
N XOCMUCHAA

A

BBeaeHue

OxkasaHMe IMOJHOLIEHHO ¥ KOMIIJIEKCHOJ ITajijina-
TUBHOJ [TOMOIIM B I€TCKOJ OHKOJIOTMM/TeMaTOJIOr UM
HEBO3MOXKHO 6€3 BhICOKOIIPO(eCcCroHaTIbHOIO IICUX0-
JIOTMYECKOTO CONIPOBOKIEHMS TTallieHTa U ero CeMbU
[1-7]. OTO cornacyeTcsi ¢ COBpeMeHHO KOHLeMNI e
MIPOUCXOKAEHNSI Y JIeUeHUSI Pas/IMIHbIX 3a601eBaHMIiT —
rapaaurmMmoi 6MoTnCUX0oCOIMaIbHOIO MTOIX0Aa, Pa3BU-
BaeMoJi BcemupHOI1 opraHmusaliyeit 34paBooXpaHeHu s
U pa3gesisieMoi B IpogeCcCMOHaIbHBIX KOJIJIeKTUBAX
OOJIBIITMHCTBA CTPaH [3-6].

OCHOBHOI1 11€JIbIO TICUXOJOTMYECKOI OO AeP3KKM
Ha Na/IMaTUBHOM 2Tarlle JIeueHMsI JeTei C OHKOJIoTuue-
CKMMI/T€MAaTOJIOTMUeCKMMY 3260/IeBAHMUSIMU SIBJISIETCS
YMeHbIIIeHVe Y1C/Ia TICUXOJIOTMUECKMX MTPO6IeM U repe-

SKMBaHMI MALIMEHTA ¥ CEMbU B 3TOT HEITPOCTOI IMePUO/T
uX XM3HU. [TomMolb HaIrpaB/ieHa Ha KOHTPOJIb TICUXO0JIO0-
TMYECKUX CUMITTOMOB U 60s1ee 3¢ GeKTUBHOe yIIpaBIeHye
usmonormueckumu npobaemamu (6arogapsi UCIHOJb-
30BaHUIO JOTOJHUTEIBHBIX TICUXOJOTMIECKUX CPEIICTB),
obJieryeHue cTpaganuit pebeHka B epuol yMUpaHus,
MO Iep>KKY CeMbU TI0C/Ie CMepTH peGeHKa B Ipoliecce
JIJINTeJIbHOrO ropeBanus [1-7]. KauecTBO OKa3biBaeMoi
TICUXOJIOTMYECKOJ ITOMOIIYM Ha 3Tare NaJIMaTUBHOTO
JleueHs1 pebeHKa CYIIeCTBEHHO 06J1eryaeT COCTOSIHIE
ponuTesiei M Ipyrux 4IeHOB CeMbM IOC/Ie YTPAThI, YIIyU-
11aeT MX MCUXOJIOTMUECKYIO U COLIMaTbHYI0 aalTal[iio
rociie cMepTy pebenka [1-8]. UHTerpaius ncuxosiora
B PaboTy KOMAaH/IbI MAJ/IMATUBHO ITOMOIIM TTI03BOJISIET
JIOCTUYb KaK MOXHO 60Jjiee BBICOKOTO KauecTBa JKMU3HU
MalyeHTa ¥ ero 6JM3KMX, a TaKKe TICUX0JIOTMUYeCKOTo
6J1arOIOJTy Usl KOMaH/ IbI TTa/UIMATUBHBIX CIIELVaTICTOB,
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CHIKAsT X TPOQeCcCHOHaTbHBIN AMCTPECC U ITPeIoTBpa-
11ast SMOLMOHAJIbHOe BbiropaHue [1-10].

K coskaseHno, HeCMOTPS Ha MTOJ0O0HYI0 3HAUMMOCTb
POJIM TICUXOJIOTMYECKOI COCTAaBJISIIONIEN Ma/JIMaTUBHON
TMOMOIIM, HeMaJIo ceMeli B pa3HbIX CTpaHax OKa3bIBa-
I0TCSI He YJIOBJIeTBOPEHHbIMM KaueCTBOM ee OKa3aHMsI.
IIpUYMHOI 5TOrO ABJISAETCS 6OJIBIIOE YKCIIO CI0KHOCTET
1 6apbepoB KakK Ha 3Talle OpraHu3aluy ICUX0J0oruve-
CKOJi TTOMOIIIY, TaK ¥ HeITOCpeICTBEHHO Py ee OKasa-
HUK. MHOTMeE CJIOKHbBIE TPodeccruoHa bHbIE BOITPOCHI
MO-TIPEeSKHEMY OCTAIOTCS IVICKYCCMOHHBIMMU U TPEOYIOT
OTAEIbHBIX 0OCYKIEHMIT U PellleHtit B KPYTY CIelya-
JIACTOB [3-5, 11-13].

Bbapbepbl, 3aTpyAHAIOLWUE OKa3aHUe
NCUXOAOTUYECKOM NMOMOLLMU

T'oBOpsI 0 Tpo6IeEMax, MPEISITCTBYIOMIMX OKa3aHUIO
TICUXOJIOTUYECKO TIOMOIIU B e TCKOI OHKOJIOTUM/Te-
MaTOJIOTUH, TIpesK/ie BCETO CTOUT OTMETUTh BbICOKMUT
MHJEKC cmueMamu3ayuu ncuxosi02u4eckoti nomouju, oco-
6eHHO B TIepMo, OKOHUAHMSI KyPaTMBHbIX OITLIVIA JIeUeH ST
¥ Ha CaMOM TaJIJIMaTMBHOM 3Tarie jieueHus. [IpeijioskeHne
ceMbe TICUXO0JIOTMYeCKOV TTIOMOIIY B CTOIb KPUTUUECKUTA
MOMEHT HepeJIKO YCUIMBaeT YyBCTBO HEYIauIMBOCTH
U «TJIOXOCTU», CyO'beKTUBHO BOCIIPUHMMAETCS HE TOJIbKO
KakK JIMYHas Hey/iaua, HeBe3eHue B CBSI3U C HeMU3JIeu MOt
60J1e3HbI0 pe6eHKa, HO ¥ KaK COMHEHMe CO CTOPOHbI
CMeUMaaUCTOB B COCTOSITEIbHOCTYU CITPABUTHCS C KU3-
HEHHBIMU TPYIOHOCTSIMU MUJIU TIOA03PeHYEe B KPEIOCTU
MICUXMYECKOTO 3I0POBbsI [3-5, 11-13].

CeMbSIM CJIOKHO MOHSITh CYTh IICUX0JIOTMUECKO¥ T10-
MOIIM B TAaHHBIN TTepUO/I, B pe3y/IbTaTe uero oHa Hepeko
obecrieHnBaeTcs. YacThIMM SIBJISIIOTCS] OTKA3bI POJIATEJIEN
OT KOHCY/IbTAIMI WU OBIIEHMS C TICUXOJIOTOM, MOTV-
BMPOBaHHbIE TE€M, UTO IICUXOJIOTMYECKas MOAAepsKKa
He ITOMOKET CTacTy pebeHKa. be3yc/ioBHO, 3a TUM CTOSIT
OTpULIAHME U HEITPUHSITUE POAUTEISIMU PealbHOCTH
TeYaIbHBIX U YTPOSKAIOMINX COOBITUI, TPOUCXOASIINX
¢ pe6beHKOM U ceMbeii. [IpyHsITHE U agaInTauyus K 9TOi
HEITPOCTOM CUTYaLUU TPEOYIOT BpEMEHU, MysKeCTBa
U pecypcoB CeMbMU, a TaK>XKe 3HAUUTEeJTbHbIX YCUTUT
PasHbIX CIENMATMCTOB MMa/UIMATUBHOMN CTy>KObI. Heoka-
3aHMe CBOeBPEeMEHHOJ MCUXO0I0TMYeCKO MOAae PXXKKI
MIPUBOIUT K HAKOIIEHUIO TIPO6JIeM, UTHOPMPOBAHUIO
HYX] pebeHKa ¥ He[Ioy4eTy ero MHEHUSI IIPY IPUHSITUN
Ba)XHBIX pelleHnii, IpexkJeBpeMeHHOMY BbITOPaHUIO
M UCTOILLEHNIO POAUTENHCKOTO pecypca, OT KOTOPOro
BO MHOTOM 3aBUCUT Gjarononyuue pe6eHka. MHorue
ceMbM, K COXKaJIeH10, B TIPOIIJIOM MMeJIM OIbIT Hera-
TUBHOTI'O OOIIEHMSI C TICMX0JI0OTaMM, KOTIA CIeI[MaauCTh
OKas3bIBaJIMCh COBCEM He Ha CTpake MHTEPEeCcoB pebeHKa,
YTO TOKE CHMKAET FOTOBHOCTb OGpAIeH s 3a TICUXOJIO-
TMYEeCKO MOAOEPSKKOI B 9TOT KPUTUUECKUI AJISI CEMbU
nepuop [3-5, 11-13].

He MeHee cepbe3HOi Tpo6IeMOii, 3aTPYIHSIONIEI
oKasaHMe MCUXO0JOTrMYeCcKoi MOMOIIL N, aHATUTUKNA

CUYMTAIOT IJIOXYI0 MHTETPalio TICUX0JI0TOB B MEsKIMC-
UUIUIMHAPHYIO0 KOMaHay. 1o cuX Iop CrielaaucThl
TICUXOCOIIMAJBHOTO U MeIUIIMHCKOTO Impoduiieit oT-
MeYarT TPYIHOCTY MOHMMAaHMS ITPOheCcCHOHaATbHBIX
SI3BIKOB, TOYHOTO TTOHMMAaHMS 3a71a4, BO3MOKHOCTe
U OTpaHMYEHMIT B paboTe ApyT Apyra. Poyiu pasHbIx
CIIeNMaIMCTOB B KOMaH/le OKa3bIBaOTCSI HeJIOCTATOYHO
YeTKO pasrpaHMUYeHHbIMMU, BO3MOXXHOCTY B3aMOTIOMOII
IIPY COMTPOBOKAEHUY CEMbY HEPEKO UTHOPUPYIOTCS
camMuMmu nmpodeccruoHanaMm. ITO MPUBOIUT K HaAPY-
LI€HUIO JIOTUKU U TPUHILIUIIOB MYJIbTUAUCLIUTIIMHAD-
HOCTY — KOMIIJIEKCHOJ paboThI pa3HbIX CHEIMaTMCTOB
HaJ o6jeryeHeM OOHUX U TeX JKe CUMIITOMOB [3-6].
Ha ypoBeHb MHTerpauum rcmuxosora B paboTy KOMaH bl
MaJJTMaTUBHO TOMOIIM BIMsIET MHOXeCTBO (haKTOPOB:
YpPOBeHb KOMIIETeHI I CIIel[MaauCTOB, IJIUTeTbHOCTh
COBMECTHOJ paGOThI U KAUECTBO B3aUMOOEiCTBUS
B KOMaHJe, KyJIbTypa ¥ CTPYKTypa OpraHu3aluu, npu-
CYTCTBUe TPo(ecCMOHATBHOTO YBASKEHMS U BOCTIPUSTHE
3HAYMMOCTU IICUXOJIOTMUECKOI TIOMOIIN. [IBVKeHYe K MH-
Terpaiuy TpedyeT omnpene/IeHHbIX ITIepeMeH B KOMaH e,
pasBUTHS MPodeccoHaTbHbIX KOMIIETEHIINI IICHUXO0JI0-
T'OB, ONITUMM3ALNU KOMMYHUKAIUY ¥ B3aMMOJENCTBUS
MeXIy pa3HbIMMU CIieliaanuctaMu [2-6, 14]. loctoriHbie
MO/Ie/IM B3aMMOZECTBUS Pa3HbIX CIIeI[MaIUCTOB U OIBIT
YCIIENTHOM MHTeTpalum IeMOHCTPUPYIOT CIiellaibHbIe
obyuarmIye MexXIUCIUIIMHAPHBIE TPOTrPaMMBbI, pas-
paboTaHHbIE AJIS CIIEMAaJIMNCTOB NMaJUIMATUBHOI chepbl
(mporpammbl EPEC-Pediatric, mporpamMmsl 1of, aruaoii
WHO Collaborating Centre for Community Participation
in Palliative Care and Long-term Care, TporpaMmbI B paM-
Kax paboThI TpodeCcCHOHaIbHBIX COOOLIECTB, HATIPUMED,
International Psycho-Oncology Society u np.).

Taxkske oTMeuaroTCs AeULNUT MCUXOTOT UUEeCKUX
KaJpoB (Hapsimy C APYTMMMU BasKHBIMMU CIIel[MaIuCcTaMu
TICYXOCOLIMAIBHOTO MTPOGMIISs, HAITPUMED IICUXMATPAMM),
HeJIOCTYITHOCTb MCUXO0JIOTUYECKO TOMOILY MalMeHTaM
U UX OJIM3KUM B «3aKPbIThIX» PEAHMMALMSIX MU OT/Ie-
nenusix. HeynoBieTBOpUTEIbHBIM MOXKET 0Ka3aThCs
¥ KaueCTBO MOATOTOBKM MCUXOJOTOB, paboTaIoMMX
B MMAJUTMATUBHBIX CJTY3K0aX. BOsbII0i GYHKIMOHAI U MHO-
roobpasue CI0KHBIX 38/1a4 B JE€TCKOM OHKOJIOTMYeCKOM
MaJTMaTUBe TPEOYIOT OT MICMX0JIOTOB HEITPEPBIBHOTO
00yuYeHMsT 1 0OMeHa ONbITOM, MOTUBALIMM OCBAMBaTh
BCe HOBbIE ¥ HOBbIE 3HAHM S, OBJIaieBaTh pa3HbIMM Ha-
BBIKAMM U MCIIOJIb30BATh OIBIT 13 CMEKHBIX 06J1acTei
rcuxoaorum. MHOTMe U3 TICMX0JIOTUYeCKUX CMMIITOMOB
(Hapsmy ¢ pusnueckUMM) y geTeii/mogpOCTKOB OKa3bl-
BAIOTCSI TVIOXO KOHTPOJIMPYEMBIMMU, UTO OOYCIOBIMBAET
YyBCTBO MPodecCcroHaIbHOI 6€CITOMONITHOCTY U TIOCJIe-
IYIOIIEro BHITOPAHMSI Criel[MaancToB. HemocTaTouHOM
SIBJISIETCSI ¥ METOJI0JIOTMYecKast o epskKa IICUX0JIOTOB,
HabomaeTcst neUIIUT aJaITMPOBAHHOTO K HYXXAAM
MaJIIMaTHUBA IICUXOJIOTMYECKOTO MHCTPyMeHTapus. YacTo
0o6HapyRMBaeT cebst AeUUNUT MOAIePKKIU IICUXOJIOT0OB
CO CTOPOHBI ITpodeccMoHaMbHbIX OpraHm3aIuii (Cynep-
BU3UI, MHTEPBU3UIA, MEHTOPCTBA), @ TAKXKe BO3MOKHOCTU
mpodeccrMoHaMbHOTO pocTa. [MOKOCTH U TBOPUECKOTO



rozixoza TpedyeT paboTa B MEHSIOLIVIXCS YCJIOBUSIX, YaCTO
CTIEIMAJIUCThI BEIHYXK/IEHBI CAMOCTOSITETbHO BBICTPAK-
BaTh CBOIO paboTy, He MMesl JOIKHBIX PEKOMEHTaIINiA,
OCHAIIleHMsI, KabMHeTa, CTABOK, OepPesKHbIX IMITATHBIX
HOPMAaTMUBOB. DTO MPUBOAUT K paboTe B YCIOBUSIX I1O-
BBILIEHHOI Harpysku [2-6, 11-14].

OpraHu3sauuoHHbIe 0C06€eHHOCTH OKa3aHunA
NCUXOAOTUYECKOM MOMOLUM NauueHTam
n cembe

[Icuxosormnyeckas Mmoaaep>kKa geTeii ¢ OHKOJIO-
I'MYeCKMMM/TeMATOJIOTUYECKMMY 3a060J/IeBaHUSIMU
Ha NaJUIMAaTVMBHOM 3Tarle JIeueHUsI IPEUMYIIeCTBEHHO
OKa3bIBaeTCsI MeIUITMHCKMMU IcuxoioraMu. Ee okazaHme
OTIpeIesISIeTCS Y PETYMPYETCS TTOPSIKOM, B HACTOSIIMIA
MOMEHT 0603HaueHHbIM B IIpMKase MuH3apasa Poccun
N2 3451 u Muntpyna Poccuu N2 372H ot 31.05.2019 [15].
IMcuxomory COrpoBOXKAAIOT AETel 1 X CEMbM B YCJIOBUSIX
OHKOJIOTMYECKUX OTIeJIeHNIi U OT/ieJieH i peaHMalu,
MaJJTMATUBHBIX CTAIIMOHAPOB M BbI€3IHBIX MAJIINATUB-
HBIX CJIY3KO [15].

Bce yaiiie Mbl BUAMM COTPYAHMUYECTBO rocymap-
CTBEHHBIX I HEKOMMePUeCKMUX OopraHu3ainuit, yuactue
IeTCKUX MMPOTUBOPAKOBBIX (DOHIOB B OKa3aHUM TICUXO-
JIOTMYECKO¥ TIOMOIIY B ITIEPUOZ, TTA/UTUMATUBHOTO JIEUEH NS,
Mopaenu B3aMOAECTBUS CIIelMaJlMCTOB B KOMaH/e,
Kak 1 (opMaThl ICUXOJOTUIECKOV TTOMOIIIM, CTAHOBSIT-
cs1 Bce 6oJiee pasHOOOpa3HbIMMU. YiKe He YIUBUTETHHO,
YTO CHeIMaTUCTbI, OKa3bIBast IOMOIIb CEMbE, 00beIN-
HSIIOT CBOM YCUJIMSI U3 PA3HBIX Teorpadmuueckux ToUeK.
INcuxonornyeckast IOMOIIb B TAKMUX CAyUYasIX HEPEIKO
OKa3bIBaeTCsI IMCTAHIIMOHHO, a CAMMU CITeI[MaJIUCThI
MOT'YT OBITH ITPECTABUTEISIMU PA3HBIX OPraHM3aIIIA.
B ciryuasix moTo6HOTO COTPOBOKIEH S MTAI[MEHTA U €T0
ceMbM ITpodeccroHaiaM 0CO6eHHO BaskHO 3a00TUTHCS
0 KauecTBe B3aMMO/EMCTBUS YJIEHOB KOMAaH/Ibl MEKTY
€060, 106MBAsICh BLICOKOI CTEMEHM COTTIACOBAHHOCTU
B OIIeHKe MPOo6JIeM IMaIMeHTa ¥ CeMbH, a TAKKe CIasKeH-
HOCTM OKa3bIBaeMOVi MMM IoMo1u [6, 12].

HecMoOTpst Ha TO UTO HENTOCPEICTBEHHO TICUXOJIOT -
YeCKyIo OIAEPKKY pebeHKY U ceMbe B ITepyroI, Iain-
aTMBHOTO JIEYUEeHM s OKa3bIBAIOT IICUXOJIOTHM, BCE CIIela-
JIMCTBI TTA/UTMATUBHOM KOMaHIbI BOBJIEUEHBI B OKa3aHMe
MODPAaJIbHOV TIOMOIIIN, TIOJIep>KaHMe ITCUXOJOTMYECKOTO
KoMdopTa nanyeHTa 1 ero 6Ju3Kux (IPOosIBISIS 3a60TY,
OTBeYasi Ha HEIPOCTbIE BOTIPOCHI, TTOMOTas CIIPaBUTHCS
C TSIKEJIBIMU CUMITTOMaMM, IIePeKVBAHUSIMU U SMOLIVSI-
Mm). [laske mocjie yTpaThl pe6eHKa MHOTME CITeIMaTACThI
B3aMMOJIEMICTBYIOT C CEMbSIMU B IIEPUOJL, OCTPOTO TOpsI
[6,7,12,13].

OmHako 60see rTyH6OKYIO U IJUTETbHYIO TTOMOIIb
rmocJyie cMepTy pebeHKa OKa3bIBAIOT CIIEIMAaNCThI
TICUXOCOIMATBHBIX CITYKO, KOHCYJIBTUPYS POIUTENIEN,
CUOJIMHTOB YMEPIIIEro pebeHKa 1 IPyTUX pOACTBEHHMU-
KOB, OpraHu3ys MPOorpaMMbl 110 TOpeBaHUIO, peadbun-
TalIMOHHbIE MEPONPUSITHUS, YUACTBYS B OpTaHMU3aUN
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OHel namaTu [2-7, 12]. MeIUIIMHCKUM CIlelMaanucTaM
TIPU BBISIBJIEHUY MICUXOJOTUUYECKUX HYK/, MallMeHTa
¥ cCeMb} Ba>KHO BOBpeMsI JIeJIeTMpoBaTh, liepeiaBaTh
OOJIBIITYIO YaCTh IICUXOJIOTMYECKOi 3a00ThI O CEMbE TICH-
X0JioraM. DTO MO3BoJIsIeT cOepeub MpodeccroHaTbHBIN
¥ SMOIIMOHAJIbHBIN pecypc 1 CIIoCO6CTBYET OKa3aHUIO
60J1ee KaueCTBEHHOI ICMXO0JIOrMYeCKOi TTIOMOII CEMbSIM
HeIocpeACTBeHHO TMcuxoaoramu. IIcMxomornyeckyo
IMOMOIIb Ba>KHO NPeNCTAaBJSATh, KAK MOXHO MeHbIIIe
CTUTMAaTU3UPYS U ITyTasi et0. CeMby BaXKHO COPUEHTUPO-
BaThb OTHOCUTEIIbHO OXKMAAHUIL OT Hee. Beb ICUXOJO0-
ruyeckas MoMoOIIb — He BOJIIIe6CTBO, B KOTOPOE MOSKHO
BEPUTDH UM He BepuTh. OHa MMeeT CBOM BO3MOKHOCTU
U orpaHmMYeHus. be3ycioBHO, JaXke B TaKOM HEIIPOCTOM
repuo IICUXoJIoTnyeckas pabora 6ymeT TpeboBaTh OT
caMoii ceMby OIpee/IeHHbIX YCUIN, KOHOpOHTAIUN
C CYpOBOIJi peaJibHOCTBIO, pocTa. B KpaTkoCcpouHoOIi nep-
CTIEeKTMBE 3TO MOXKET Ka3aThCsl CJIMUILKOM CJIOKHBIM U 3a-
TpPaTHbBIM, OTHAKO 3TO He TaK. [paMOTHO BbICTPOEHHAsI
TICUXOJIOTMYecKasi paboTa Bcerjaa CoepskKUT JOCTATOU-
HBIii TOTEHIIMAJT TIOAAePsKKY U 9P deKTUBHO coeperaeT
pecypc ceMbl B IOITOCPOYHOM MepcrekTuBe. biarogapst
TICUXOJIOTMYECKOV TTOMOIIM YKPETJISIOTCS CBSI3U Malu-
eHTa U ero 6JIM3KMUX C peaibHOCThIO, MX CIIOCOOHOCTh
OLIEHMBATh U PACTIOPSIKATHCS UMEIOIIVMMICS pecypcaMmu
¥ BO3MOKHOCTSIMM, 0CO3HABAaTh 30HbI, He MO Jai0I1ecst
BJIMSIHUIO ¥ KOHTPOJII0. B pe3ysibTaTe ceMby, MMeOI e
TICUXOJIOTUUECKYI0 TIONIEePKKY, peske CTaJIKMBAIOTCS
C COKaJIeHMSIMU TI0 TIOBOAY YITYIIeHHBIX BO3MOKHOCTET
MJIY TOTO, YTO UTO-TO OBIJIO BBITTOTHEHO 6€3 JOKHOTO
BHMMaHMSI, yUeTa MOTpeOHOCTel ¥ MHTEPeCcoB pebeHKa.

MpPUHUKMNBI OKa3aHUA NCUXONOTUUECKOMN
nomoLuu

OCHOBHbIe TPUHIMIIBI IICUXOJIOTMUECKO MTOAAEPKKI
JleTeli/TIoJpOCTKOB C OHKOJIOTMUeCKMMM/TeMaToJIoTye-
CKMMM 3a00J/I€BaHUSIMMU IIPY OKa3aHUM MaJJIMATUBHOM
TTIOMOIIIM COTJIACYIOTCS € 061IIelt KOHIIeMIINei opraHu3a-
LMY TTaJUIMAaTUBHO TOMOIIHA.

Panusaa uHmezpayus nomMouiu U ee npeemcinGeH-
Hocmo. Yem paHbllle 3HAKOMUTCSI CEMbSI C TICUX0JIOTOM
u yeM 6oJiee yIauHbIM OKa3bIBAETCS OIBIT IIpeIIie-
CTBYIOIIEN MICUXOTOTUYEeCKOM OAAePKKU, TeM Jierye
B KPM3MCHBII MOMEHT €Ji 06paTUThCS 3a TOMOIIbIO
K TICUXOJIOTY U IPUHUMAaTh ee. Xopoliasi OpraHu3aius
MpeeMCTBEHHOCTU OKa3bIBae€MOIi ICUXOIOTMIECKOIA TT0-
MOII} TIPY Tlepexo/ie OT OJHOTO 3Tara JedyeHusI K Jpyro-
MY, 13 OJHOTO OTAeeHNs/ MeAUIIMHCKOTO YUPEXAeHUS
B Apyroe (Mau OMOJ) I03BOJISIET CBOEBPEMEHHO pellaTh
HaCyIIHbIe TPO6JIeMbI IeTeli/TIOIPOCTKOB ¥ CEMbMU, TMHA-
MMYHO MEHSIOIIVECS BO BpeMeH!, 6e3 MoTepy BpeMeHU
¥ BO3MOXXHOCTeI [3-9].

Onopa Ha cemeliHO-UeHMPUPOBAHHbILi N00X00 OKa-
3pIBaeTCs Haubosee 3(pHeKTUBHOI A1 OKa3aHMS TICH-
XOJIOTMUEeCKOV MOMOIIY JIeTSIM C OHKOJIOTUYeCKUMI/
reMaToJIOrMYeCcKMMM 3a601eBaHMSIMY Ha dTalle maJji-
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JIMATUBHOTO JiIeueHus. Beib B KauecTBe PeluIeHTOB
TICUXOJIOTMYECKOI MO e PSKKY BBICTYIIAIOT HE TOJIbKO
caM pebeHOK/TIOAPOCTOK, HO ¥ ero poauTenu, 6paTbs/
cecTpbl, 6a0yIIKM/IeYIIKY, a TAKXKE IPYTre pOACTBEH-
HUKK. [IJIs1 pelieHus MHOTMX BOIIPOCOB BaskKHO YUMUThHI-
BaTh B3IJISI CO CTOPOHBI BCEX UJIEHOB CEMbM, OH MOYKET
OKa3bIBaThCS PA3HBIM C PA3JIMYHbBIX IepcrekTuB. 06-
CY’KIast Te VI MHbIe BOTIPOCHI, HATIPUMED, PACKPbITHE
mHbOpMAaIIVM, VIJIM Te VIV MHbIe pellieHns] (HarrpumMep, Tae
OymeT ymMyupaThb pebeHOK), Hy>KHO MUMETb B BUIY KOM(OPT
9TUX PellleHuii A1 BCeX YUaCTHUKOB CEMbM, CTPEMSICh
K MaKCMMaJIbHO BO3MOKHOMY UMCJTY COTJIACOBAHHBIX
MJT KOMITPOMMCCHBIX peIIeHMUIA.

Hopmanu3zauus »cu3Hu pebeHka. [TonesHbIM OKa-
3bIBAeTCS MOAX0/, HallpaBJeHHbII Ha oA e pKaHIe
HOPMaJIbHOJ MPUBBIYHOI KM3HU pebeHKa B paMKax
kouternyy Child life. OH mo3BossteT MaKCMMaTbHO YUM-
THIBATh MEHSIIOIINECS ITIOTPeOHOCTU pebeHKa, (PakT ero
pa3BuTHsl. KitoueBbIM CTAHOBUTCS 3/I€CH OITOPa Ha UT'PY
KaK OCHOBHOJ MHCTPYMEHT eCTeCTBEHHOI1 aiarTalm pe-
6eHKa, B KOTOPOif MOSKHO TIOMOYb Pe6EHKY CITPaBIISIThCS
C MeIUIMHCKUMU IIpo6ieMaMy (MeIULIMHCKAS UTPa),
OTBJIEKATHCSI OT HEMPUSITHBIX OIIYIIEeHMT, KOMITIEHCH-
pOBaTh JenpuUBaIAIO Cpefbl U 1ePUIUThI, CBI3aHHbIE
C IOTepeit BO3MOKHOCTE pebeHKa ¢ OHKOJIOIMUeCKIUM
3abos1eBaHMEM B JaHHBII IEPUOJ, a TAKXKe IMOJIyYaTh
YIOBOJIbCTBME U IPYTHME MPUSITHBIE aMoLuu [2-5, 16, 17].

YHUKaAbHaA POAb NCUXOAOra B CTPYKType
OKa3aHusA NaA\MaTUBHOM NOMOLUU

Kax yske yIToMMHAaJIOCh BbIIIlEe, TICUXO0JIOTH, pabo-
Talollye B MajJjMaTyuBe — He3aBUCUMbBIM 06pa3soM
MU B COTPYAHUUYECTBE C KOMaH/I0M MaliMaTUBHOMN
TTOMOIII M — TTIOMOTaloT 60Jj1ee 3(PHEeKTUBHO CITPABIISITHCS
C TICUXOJIOTUUECKUMU U GU3UOJIOTUYECKMUMMU, COIV-
QJIbHBIMM CUMITTOMaMM U CTpaJaHUSIMU TeTeN/TI0]I-
POCTKOB U poguTeeii, oAgepKMBaTh MaleHTa U ero
CeMbI0 B MOPaJIbHOM, ITPaKTUUYECKOM, TyXOBHOM KJTl0oue,
B IIPUHSITUM PellleHN A, TPOKMBAHMUM TOPS U afanTaium
CceMbM K XXKU3HU TOcjIe cMepTu pebeHka. [Icuxosmoru
TaKyke aKTUBHO YYaCTBYIOT B OAAEPIKKe 1 00yUeHUM
CIIeIMaJIMCTOB MaIMaTUBHBIX KOMaH/I, TPOBOAS Tpe-
HUHTU [3-6, 14].

CneumanbHas rpyImnrmna uccjaegoBaTesieil 1o oleHKe
BKJIaia TICMX0JIOTa B paboTy KOMaHIbl OTMeYaeT Bask-
HOCTb yYaCTHSI CITeLVaaMCTOB B IOAepsKaHM M HAyYHOIA,
dbyHmaMeHTaIbHOM OCHOBBI MAJJIMATVBHON ITOMOIIIH,
B 06pa30BaHMM, IEHHYIO TPUKJIAZHYIO POJIb KaK B SKU3HA
pebeHKa, TaK M B TIOBBIIIIEHNY KaueCTBa B3aMMOJENCTBIUS
U CUCTEeMHOCTH TIPY OKa3aHUM MaIIMaTUBHON ITOMOIIIN.
Kaskmas 13 aTux ob6Jacteit TpebyeT pasBUTHS U OCBOe-
HMUSI OTIpe/ie/IeHHbIX HABbIKOB ¥ KOMTIETEHIIA, ¥ TOJTbKO
TOrJa OHA CIIOCOOCTBYET MOBBILIEHMIO YPOBHS 3a00ThI
O nanueHTe u cembe [18].

Bo MHOTrMX paboTax IMoJuepKMBaeTCsT POJIb IICUX0JI0Ta
Kak MeJyaropa, epeBounKa, yiaydiianiiero KoMmy-

HMKALMIO ¥ IOHMMaHKe MeXy y4aCTHMKaMU IpoLecca
IOJTyYeHy s M OKa3aHM s [Ma/UIMaTUBHON TOMOIIY, ITOBBI-
LIAI0LIEr0 CEH3UTUBHOCTD K KYJIbTYPHOMY KOHTEKCTY
SI3bIKOBOI CTIEIMGUYHOCTM ¥ OTHOBPEMEHHO CMSITYalo-
I1Ier0 OCTPOTY MOPAIbHBIX MMM ¥ KOHQIMKTOB. YacTo
IICUXOJIOTOB BUISIT KaK rapaHTOB, IPeLCTaBJISIOL X
MHTEepeChl Pa3HbIX YYACTHUKOB JIe4eOHOro Mpoliecca,
He TOJIbKO MallyieHTa X YJIeHOB CeMbM, HO U CIleLiMasIn-
crosB [11].

Yyactue ncuxonora B pelueHUuu
MYABTUAUCLUNAUHAPHDLIX 3aAay

B paMKax B3aMMO/IECTBIUS B KOMaH/Ie yuacTue TICH-
X0JI0Ta CIIOCOOCTBYET TYUIIeMY PacIIO3HABAHUIO HY K],
JeTei U pOOUTeIeil, a TakKe B 061erueHum pusnyeckmux
CHMMIITOMOB B paMKax OKa3aHMUs MYIbTUAUCIUIUIHAD-
HOJ1 ToMOIIN. IPKYMMU MIpUMEPaMMU SIBJISETCS [TOMOIILb
B paboTe ¢ 60JIbI0, YCTAIOCThIO, OIBIIIKOM, HAPYIIEHUSIMU
CHa, Mpo6eMaMu MUIIEBOro MoBeaeHus [3-5, 19-23].
[Tone3HBIM OKA3bIBAETCSI YUACTYIE TICHXOJIOTOB B PeIIeHNN
BOIIPOCOB MHGOPMMPOBaHMSI, TOBBILIEHVSI KOMILIa€HT-
HOCTH, YMEHbIIIeHUSI KOHDIMUKTOB U MTPeJOTBPaIIeHMSI
xano6 [24-25].

Popyrren, oy yaromiye ncuxoIornIecKyo Mo IepK-
KY, Pa3BMBAIOT OoJiee alalITUBHBIE U 3peJible peaKIUun
Ha TsIKeJible, B TOM YMCJIe U TIJIOXO0 yIpaBiisieMblie Gu3n-
YyeCcKye CUMIITOMbBI pebeHKa B IIepyoj, MayIMaTMBHOTO
JledeHUsI WM yMupaHusi, 6oee 3¢h(HeKTUBHO OKa3bIBAIOT
eMy HogIepskKy. Bece 3To crioco6¢cTBYeT MpodniakTuke
MOCTTPAaBMaTHUUECKUX CTPECCOBBIX PACCTPOIICTB B CEMbE
pebenka/monpocTka [21].

HeouleHuMOI oKa3bIBaeTCs IIOMOILB IICUXOJI0Ta
POIUTEJISIM U TIePCOHAJTY B OT/IeJIEHNSIX WHTEHCUBHOM
Tepanuy ¥ peaHUMalyu, IJie YaCcTOo MPOBOISIT MOCTe -
HMe MecCsIIbl CBO€M JKM3HM JEeTU C OHKOJIOTMYeCKUMMU/
reMaToJIOTMUeCKMMY 3a601eBaHUSIMU. 3[1eCh PeUb UEeT
Y 0 B&SKHBIX PEKOMEHIALIMSIX B OTHOIIEHVY OpraHMU3aIUN
IHS pebeHKa, MpoduUIaKTUKe BHITOPAHUS POAUTE el
U CIIeIMaINCTOB, TPeJOTBPalleHNM YIIPEeXAAIIEro
rops y popureneii [17, 26].

McuxocounanbHbIN CTaHAAPT OKa3aHUA
NCUXOAOrMUECKOM NOMOLLU AETAM

C OHKOAOIMYECKUMMU/reMaTOAOrMYeCKUMHU
I'IpOGAeMaMM Ha naAm\MaTMBHOM 3Tane
AeYeHuUun

OkasaHue MCUXOJIOTMYEeCKON IOMOIILY B IajIna-
TUBHBIN [IepUOT, IeUeHM S IeTei/TI0APOCTKOB C OHKO-
JIOTMYECKUMM/ TeMaTOJOTUUeCKMMY 3a60IeBaHUSIMU
OCHOBBIBAETCS Ha OIPeJle/IeHHbBIX IICMX0COLaNbHbIX
CTaHJapTax, TIIATe/JbHO M3YUYEHHBIX U COITIaCOBAHHBIX
B paMKax paboThl pa3HbIX MPOodeCcCUMOHATbHBIX TPYII
u coobrecTs [3-5]. OHU 3aaI0T 1eU MCUXOJIOTUYe-
CKOJi pabOoThI, MO3BOJISTIOT MMHUMM3MUPOBATD CTPAZAHMSI



Mal¥ieHTa ¥ eT0 CEMbM, a TAKKE BBITOPAHME BCEX YUaCT-
HUKOB JieueHyst. CaMbIMM Ba>KHBIMU U3 HUX SBJISIOTCS
clemyoomuue:

¢ OTCJIEXXMBAHME U OI[eHKA IICUX0JIOTUYECKUX MTPO-
671eM (HY>K[I ¥ COCTOSTHMI) pe6eHKa/TIoapOCTKA U ero
CeMbM, ICUX006pa30BaHye, ICUXOIOTMYeCKast TIOAIEP3K-
Ka, 3a60Ta 0 IICUXUYECKOM 3I0POBbE MaI[MeHTa U ero
OJIM3KUX, IOUCK PECYPCOB;

* TioBbIIIeHVEe 3P (MEKTUBHOCTU B yIIpaBieHUU pu-
3MYECKMMMU CUMIITOMaMM (32 CUET UCITOJIb30BaAHUS
TICUXOJIOTMYECKMUX METOOB U TEXHUK B paMKaX MeX-
IUCHUTUIMHAPHO KOMAaH/IbI);

¢ yyacTue B Imporecce MHGOPMUPOBaAHNS,;

* TIOMOIIb B BhICTpamBaHu 3(PHeKTUBHOI KOMMY-
HUKALUY C TAIIVEHTOM U ero CEMbeIt;

* TIOMOIIb CEMbe B TPUHSITUY PEIIeHNIT;

+ obJieryeHue IPOKMBAHMS CEMbeil TOPS B ITePUO/T
JledeHst pe6eHKa ¥ Iocie ero CMepTu;

* B3aMMOJENCTBIME U YKPEIIeHME TICUX0COLallb-
HBIX KOMIIETEHIIMI1 BHYTPY KOMaH/Ibl, 32a60Ta 0 YjIeHax
MYJIbTUAUCIUIUIMHAPHOV KOMaHbl, MOAIepKaHue
criennbUKM KPOCCKYIBTYPHOTO rmoaxoma [3-5].

OueHKa NCUXOAOrMYecKuX npobaem
M oKa3aHue nomvoLuu. OpueHTauuna
Ha noTpe6bHocTU pebeHKa U ero ceMmbu

VXyaueHue MCUxX0JI0TMUeCKOr0 COCTOSIHYSE 60JIbHOTO
pebeHKa 1 ero ceMbl Hab/II0JaeTCsI IT0 Mepe IPOrpeccum
3a60j1eBaHMs, TOCTUTASI MAKCUMYyMa Y pebeHKa B KOHIIE
€ro >KM3HMU, a y POAUTeEJIeil — ITocjie CMepTyu pebeHKa
(Ha TIMKe OCTPOTO TOpsI UM eCJIv Tope He pa3peliaeTcs
6J1aroIoTyUYHO — B CUTYaLIU OCIOXKHEHHOTO/TIaTOJIOT M-
YyeCKOro ropeBaHusI).

MHorue 13 3TUX CMMIITOMOB OCTalOTCs 6€3 JOJIK-
HOTO BHMMAaHMS ¥ ITIOMOILM BBUY KpaliHe HEITPOCTOro
o6JierueHMs X B TEPMUHAIbHON CTAAUY PA3BUTUS
OHKOJIOTMUYeCKUX,/TeMaTOJOTUUeCKIMX 3a60/1eBaHMIA.
Bonb sBASIETCS AOMUHUPYIOMIUM CMMIITOMOM B KOHIIE
SKM3HM pebeHKa, CBSI3aHHBIM C BBICOKMM CTPECCOM BCeii
ceMbMu. [TouTU TPETh POANUTENIEI PETPOCIIEKTUBHO CO00-
IIAI0T 00 Y>KaCHOM CMePTU CBOUX JIeTei i OTCYTCTBUM
93¢ GeKTUBHOro KOHTPOJIst 60/1. TpeBora u KauecTBO
SKM3HU TOPIOKIIUX POAUTEEN TECHO CBSI3aHbI C TPEBO-
roi v 60JIbI0, IEPEKMBAEMOI e THMM B KOHIIE SKU3HH,
a Takyke BO3MOXHOCTbHIO 00CYXXIATh 3TY HEITPOCTYIO
cutyaio. Oco6eHHO OCTPO BOCIIPMHMMAIOTCS (M TTaIIN-
eHTaMU, ¥ pPOAUTEISIMU) AepecCus U TpeBora B KOHIIe
SKM3HU Y MAIIMEeHTOB O POCTKOBOrO Bo3pacTta. bosbiie
[10JIOBMHBI Bpaueli, CONPOBOX A UX AEeTel B 3TOT
repuo, 0TMe4aloT HeJOCTaTOK HABbIKOB ¥ KOMITETEH-
LM 0151 06JIeTUeHM s CUMIITOMOB Jenpeccuu u 60/u,
HeXBaTKy CIIeMaJIUCTOB (IICUXO0JI0r OB, ICUXUATPOB),
MOUYEePKMBAsI BAKHOCTb YU4aCTUSI MEKIVCLIUTIIHAPHON
KOMaHJIbl B pelleHMM JaHHbIX PO06JieM IaueHTOB
U UX ceMeii, B TOM 4icJie C TIOMOIIbIO TIcuXodapmaKo-
JIOTMYeCKUX CpeCTB. B 9TOT mepuoa Bo3pacTaeT 3Ha-
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YMMOCTD IIPOBEIEHMSI TICMXOCOIMATbHOTO CKPUHMHTA,
BBISIBJISTIOIIIETO 9TY JIOKAIbHbIE TPYAHOCTY U TIPOGIEMBI
KaK MOXXHO paHblie [3-6, 27, 28].

CBoeBpeMeHHas OIleHKa ¥ BbISIBJIEHVE TTPO6IEM
pebeHKa 1 ceMbM IT03BOJISIET KOMaH/Ie CIelaiCTOB
OpPUMEeHTUPOBATHCS NMTPU OKA3aHUM BCEro KOMIIJIeKca
MaJIIMaTUBHOM MOMOIIM HA HYKAbI ¥ MOTPEOHOCTU
CeMbM, CJIBIIIATH YHUKATbHBII TOI0C KasKI0T0, 63 1mo-
Tepy AparoleHHOro BpeMeH! OKa3bIiBaTh MO AEPXKKY,
CBOEBpPeMEeHHO MOAKJ/I0UAaTh Pa3HbIX UJIeHOB KOMaH/Ibl.
[Monesnyio nHboOpMaI Mo JAOT U3ydeHMe AucTpecca
pe6eHKa/TIoAPOCTKA U CEMbMU, TICUXO0JIOTUYECKUX 0CO-
OGeHHOCTEeNi BOCITPUSITIAS 60JIe3HM CeMbeil, OIleHKa 9MO-
LIMOHAJIbHBIX PECYPCOB CEMbU U HAJIMUMS MTOJIEPKKHA,
YPOBHS CEMEeITHOr0 (PYHKIVIOHMPOBaHMSI, BOSMOXKHOCTEN
IMOCTTPaBMaTUUYECKOTO POCTa y pe6eHKa/TogpOoCTKa
Y 4JIEHOB ero CeMbM, YPOBHS 9MOIMOHAJIbHOTO BbI-
ropaHus poauresnei. B kauecTBe MHCTPyMeEHTapus,
IMO3BOJISIIOIETO 60Jiee TOUHO OIIEHUTH ITPOUCXOISINee,
TICMXO0JIOTaM¥U MIMPOKO UCIIONb3YIOTCS 6eceia, OMPOCHI
U aHKeTMPOBaHMe, Pa3/iMuHbIe TECThI I OITPOCHUKM, B 3a-
BUCUMMOCTM OT CTOSIIIMX Tlepe, crelajanucTaMy 3agay.
Hawnbosee yacTo ucmonb3yoTcs [IucTpecc-TepMOMETD,
pa3auyHble MOIY/M IIKAJbl KAUeCTBA XKU3HU JeTell
u poguTteneit PedsQL, ompOCHMKM M ITKAJIbI AJIST OLIEHKU
6011, TECTHI JIJIST OIIEHKY TPEBOTH, IETTPECCHU, YCTAJIOCTH,
KOTIMHTOBBIX CTpaTeruit u T.1. [3-6, 29, 30].

[TposkuBaHMe TaHHOIO Mepuoa AJIsi CeMbU COTIPSI-
>K€HO C MHOXXeCTBOM XOPOIIIO MY TIJI0X0 0CO3HABAaeMbIX
6eCIIoKOICTB, TPEBOT U CTPAaX0OB. BemyIiyim, 6e3yc/IOBHO,
SIBJISIETCSI CTPAX YXYAIIEHMS COCTOSTHUS pebeHKa,/TIoA-
pocTKa 1 ero cMepTy. CeMbM OMMacaroTCst «6bITh BIOPO-
IIEHHBIMM» U3 TOV MeIUIIMHCKO CHCTEeMBbI ITIOMOIIIH,
K KOTOPOJ OHM alalTMPOBAJIUCH B TIPOIeCCe JIeUeHU
TIEPESKUBAIOT, UTO OT HUX «OTKAKYTCSI», UTO OHM JIUIIATCS
TTOMOIIIY ¥ TIoAaepkKu. CeMby UaCTO OKa3bIBalOTCS B OAU-
HOYEeCTBE U U30JISILMN B 3TO BpeMsl. BOJIbIIMHCTBO ceMelt
TaK>Ke 0IlacaeTcs pacKpbITHUS MHGOPMALIMK O TSIKEIOM
COCTOSIHUM pebGeHKa — A1 6J113KMX, CaMoro pebeHka,/
MOJIPOCTKA, IPY3eit, OKpykawiux. MHOTMe pOaUTeIn
0TIacaloTCsl, UTO He CMOT'YT BbIIEPKaTh MOA0OHOTO 9MO-
LIMIOHAJIbHOT'O HAaTIPSIKeHM ST, OTacasiCh COMTH C yMa, BECTHU
ce0s HeaZIeKBATHO U He BBITIOJHUTD B HY>KHbBIIT MOMEHT
TpebyeMble OT HUX AeiicTBUs. CTpax MOTepsiTh pebeHKa
Hepa3pbIBHO CBSI3aH C TPEBOTOJt 1 HEBO3MOYKHOCTBIO 3a-
60TUTHCS 0 pebEHKe IT0CIe ero CMEPTH (KIJIe OH/OHA OKa-
SKETCSI», «KaK OyIeT 6e3 MeHsI», «KaK 51 OYIy SKUTb» U IP.).
Oco60e MecCTO B TIepeXMBaHUSIX POIMTEJIel 1 MallMeHTOB
B Iepuo/i, iepeBo/ia Ha NaJJIMaTUBHbIN 3TAll TeUeHU s
MOXXeT 3aHMMaTh arpeccusi, HarpasjeHHasi, B TOM YUCIie,
Ha MeJUIMHCKUI TTlepcoHasl. PoguTenu CTaJKMBaTCs
C TATOCTHBIM OIIlyIlIeHVieM 6eCIIOMOIIIHOCTH, IIOTepeit
SKM3HEHHBIX U CMBICIOBBIX MIEPCIIEKTUB, TIPEXKIEBPEMeH-
HbIM T'OPEBAHMEM, CYTIPYTH B CEMbE YaCTO OOBMHSIIOT APYT
IpyTa ¥ KOHQIUKTYIOT. Pecypcom ajist poauTesei B 9TOT
HeIIPOCTO¥ Mepuo/I, SIBASIeTCSI BO3MOKHOCTh KaK MOYKHO
JIyYIlle TIOHVMATh ITPOUCXOSIIee ¢ pe6GeHKOM, 3a60TUTbCS
0 HeM, MMeTb BO3MOKHOCTD JIeJIaTh UTO-TO ITPAKTUUECKOe
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Y [10J1IE3HOE, IMETb BO3MOXKHOCTb COXPaHSTh PeaanucTuy-
HYI0 HAJIEXKAY U BePY, 06HAPYKMUBATD TYXOBHYIO U 9K3U-
CTeHLMAJIbHYIO TOAAepXKKYy [12, 13].

Tak KaK KaueCcTBO KM3HM pebeHKa Ha MaIMaTuB-
HOM 9Tarle JieueHUsI TeCHO CBSI3aHO CO CIIOCOOHOCTHIO
ponuTeieli CIIpaBsSIThCS C KaXIOLHEBHBIM TOPEM, OLHO
13 BayKHBIX HAMTPABJIEHUI TICUXOJIOTUUECKON TOMOIIN
MOJIYUMJIO Ha3BaHMe «MoAdepskKa poauTes, noaaep-
SKMBAIOIIEro pebeHkar». Peub MaeT o oMo POAUTEITIO
B [IOHMMAaHMM CBOMX YyBCTB U peaKluii, [IOMCKe PecypCcoB
Y CUJI, IOAieP>KaHMM BO3MOYKHOCTYM OCTaBaThCS CUIbHBIM
¢ pe6eHKOM ¥ HaXOAUTh CUIJTY U MO IePKKY B TIPUCYT-
CTBUM pebeHKa, CIIPABJISTHCS C HEOITPeIeIEHHOCTbIO
Y HEM3BECTHOCTHIO.

Ilns poguTesieil Ba>kHa OMOIILb TICMXOJIOTOB TI0 I10-
BOJTY 3MOIIMOHAJIbHOIT 3a60ThI O TSI3KEJIO H60JIeroIeM
pebeHKe, OIIEHKY ero MoTpe6HOCTEN/HY K U COCTOSI-
Hus1. OKa3bIBAIOTCS TaKXKe M0JIE3HBIMM PEKOMeHJal M,
KaK OPraHM30BbIBAaTh U MO AEPXKMBATh MPUBBIUYHYIO
17151 pe6eHKa KM3Hb, KaK CIIPABJSTHCS CO CKYKOI 1 Jie-
TIpUBallyeli, Kak OPraHM30BbIBATh OOIIEHNE CO CBEPCTHM-
KaMu, ceMbeli, OKpYy>KeH}eM, BUAEThb MPOUCXOasIIee
C TOYKY 3peHMS epCIeKTUBbI pebeHka. Tak, Harpumep,
POIVTEIV MOTYT HE OCO3HaBaTh, UTO PEOEHOK MOXKET
OLIYIIATh PUOIUIKEHVE CMEPTHU, UCTIBITHIBATH HEOOXO-
IMMOCTD O6CYXKIATh 3Ty TEMY paHbllle, YeM OHY OYIyT
TOTOBBI 3TO TPU3HATD WJIX MUHULIMMPOBATh CAMU Pa3TrOBOD
Ha 5Ty HEIIPOCTYIO TeMy [3-6].

B pamMKkax ncuxoa0rmueckoyi IOMOILY POOUTEIISIM
B 3TOT [1IePMOJ, [TIePCIIeKTVBHBI CYCTEMHBbIE IICUXOJIOT -
yeckye MHTepBeHIMU. HekoTopbIMu ciTy>k6aMu paspa-
6aTbhIBAIOTCS CITELIMATU3UPOBAHHbIE ITPOTOKOJIbI 3a00ThI
0 poguTese (C yueToM X MHAVBUAYaJIbHBIX 0COO€HHO-
creit). HarmpaByieHbI OHYM Ha OLIEHKY, YIy4llleHMe UX afar-
Talyu, MHTErpaluio 0co60ro OIbITa POJUTEIbCTBA. ITO
TOMOraeT MOBBICUTH IMCUXOJOTUUYECKYI0 BBIHOCIUBOCTD
U ajanTtauuio cemeii [29, 30].

Yaiie Bcero AJis pelieHus MCUX0JI0rMueckKnx 3asad
TICYIXOJIOTM UCIIOJ/Ib3YIOT MHTErPATUBHBIN, XOMUCTUIECKUI
TIOIX0]1, 06'be AVHSIONINIT 3HAHWS Y BO3MOSKHOCTY Pa3HBIX
HaIpaBJIeHU i TICUXOJIOTUA U TIcuxoTepanuu [2-7, 14, 16].

UHpopmupoBaHUue

VHdopMupoBaHue — 3TO MPEUMYIIECTBEHHO Bpaved-
Hast KOMIIeTeHIMs1. HeBepHO 1 HEKOPPEKTHO JeJIernupo-
BaTh MH(POPMMPOBaHME CEMbM MY peOeHKa IICUXOJIOTY,
M MHPOPMIMPOBaHMe pedeHKa/TIOAPOCTKA — POIUTE-
JIsIM 6oJteronero pe6eHka. OqHaKo COBMeCTHOe MHPOP-
MMPOBaHME CEMbJ KOMaH 0l CIEeNalTNCTOB, B KOTOPYIO
BKJIIOUEH TICMXOJIOT, IBJISIETCSI BeCbMa IePCIIeKTYBHbBIM.

IMcuxosornyeckas Mo aepskka Heo6Xoauma Ipy MH-
(dbopMupoBaHMY [AETeli Ha ITATIe YXYALIEHMS COCTOSTHMAS,
P MTOATOTOBKE K Pa3/JIMUHBIM ITPOLIeAypaM M MaHMU-
MYJISIMUSM (TTOCTaHOBKA TaCTPOCTOMBI, TPAX€OCTOMBI,
MepeBoj, B APYTroe OTHe/IeHNe, HAIPUMED B OT/e/IeHNe
peanumaiium). Yaiie BCero MHTEPBEHIMN ITPOBOASITCS

6maromapst UCIIOb30BAHUIO CIIeI[MaIbHbIX OYKJIETOB,
HaIVISITHBIX MaTepuaioB ¥ MeIUIMHCKO UIPBI C JeThMU,
6ecempl ¢ mompocTkamu [12, 13, 17, 24, 25].

[Icuxomor MoXKeT OKa3aThb HEOLLEHMMY0 TIOMOIIlb
B BBICTpaMBaHMUM CTpaTerny MHGOPMUPOBAHMS B TTAJIIN-
aTMBHON KOMaHze. Hepe1ko BCTpevaroTcs ciiydyan, Koraa
pOIMTeNN PEMSITCTBYIOT aBTOHOMMM ITOIPOCTKOB/MOJIO-
JIBIX B3POCJIbIX, 3aIIpenialoT MeAUIIMHCKOMY TIepCOHATY
€OO00IIATh MOIPOCTKAM IIPABIY, TPEOYIOT IMTOAAEPKMBATD
MJUTIO30PHYIO HaIeXK Ty, 0OMaHbIBaTh 1x. Hanboee cox-
HBIMM OBIBAIOT CJTyYay, KOrJa, HECMOTPSI Ha ITPOTEKITNI0
pomuTeieit, MoAPOCTOK JAeT IBHbIE CUTHAJIbI 06 MHTEpece
K nHOpManum, HeJOBOJIEH CUTYaIIMel ee COKPhITHS,
BCTPEBOKEH He3HaHMEM peasibHOI'0 MOJI0XKEeHUS el.
Be3yc/I0BHO, TeHIEHIIVEeH B 6OIBIIMHCTBE CTPAH CTAJIO
CTpeMJIeHMe K ee PaCKPBITHIO (TIOJTHOMY U/TY YaCTUYHOMY).
MudopMmpoBaTh CEMbIO U TalIeHTa 03HAYAET BO3BPAIIaTh
MX K peasbHOCTH, laBaTh MM ITPAaBO PacIopsKaThCsl CBOe
SKM3HBI0, BO3MOKHOCTb IIPMHUMATh PellieHsI OTHOCUTETb-
HO Hee Ha OCHOBe VIMEIIIelicst MHGOpMaLMY O HEU36esK-
HOM KoHIle. OTHaKO OYeHb YaCTO HEITOJTHOe PACKPbITHE
mHopMaIu (HarmpumMep, MOAPOCTKY) O3HAYAET ITOMOIIb
TICUXVIKE, ee CTIaceHMe OT PacKosa, 6e3yMusl B CUTYaluH,
KOTJa OTCYTCTBYIOT PeCypPChl CIIPaBUTHCSI C TPABMOIA.
[IpoBeneHHOe KCCIeAOBaHNE O TOTOBHOCTU U SKeJIaHUU
pomuTesieit moIycKkaTh Bpaueil K cBoeMy pebeHKY BbI-
SIBUJIO, YTO UeM OGOJIbIIle PONUTEIh YAOBIETBOPEH CAM
CJIOKMBIIMMMCS OTHOIIEHMSMM C BpauoOM, TeM Jierue emy
BOCIIPMHUMATD TSKeTYI0 MHGOPMALIMIO OT Bpaueii 1 jierye
paspelaTth FOBOPUTH ITpaBAy pebeHKy. To ske camoe ObLIo
BBISIBJIEHO M B OTHOIIEHUM CAMMX MOIPOCTKOB — YeM
IIpOYHee U TOBepUTesIbHee CKJIa[bIBaaUCh OTHOILIEHM ST
C BpauoM € caMOro HavaJja (B TOM YucJie U B IJIaHe VH-
dbopmupoBanusi), Tem 60s1ee CBOOGOTHBIM UYBCTBYET CEOST
TTO/IPOCTOK, SKeJIaIoIIMii CIIPOCUTD UTO-TO y Bpaua, 3a7aTh
BaKHbIE [IJISI HETO BOIIPOCHI [12, 24, 25, 31].

B nmogo6HO0I HENPOCTON ¥ HEOTHO3HAYHO CUTYa-
LMY TICUXOJIOTY TIOMOTAIOT OLIEHUTb MH(POpMaIMOHHbIe
MOTPEeGHOCTY U MTPEeATIOUTeHMS Y pe6eHKa,/TTIogPOCTKA
U POAMTEJIei, COTIacOBATh X BHYTPY CEMbH, JaTh PEKO-
MeHJaIMy MeIUILITHCKOMY ITepCOHATY O CIiocobe, CTue
packpbITUS MHGOPMALIMY, TIOMOYb CEMbE ¥ Bpauy IOJT0-
TOBUTBCS K TPYLHOMY Pa3roBOpy, a TAaKKe IOMOYb BCEM
y4YacTHMKAM pa3roBopa CIIPaBUTHCS CO CTPECCOM ITOCIe
MIpOBeAeHMS pasroBopa [3-6, 12, 24, 25, 31]. B HEKOTOPBIX
cIy>k6ax pa3pabaThIBalOTCS MOJIEIM TaK Ha3bIBA€MOTO
«9KOJIOTMYHOTO» PACKPBITHS MH(OPMAI[MI, TOMOTAIOIIET0
B IIPUHSITUY PeLlIeHNi1 HA OCHOBAaHUM OLIEHKY Pa3HbIX
TOUEK 3peHsI, TOMOIIY BO B3aMMOAENCTBUN U TIPUHSITUN
peleHns 0 pacKpbITHY MHGOPMAIMN. DTO TIOMOTaeT CHI-
3UTh CTPECC U KOHQUIMKT BHYTPU CEMBY U CEMBM C TTaJIIN-
aTMBHBIMU crienianuctamu (Bronfenbrenner’s Ecological
Systems Framework) [31]. Vicmonb30BaHMe criel[MajibHbIX
MHCTPYMEHTOB, TUIIA AUCTPECC-TEPMOMETPa, IoMoraeT
COXPaHUTb aBTOHOMMIO peOEeHKa/TIOIPOCTKA ITPU MHMOP-
MMPOBaHUM U YUECTh ero JIMUHbIE TOTPEOGHOCTH U ITPeJIIIo-
yTeHus [12, 24, 25]. Ilcuxosory 4acTo okasplBaloT IOMOLTb
MeIUIMHCKOMY TTIepCOHATY B OCBaBaHUM ITPOTOKOJIOB



coobuienus mmoxux HoBocTeit (SPIKES), moBbiiieHMM
KYJIBTYPbl KOMMYHUKALIVY Y B3aVMOZECTBUS C FOHBIMMU
ManyeHTaMu 1 ux 6mskumu [24, 25].

VHpopMupoBaHMe JOKHO ObITh O€pesKHBIM, Kaue-
CTBEHHBIM 1 CBOEBPeMEHHbBIM KaK B TIePUObI TIepeBo/ia
peGeHKa 1 ero CEMbU U3 OJTHOTO YUPEXKIEHWS B IPYTOE,
TaK U B IIpejiesiax OGHOTO U TOTO JXe Jieue6HOro 3aBejie-
Hust. Pomyreny yaie skafHO BIUTHIBAIOT MHPOPMAIIAIO,
Kacaruycs TOro, Yepes uTo MMeHHO IIPOXOIUT pebe-
HOK. CeMbsIM OUeHb BasKHO ObITb ITPABUIBHO COPUEH-
TUPOBAHHBIMU B TOM, UYTO MPOVICXOIUT, 3HATb, KAKOBBI
TIPOSIBJIEHMS CUMITTOMOB, ¥ BOBPEMSI YMETbh PacIiO3HATh
OXXMJaeMble CUMIITOMBI YXYAIIeHUSI, TPeBEeCTHUKA
yMuUpaHus. 3TO IO3BOJSIET POAUTEISIM ITPUMEHSITh
MMEIOIIECS Y HUX BO3MOXKHOCTY O IePXKKY. BaxkHO
3TO ¥ IJIsI IPUHSITUSI HETIPOCTBIX PelleHuii (rae 6ymeT
yMUPaTh pe6eHOK, B KAKUX CUTYaIUSIX MOKHO OyneT
0TKa3aThCs OT peaHNMAI[MOHHBIX MEPOIIPUSITUIA, BCKPbI-
TS U T.1.) [24, 25].

Moaaep)Xka B npouecce KOMMYHUKaUUU

PexomeH1yeMoI1 SIBIsIeTCSI KOMMYHMKaLWS, LIEHTPU-
poBaHHas Ha ceMbe. OTIMUYUTENbHOI ee 0COOEHHOCTHIO
CTaHOBUTCS YYTKOCTb K TIOTPEGHOCTSIM M TOJIOCY KasKAOTO
YJIeHa CeMbM, YeCTHAs U SICHAsSI KOMMYHUKALVS, yBaXKM-
TeJIbHAsI, HATIOJIHEHHAS aKTaMy ¥ CMbICIOM. CeMbsiM
Ba)XHO, €CJIM B TPYLHbBIN IEPUOJ, C HUMMU FOBOPSIT Ha UX
POIHOM $I3bIKe, €CJIM COXPaHSIeTCS YYBCTBUTEIbHOCTD
K X 0COOEHHOCTSIM KYJIbTYPBbI, COI[MATbHOTO CTaTyCa,
LIEHHOCTSIM U )KM3HEeHHBIM YCTaHOBKAM, PEJTUTUO3HBIM
BepOBaHMSIM. 3amMmeyaTeabHO, KOTIa YIaeTcsl 06IaThCs
C ceMbeli HENIPMHYXXIEHHO, 8 KOMMYHMKalUs gaeT
IO IEPIKKY, CIIOCOGCTBYET CHSITUIO HATIPSIKEH ST, TOHKO
Y YMECTHO VCITOJTb3YIOTCSI IOMOD U Iy TKM [3-6, 24, 25, 31].

JeTu 1 noAPOCTKM YaCTO MMET aBTOHOMHY O
(He 3aBUCUMYIO OT poJuUTeeit) MOTPeOGHOCTh TOBOPUTH
0 3a6oJiIeBaHUM, €ro MPUUMHAX, IPOTHO3€e, a TAKXKe
TMICUXOJIOTUYECKOV TTOMOII K. [leTr 4acTO OCO3HAIOT
MPUOIVKAIONTYIOCS cMepTh. [IOMOIIb poayuTe M HaA T
CJI0Ba 11 06CYKIEHMS UYBCTB, ITepeKMBAHMI B TaHHOM
CUTYaIMK, BO3MOXKXHOCTE 1 CITOCOOO0B MOMPOIIAaThCS,
UCTIOTHUTb MEUThl, 3aBEPIINTH JleJia KOppeaupyeT
¢ 61aTOIOTyYHBIM TTepEeXXMBAHMEM TOPS Yy POAUTEIEN
rmocJie cMepTy pebeHka. BoJbIIMHCTBO poauTeriei,
YUYaCTBYIOIIMX B MHUIIMAIIUY TTIOOOOHBIX PAa3TOBOPOB,
He JXaJieJIv 0 HUX T10cjie cMepTu pebeHka [3-6]. B ciy-
yae orpaHMYEHMs WK OTepu y pebeHKa/mogpocTKa
CITIOCOOHOCTY OOIIATHCS C OKPYKAIOIIMMU HEOOXOIUMO
MUCIIOIb30BaHMe AOTIOJTHUTEJIbHON U aJIbTePHATUBHOM
KOMMYHMKauuu [7, 16, 17].

BoBAeueHUe B NPUHATUE pPeLUeHUN

CeMeltHO-1IeHTpMPOBAHHbIN MOAXO, ITpeIiToiaraeT
06s13aTe/IbHOE BOBJIeUeHIe POATE/ e 1 JeTeli/ToapoCT-
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KOB Ha IMaJIIMaTUBHOM 3Tarle JieueHus: B 06CyKIeHe
Y IPUHSITYE SKU3HEHHO BasKHbIX PeIleHNiT OTHOCUTETHHO
SKM3HM pebeHKa C yYeTOM MX COOCTBEHHBIX ITOTpeOHOCTe
SKeJIaHMI, IeHHOCTeN. Pedb 1aeT O peleHnsIX OTHOCH-
TeJIbHO COBMECTHOTO ITpebbIBaHMS ¢ pe6eHKOM, BhIOOpa
MeCT, T/ie pe6eHOK OyIeT SKUTh B KOHIIE JKU3HU U YMUPATh,
VICTIOJTHEHMST JKeJIaHMIi peGeHKa U BasKHbIX PUTYaJIoB (pe-
JIUTVIO3HBIX VIV CBETCKUX), [TPOBEIEHNS PeaHVMAIVIOHHbIX
MEPOIPUSITUIA, BO3MOXXHOCTE! OTKa3a OT BCKPBITUS U T.1.

CeMbsI B TAKOI HEIIPOCTO CUTYaLMU He BCEr1a MOKET
0CO3HABaTh, OTHOCUTEJIbHO KaKMX BOITPOCOB MMEeTCsI
BbI6OP. CeMbe TaKyke BasKHO IMTIOHMMATh, OT Yero 6ymeT
3aBUCETH GU3NUYECKUIA U IICUXOJIOTUIECKIIE KOMGBOPT
pebeHKa B Iepymoy, MaJIMATUBHOTO JIeUeHMsI, a TaK>Ke
TICUXOJIOTMYECKIUT KOM(POPT ceMbM IOCJIe CMEPTHU pe-
6eHKka. [Togo6HbIe pa3sroBOPbI OUE€Hb BayKHO IMTPOBOAUTH
CBOEBPEMEHHO, TaK KakK He06XOIVIMO BpeMs 115t 00my-
MbIBaHMSI, BBIOOpA U IPUHSITUS peleHnit. MTHuIaTBa
TIpY TTOO06GHBIX Pa3roBOpax ualile IPUHaIJIeKUT CIielya-
JIMCTaM, TaK Kak camMa CeMbsI HAaXOIUTCS B CTPECCE U Taske
MOKET He MpeATioaraTh, 0 YeM UAET pedb. [IogKiioueHye
TICMXO0JIOTa B KOMAaHAY TPy 06CYKI€HMUM TaHHbIX BOITPO-
COB IIOMOTaeT CeMbe JIYUIlle OCO3HATh ITY BOSMOKHOCTH,
COMNOCTaBUTb MX CO CBOMMM OKUIAHUSIMMU, TIPEICTaBIEHN-
SIMM O TJIaBHOM ¥ BasKHOM B HACTOSIIIMIA TT€PUOT SKU3HMH,
SKeJIaHUSIMM ¥ TIOTPe6HOCTSIMM pebeHKa. Vcrmob3oBaHme
CITeIMaTbHBIX IICUXOJIOTMYECKMX IIPMEMOB MOXKET I10-
MOraTh cemMmbe 60s1ee 3(hGHEKTUBHO MTPUHMMATD TaHHbIE
pewenus [17, 24, 30].

IMoapocTKY ¢ 6;1arogapHOCTbI0 OTHOCSITCS K yUETY
X MHEHUS U BOBJIEUEHMIO B ITPOLIECC ITPUHSITHS pellle-
Huii. TICMX0JIOT MOKET BBICTYTIATh B TAKMUX CUTYaAIMSIX
KakK MeuaTop, oriocpenys obiieHe YWieHOB KOMaHIbl,
poauTeieii 1 CaMOro MOAPOCTKA MPY 00CYKIEHUI CaMbIX
CJIOKHBIX BOJIHYIOIIMX MAIllYeHTa TeM (B TOM YVICJIE BbI-
60pa MecTa cMepTH). Eciv He yoaeTcst JOCTUYb COTIACusI
B CEMbe, TIPUHSITYE COBMECTHBIX PellleH! 1 PEKOMEHIYIOT
JeJaTh C IPUOPUTETOM TOT'O, UTO BHIOMPAET caM IOIPO-
CTOK. B 11060M ciydae Haubosiee BasKHbIM MIPUHIIUIIOM
OCTaeTCcs yBaskeHMe CO CTOPOHbBI KOMaH/IbI K TPMHMMAae-
MOMY B ceMbe perrennio. Heo6xoamMMo Takske pa3BMBaTh
KY/BTYPHYIO CEH3UTUBHOCTb K IIPUHSITUIO PEIIeHMIA, TaK
KaK OHA MOSKET 3aBMCETb OT OIpe/IeJIeHHbIX COIMAaTbHbIX
XapaKTePUCTUK, KYIbTYPbl KOMMYHUKALIVIY U TPaIULII
MIPUHSITUS perieHunii B cembe [30].

Mopaep)xka ceMbU B ropeBaHUMU

KauecTBeHHast 1 KOMIIIEKCHAS TICMXO0JIOTMUeCcKast
IMOMOIIb CEMbe TpejIiojaraet 3a60Ty O Heli mocJie
cMepTu pebeHka. [laske Te POAUTENN, KOTOPbIE YCIIENHO
CIIPAaBJSIIOTCS, IEMOHCTPUPYIOT MOTPE6GHOCTH B TO-
IOOGHO TTOMOIILA.

Pabora ricuxosiora yacto GOKycupyeTcs Ha 06-
JIETUEHUU TSKeJIbIX TIepeXKMBaAHMI POOUTeIeli: Uy B-
CTBE BUHBI, HEIIPUHSITUY CIYUMBIIETOCS, arPECCUN,
BOCIIpUSATUM CMePTU pebeHKa KaK JMUYHOTO IIpoBaJia,

NMAAMATUBHAA 7‘
N XOCMUCHAA
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rnoTepu cebs U CMbIc/Ia KU3HU. PonuTenn 0 MHOIOM
COXaJIelT (HalpuMep, 0 TOM, YTO He TOBOPUJIM C pe-
6EHKOM O CMePTM MUJIK UTO He TTOHMMAJIM CBOEBPEMEH-
HO, YTO ITPOUCXOAUT C peOEHKOM) U 3aIMKINBAIOTCS
Ha CBOMX MMepeKMBAHUIX, UIYT CIIOCOOBI, KaK Mpe-
0[0JIeTh U3OJSILNIO Y MOPAJIbHO BDXKUTH TIOCTIe CMEpPTU
pe6enka [3-6, 28].

CMmepTh pebeHKa CUJIBHO YXYIIIaeT 340POBbe
060X poauTEJIeil, HE TOJBKO B KPATKOCPOUHOIA,
HO U B JOJITOCPOYHON nepcrekTuse. Y poauTenen
OTMeYaJUCh YXYIIIeHUs KaK COMaTUUYeCcKoro, Tak
M TICUXMUYECKOTO0 3[J0POBbS (emnpeccusi, TpeBora, Ha-
pylieHusl CHa, KOTHUTUBHbIE HAPYIIeHU S, TPYJHOCTH
aganTainyu). OHM Yalie 3JIOYIIOTPeOISI/IN aJIKOI0JIeM
1 KypenueMm. O6pa3oBaTesibHbIe I MO IePKIUBAOII /e
MpOrpaMMbl [0 TOPeBAHUIO OKA3bIBAIOTCS OCTATOY-
HO 3G EeKTUBHBIMU IJIST YIYUIIEHUS] CAMOYYBCTBUS
ponurenei [27].

[Tone3HBIMM OKa3bIBAKOTCS NICUXOJIOTUYECKHUE
peKoMeHIalMy ceMbe M0 MOoAaepsKKe CUOIMHIOB,
pPa3BUTHUIO HABBIKOB MO IEPKKY B CEMbe B Mpoiiecce
MPOXKMBAaHMS ropsl, a TAK>XKe oKa3aHue Herocpes-
CTBEHHOM MCUXOJOTUYECKON MOAOePXKKU pa3HbIM
YyjleHaM ceMbM B pa3anuyHbix popmarax [3-6]. Tak,
Harpumep, okasascs 3¢ PeKTUBHBIM OMBIT CEMefHOTO
Jlarepsi BBIXOITHOTO I HS (IIPOBOIMMOTO ABaKbl B TOX),
C IIPUIIeJIbHO TPOPabOTKOIL TeMbI rops (B ¢popmare
ncuxoo06pa3oBaHMs), BOBJeUeHNEM UJI€HOB CEMbU
(popuTeseit U feTeil) B COBMECTHYIO COLLMATbHY IO
aKTUBHOCTB. PonuTenu ctanu iyydiie MOHUMATh CBOU
COOGCTBEHHbIE TIEPEKMBAHNS U UYBCTBA IPYTUX YWIEHOB
ceMbM, 3aMevasny pasjinuus U AUHAMUKY B TIpoijecce
ropeBaHMs, Hay4yaJUCh CIPaABJSTHCS C Iepenagamu
HAaCTpOeHUs, MOAJePKUBaATh 60Jiee TeIible OTHOIIe-
HMSI BHYTPU ceMbM (KaK BHYTPU POAMUTETbCKOI Maphl,
TaK ¥ B ITapax ¢ APyruMU qeTbMu). IpymnmoBoit popmat
JaBaJl yuaCTHMUKAM OIllylleHUe «<HOPMaJbHOCTU» UX
HeINpPOCTHIX IepeXxuBanmii [27].

Ioddepicka e3aumodeticmeus u omuouleHuti. Poxyc
paboThI TICUXOJIOTa (HAPSIAY C APYTUMMU YJIeHaMU
TICYXOCOIMAJIbHOI KOMaH/bl) TAKKe BKJIIOUAET B cebsI
yKperjleHe CUCTeMbl OTHOIIIEHU i BCeX yUaCTHUKOB
JIeYeHu .

Peub MOXeT UATU O BO3MOXHOCTU pPa3BUBATh
M yIydlllaTh OTHOIIEHUSI BHYTPU CeMbM TaljMeHTa
(c poguTensiMu, 6paTbsIMI/CeCTpaMm), OTHOLMIEHU S
CceMbM ¢ 6IMKaAMIIMM OKPY)KeHMEeM, a TaKKe C CAaMUMMU
YyJleHaM¥ MalJIMaTMBHOI KOMaHIbl. BaskHO, YTOGBI
y BCeX, KTO KOHTAKTUPYET C pe6eHKOM, ObIJI0 KaK MOXK-
HO 6oJiee aleKBaTHOE MpeACTaBIeHMe O CUTYALIUN,
TIOHMMaHMe ero Hy K[, IPMOPUTETOB, YTOOBI OOIIEeHIe
ObLJI0 KOM(POPTHBIM U TOCTATOUYHBIM. TsI3KeI0 60JIbHOI
pebeHOK, HeCMOTPS Ha CBO€ COCTOSIHUE, HYXXIaeTCst
B IO JepsKKe, KaK MOXKHO 00jiee 6epeskHOM U TeIlJIOM
o6IIeHNM ¢ 6paThsIMU U CECTPAMM, IPY3bSIMU, CBEP-
CTHUKaMM U, COOTBETCTBEHHO, B IOMOII/ B YCTAHOB-
JIEHUM 3TUX OTHOIIeHU I, Ha KOTOPble Y Hero caMoro
U pOAUTEJIel MOKeT He ObITh pecypcoB u cuJ [2-8].

KaroueBble NCUXONOTMYECKHUE KOMMNETEHUUMN
pa3HbIX YA€HOB NAaAAMAaTUBHOW KOMaHAbI

Kaxk y>ke ymomMunHaJioCh Bblllle, MOpaJibHas U MCU-
XOJIOTMYecKas Mojaepskka pedeHKa 1 CeMbU SIBJISIETCS
HeoTbeMJIeMOJi KOMITeTeHIIMel He TOJIbKO IICMXOJIOTOB,
HO ¥ BCEX CITeIMaJIMCTOB MaJUIMAaTUBHON CTY>KObI. DTO
MpeArioaraeT HellpepbIBHOE COBEPIIIEHCTBOBAHME U pas-
BUTME UMEIOIIMXCS IICUX0JIOTMUYECKIX 3HAHMI1 11 HABbIKOB
crienaaucTos [1-13].

YToO6bI OKa3bIBATh KAUECTBEHHYIO U ITOJTHOILIEHHYIO
IMOMOIIb Pe6EeHKY/IIOAPOCTKY C OHKOJOTMUYECKUM
3ab0J/IeBaHMeM Ha MaJJIMaTUBHOM 3Talle JIeYUeHUs U
ero 6/IM3KMUM, WIeHaM IaJIMaTuBHO KOMaHIbI pe-
KOMEHJOBAHO BJIaJeTh: 3HAHMEM IICUXOJIOTUUECKOI
crenMGUKY MaaaMaTUBHOTIO 3TAlla JIEYEHUS U CUTY-
Ay OKasaHMS NaJJIMaTUBHOM ITOMOIIM; ITIOHMMa-
HMEeM TICUXO0JOTUYEeCKUX 0COOeHHOCTEeN TPYyAHOCTE,
MUCIIBIThIBAEMbIX MAllMeHTaMM C OHKOJIOTMUYeCKUMMU
3a60/7IeBaHUSIMU B 3TOT HEPUO, U UX OIU3ZKUMU,
3HAHMEM U IIOHMMAaHMEM peaKkI il IMalMeHTOB U UX
cemeiil Ha YXYy[IlIeHe COCTOSIHUS U TTaJIIMaTUBHYIO
CUTYaI1I0; HAaBBIKOM OlLI€HKMU ICUX03MOI[MOHATbHOTO
JUCTpecca MalMeHTOB U olpeaeeHus MOoTpebHOCTU
B IICUXOJIOTMYECKOJ, COLMAJIbHOI ITOMOIIN; HABBIKAMM
OKa3aHMS MCUXOJOTMUECKOI MOAePKKY MaleHTamM
" X CeMbsM; HaBbIKaMU 06]_[16HI/I$[ C I[TallMeHTaMUn
U UX GMIU3KUMU (KOMMYHUKATUBHBIMM HaBbIKAMM);
HaBbIKaMM MH(POPMUPOBaHMS MAMEHTOB Ha 3Talle
repeBojia Ha Ma/UIMAaTYBHOE JIeYeH)e M HeIIOCPeACTBEeH-
HO Ha MaJIIMaTUBHOM 3Tarle JeUyeHUsI B CUTyalusix
YXyAIIeHUsI CaMOYyBCTBMSI; HaBbIKaMy BOBJIEUEHUSI
MmaiMeHTa " ero 6JIM3KUX B MIPUHSATHE BaXKHBIX pe-
LIeHMIi; HaBbIKaMM ITOMOIIY B OpTaHM3al UM XU3HUA
MaleHTa ¥ ero CeMby B TEPMMUHAJIbLHOM mepuoje 60-
Jie3HM (KOHIIE KM3HM); 3HAHUSIMM 0 (haKTopax, ITamnax,
croco6ax MpouUIaKTUKY IMOIMOHAIbHOTO BhHITOpa-
HUS B IIpollecce paGoThl; HABBIKAMM CAMOIIOAIEPKKI
B AMOIIMOHAJIbHO CJAOKHBIX CUTYALUSIX Y B3aMMHOM
MOAJePKKU B KOJIJIeKTuBe [3-7, 12].

IlaHHbIe KOMIIETEHIIMI OCBAaMBAIOTCS CIIELaIMCTaMMU
He TOJIbKO B IIpoIiecce creryuajabHO OPTaHM30BaHHOTO
00yueHMs U TpeHUHToB. OHM HEITPepPbIBHO MPOI0JIKa-
10T COBEPIIEHCTBOBATHCS Garofgaps JMHAMUYECKOMY
B3aMMO/Ie}ICTBUIO pa3HbIX CIIEIMaJIMCTOB MYJIbTUINC-
LIUIUIMHAPHOM KOMaHbl, BKIIOUAIoIei, B TOM YuCJe,
U TICUXO0JI0T0B. [I006GHbI 0OMEH 3HAHUSIMU U OITBITOM
CITOCOOCTBYET KaK POCTY MCUXOJIOTMUECKUX KOMITIETEH-
LI OTHEeNbHBIX CIIEeLMaINCTOB, TaK M POCTY KYJIbTYPbI
OKa3aHM MaIMaTUBHOM ITOMOIIN B II€JIOM.
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KoncyAnbTauua ropucra

YK 614.2:34

3acepaHMe Bpaue6HOM KOMHMCCHM U AMLIEH3MA
MeAULHWHCKOMW OpraHu3aumm:
TOUYKHU NepecevyeHun

«006s3aTeIbHA U IULEH3Ms Ha OKasaHMe Na/IMaTUBHO MeIMIIMHCKO IMTOMOIIY JEeTSIM
IIJIS TOM MeIUIIMHCKOV OpraHmM3anuy, BpauyeoOHass KOMMCCHUSI KOTOPOJ IPUHMMAaEeT pellieHre
0 HAJIMYUMU Yy peOeHKa MoKa3aHui K 0Ka3aHMUIO Ma/JIMaTUBHONM MeIUIIMHCKOM MTOMOIIN?»

Omeeuatom sKcnepmeot:
Baaum TkaueHKo, OCHOBaTE/Ib U PYKOBOAWTEb KOHC3NTUHIOBOW rpynnbl vvCube
Moaunna Mepexopa, pykoBOANTENb OTAENS CYAEOHOTO CONPOBOXAEHNS KOHCANTUHIOBOW rpynnbl vvCube

B Poccuiickoit @emepaliiy HEKOTOpbIe BUIBI €S-
TeJIbHOCTU T10 OKa3aHUIO YCIYT HACeJIeHUIO MOoAJIeXXaT
nuileH3upoBaHuio. Tak, B COOTBETCTBUM C TpebO-
BaHUSIMMU CT. 12 ®engepanbHOro 3akoHa N2 99-03
ot 04.05.2011 «O nuileH3MPOBaAHUM OTIEIbHBIX BUIOB
IesiTeIbHOCTU» (Janee — 3aKOH N2 99-D3) nmogJieskut
JIUIIEH3VPOBAHMIO JII00ast MeIUITMHCKAS AesTeIbHOCTD.
B cooTBeTCcTBMM C JaHHBIM 3aKOHOM Ha [IpaBuTE/NbCTBO
Poccum Bo3araeTcs 0613aHHOCTh YCTaHaBAMBATh
JINIIEeH3MOHHbIe TPe6OBAHMS 0 KOHKPETHBIM BUAAM
mesiTeqbHOCTH (CT. 8 3akoHa N2 99-d3). B yacTHOCTH,
IIpaBuTtensctBo PO yrBepaumno 01.06.2021 ITocTa-
HoBjieHMe N2 852 «O nuileH3upOBaHMUM MeIUIIMHCKON
eI TeIbHOCTHU (32 UCKJIIOUEeHVEeM YKa3aHHO AesiTelb-
HOCTMU, OCYIIECTBJSIEMOV MeIUIIMHCKUMU OPTaHU-
3aMSIMU U LPYTUMU OpTaHU3aAUUSIMU, BXOASILUMU
B YaCTHYIO CUCTEMY 3ipaBOOXpaHeH s, Ha TePPUTOPUM
MHHOBAIIMOHHOTO I[eHTpa «CKOMKOBO») ¥ IPU3HAHUU
YTPaTUBIIMMU CUITY HEKOTOPBIX aKTOB [IpaBuTe bCTBA
Poccuiickoit ®egepanun» (BMecTe ¢ «IIo0KeHUeM
O INLEH3UPOBAHUM MEeAULIMHCKONM JesATeJIbHOCTU
(3a MCKJIIOUeHMEeM YKa3aHHOM J1esiTeJIbHOCTH, OCYLeCT-
BJISIEMO MeAUIIMHCKMMY OPTaHU3aUIMU U APYTUMU
OpTraHM3alUSIMU, BXOAS UMM B YACTHYIO CUCTEMY
3paBOOXPaHeHNs], HA TePPUTOPUY UHHOBALMOHHO-
ro ueHTpa «CKOJIKOBO»)») (ganee — [locTaHOBJIeHME
ITpaButenncTBa PO N2 852), B KOTOPOM yCTaHOBUJIO
MOPSIAOK TUIEH3UMPOBAHUS MeOUIIMHCKO AesTelb-
HOCTHU, B TOM UMCJIe IPU OKa3aHUMU NMaJTanaTUBHON
MenuuUMHCKOM oMoty (ITMIT).

Tak, mpy HaMepeHUU JinlieH3MaTa — MeJULMHCKOI
opraHusanuyu okaspiBaTh IIMII HEO6XOIMMO ITOTYUNUTh
JIMIIeH3UI0 HAa OKa3aHKe TaKOro pofa MeIUIIMHCKON
ycayTu. OCyIIeCTBASITh MEeAUIVMHCKYIO IeSTeIbHOCTh
110 ajpecy, He yKa3aHHOMY B peecTpe JMILeH3U,
" (MJT11) BBITIOJHSTH Pa6OThI (YCIYTH), COCTABIISIIONIME
MeOUIIMHCKYIO NesITeJIbHOCTh, He IpelyCMOTPEeHHbIEe
peecTpom NuULleH3Ul, Henb3s. [loaToOMy mogaeTcs 3a-
SIBJIEHVE€ O BHECEHUM U3MEHEHU B peecTp AULeH3UM
M YKa3bIBAIOTCS TOT afpec U (Mau) paboTsl (YCIAYTH),
KOTOpbI€e JINIIeH3UAT HaMepeH BbITIOJHSTD (TYHKT 11
IMoctraHoBnenus [IpaButenbcTBa PO N2 852).

[Tpu 9TOM BBITIOJTHEHME PabOT (YCIYT), TPeIyCMO-
TPeHHbIX ITpunokeHneM K [ToctaHoBneHno [IpaBuTesib-
ctBa PO N2 852, MOKET OCYIIEeCTBIISIThCS INIIEH3UATOM,
B CTPYKType KOTOPOro OpraHM30BaHa MOOUIbHAS
MeaOUIIMHCKas 6puramga ajisi OKasaHusT TepPBUYHOIM
MeIVKO-CaHUTAaPHOI MOMOIIM HaceJIeHUI0, TPOBeIeH NS
MPOoGUIaKTUUECKOTO MeIUIIMHCKOTO OCMOTPA, OMUCIIaH-
cepm3aluyu 1o MeCcTy HaXOXAeHM ST MOOUIbHO Meau-
LIMHCKOVi 6pUTajibl, He YKa3aHHOMY B peecTpe JIUIeH3Mit
B KauecCTBe aJpeca (aLpecoB) MeCTa OCYLIeCTBIeHU
MeIUITMHCKOV AesSTeNbHOCTH, U He TpeOGyeT BHECEHU S
M3MEHEHU B peecTp JIULEH3U.

TakuM 06pas3oM, AJis TOTO YTOOBI MeIUIMHCKAS
opraHu3anus morzia okassiBaTh [IMII, y Hee foJ/IxkHa
OBITH JTUIIEH3M S, B KOTOPO¥ OyIeT yKa3aH JaHHbIi BUT,
TIOMOIIIY, a TAKXKe OyIeT yKa3aH ajgpec, o KOTOPOMY
3Ta ITOMOIIlb OKa3bIBaeTCS.

OnHako npusHaHKe naluyeHTa Hykaatonmmcst B I[IMIT
He MoJiNaJiaeT Mo/, OTpeiesieHyie MeAUIIMHCKO TTIOMOIIH,
KOTOpOe€ 3aKperuieHo B MyHKTe 3 yactu 1 crateu 2 Qepe-
pasipHOrOo 3aKoHa N2 323-®3 ot 21.11.2011 «O6 ocHOBax
OXpaHbl 3M0POBbS rpaxkaaH B Poccurickoin @enepaumm»
(manee — 3akoH N2 323-®3), roe yKa3aHo, YTO MeIU-
IMHCKas MOMOIIb — 3TO KOMITJIEKC MEPOTIPUSITUIA,
HaIlpaBJIeHHBIX Ha MOAAepyKaHue 1 (M) BOCCTaHOBJIe-
HMe 3I0POBbSI M BKIIOUAKOIINX B Ce0ST IIpeJOCTaBIEHNE
MeOUIITMHCKUX YCAYT. Takyke B COOTBETCTBUM CO CT. 48
3aKoHa N? 323-®3 BpaueGHast KOMUCCHS CO3/IAeTCSI B Me-
JVLIVHCKOM OpraHU3al Uy B LIEJISIX COBEPIIEHCTBOBAHMS
OpraHm3anuy oKa3aHus MegULIMHCKONM MOMOIIH, TO eCTh
ee OCHOBHAS 3aJlaya — 3TO He caMa MeAuIIMHCKas 10-
motib. To eCcTh MpU3HaHMe NallMeHTa HY KA MMCS
B MMaJ/IMATUBHON MeIUIIMHCKOM TOMOIIM He TIoAnaiaeT
MO/, MOHSITVE MeOUIIMHCKOV TOMOIIU.

Kpome Toro, cienyeTt yuuThIBaTh M MOJIOKEHUS TPU-
kaza Munsnppasa Poccun N2 3451, MunTpyzna Poccun
N2 3721 ot 31.05.2019 «O6 yTBepxkaeHnu ITo0KeHU ST
006 opraHMsanuy oKa3aHus MaJTIMATUBHON MeIUIIVH-
CKOVi TIOMOIIM, BKJIIOUasi MOPSIAOK B3aMMOJENCTBUS Me-
IUIMHCKUX OpraHu3aluii, opraHu3anuii couajbHOro
00CTy>KMBaHMS ¥ 06IIeCTBEHHbIX 00 beIMHEH M, MHBIX
HEeKOMMepUYeCKMX OpraHmu3aiuii, OCyIeCTBIAS IO NX



CBOIO J1eSITeIbHOCTD B chepe oXpaHbl 3J0POBbSI» (1a-
siee — mpuka3s N2 345H/372H), B COOTBETCTBUM C TYHK-
TOM 16 KOTOPOTO YCTAaHOBJIEHO, UTO MeOUIIMHCKOE
3aK/II0UeHMe JeTsIM BblJaeT BpaueOHast KOMUCCHUSI Me-
IUIIMHCKOM opraHmu3aium, B KOTOPOit OCYILeCTBISIEeTCS
HabJoIeHNe 1 JiedeHue pebeHka. B cocTaB Bpaue6HOIi
KOMMCCUY PEKOMEHIYeTCS BKAKYATh PYKOBOAUTENS
MeIMIIMHCKOM OpTaHM3aly MU €ro 3aMeCTUTe s,
3aBeJIyIONIero CTPYKTYPHBIM IMOApa3ieeHeM Meu-
LIMHCKOJ OpraHM3aIuy, Jieyaliero Bpava o rmpoguio
3aboieBaHMsI pebeHKa, Bpaua I10 MMajinaTuBHON Meau-
LIMHCKOJ ITOMOIIM, Bpaya IT0 MeIUILIMHCKO peabuin-
Tauuu. [Ipy OTCYTCTBUM B YKa3aHHON MeAULHCKOM
opraHM3alyMy Bpaya o MegUIIMHCKOM peadbuanTaLnm,
Bpaya 1o nauiMaTuBHOM MeAUIMHCKO ITOMOII MeIy-
LIMHCKAsl OpraHmU3aIus MpuBJeKaeT JJis y9acTus BO Bpa-
ye6GHOJ KOMUCCUY Bpaueil, MeAUIIMHCKUX PAaOOTHIUKOB
MHBIX MeIVIIMHCKMX OpraHMU3allnii.

To ecTb OTCYTCTBME B MeUIMHCKOI OpraHM3a UK
Bpaua 1o [IMII He gByisieTCs NIpensITCTBUEM IJIS TIPU-
HSITUS pelleHys 0 IPU3HAHUY pebeHKa HY KIAI0IIIMCST
B IIMII. [TepBoe, Ha YTO CTOMT OGPATUTh BHUMAaHME, 3TO
TO, UTO HOpMa MyHKTa 16 [Tos105KeHM s, YTBEPKIEHHOTO
npukaszom N2 345H/372H, HOCUT peKOMeHaTebHbIii
xapakTep. Bo-BTOpbIX, HA TO, YTO MIPU OTCYTCTBUU
B IIITaTe MeIMIIMHCKOM opranm3anuu Bpava 1mo ITMII
TaKOTrO Bpaya NPMBJEKAOT U3 APYTrOil Me AU VHCKON!
opraHusaiyuu. B-TpeTbux, Bpau, yuacTBYIOIIMI1 B TPUHSI-
TUY pellleHN s 0 MPU3HAHUM MTallMeHTa HYKAAI0MMMCSI
B [IMII, mosskeH 06/1aaTh COOTBETCTBYIOIIEH KBaIM-
(bukanmeii 1 UMeTb aKKpeIUTAILMIO /s BeIeHMs COOT-
BETCTBYIOLIEN MeIUIIMHCKOM MPaKTUKNU. B CBsI31 C yem
MeIUIVHCKMM OpraHMU3aIMsIM, B KOTOPhIX BpaueOGHbIMY
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KOMMCCUSIMU BBIHOCSITCSI pellIeHysI O TPU3HAHUM JeTel
HYXIAIOMMMUCS B MaJJMaTUBHON MTOMOIIM, He Tpe-
OyeTcs crenMaJbHOM TUITeH3UN Ha oka3aHuue TTMII,
MM JIOCTAaTOYHO MPMBJIeUb Bpaya M0 NayIMaTUBHOM
MeOUIIVHCKOJ ITOMOIIIN.

[MopBOA S UTOT U3JIOKEHHOMY, ITPUXOMM K BbIBOJLY,
YTO MeAUIIMHCKAS OpTaHU3aLus OJ1s1 IPpU3HAHUS pe-
6eHKa Hykgaomyumcs B IIMII He 06s13aHa UMETbD JI-
eH3uio Ha okaszaHue [IMII. OgHaKko yxe i OKa3aHUS
[IMTI, T.e. KOMIIJIEKCA MEPOIIPUSATHUI, BKJIIOUAIOUIETO
MeIMIIMHCKYE BMellaTe/IbCTBa, MePOIPUSITUS IICU-
XOJIOTMYECKOT0 XapaKTepa 1 yXO/l, OCYIeCTBJIsIeMbIii
B LIeJISIX YIy4YIlleHMsI KauecTBa KM3HU HeU3J1eunMo
OGOJIBHBIX Ipa’kJaH ¥ HaIlpaBJeHHbBIV HA o0bJieryeHne
6011, IPYTUX TSIKeJbIX IPOSIBIeHUIT 3a60IeBaHMsI
(myHKT 1 [TosnoxkeHus, yTB. mpukaszom N2 345H/372H),
JIUITEH3MST, KOHEUHO Ke, TpebyeTcsl.

PexomeHmyeTCsI IJ1s1 OCYIIECTBIEHSI KaueCTBEHHOIO
¥ 3aKOHHOTO0 oKa3aHwust [IMIT yuuThIBaTh JAaHHBIE HOPMBI.

CrnenyeT OTMETUTD, YTO aHAJOTMUYHBIE ITpaBuia
IeCTBYIOT U B OTHOIIIEHU M B3POCJbIX TTAI[MMeHTOB:
[LJISI IPU3HAHUS B3POCA0To Hykaawmmmces B [IMIT me-
IUIIMHCKAsI OpraHm3aius He 006s13aHa UMETh JIUIEH3UI0
U [IJIS yU4aCTUS BO BpaueOHOI KOMMCCUY MOXKET ITPUTJIa-
CUTH Bpaya I10 Ia/UIMaTUBHOM MeIUIIMHCKO ITOMOII
U3 IPYTro¥ OpraHu3aluu, a yxe s okazanus [IMII
JIUIIeH3UsT OyIeT Hy)KHa.

B cnyuyae HeEOOXOOAMMOCTU KOHCYJbTATUBHO
IV IOPUAMYECKON TTOMOIIY CITeI[MaaMCThl KOHCAJITUH-
rooii rpytmsl vvCube (http://vvCube.com) Bcerga roto-
BBI IOMOYb ¥ TIOACKA3aTh ITPaBUIbHBIN ¥ HOPMATMUBHO
000CHOBaHHbIN BApMAHT PEIeHMSI OPraHM3aI[IOHHOTO
Borpoca B cpepe 3paBoOXpaHeHMSI.

NMAAMATUBHAA 7‘
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TpebosaHus K cmamvsaim 0151 ABIMOPOS

Pepakums xypHana «PALLIUM: nanAvaTMBHaANA U XOCTIMCHAA NOMOLLb» NPUHUMAET K NyBAMKaLMKU MaTepuanbl
no TeopetnyeCkMM U KAMHMYeCKMM acnekTtam, KAMHU4YeCcKnue AekKumnn, opurmHanbHbie o63opr|e CTaTbW,
CAyYan U3 NpakTtnku, peueH3nn n Ap., No Temam: naAAMaTtuBHaa MeaAuliMHa, NaAAMaTUBHaAA U XOCNMUCHaA MOMOLLb.

IIpu HanpaBaeHUM PaGoOT B peJaKI M0 MIPOCUM COGIIOAATH
cieaymonie npasuia:

1. CTaThy IPpMHMMAIOTCS HA PYCCKOM ¥ aHIJIMIICKOM SI3bIKaX.

2. CTaThs IPeIOCTABISIETCS B 9JIEKTPOHHOI BepPCUM U B paclie-
yaTaHHOM Buje (1 ak3emmisp). [leyaTHbIt BapMaHT AOJIKEH GbITh
MO MCaH BCeMM aBTOPaMMU.

3. Ha TUTy/bHO CTpaHuLle yKa3bIBaloTCs: monHbie @O, 3BaHMe,
yueHasi CTereHb, MeCTO paboTsl (IIOJTHOE Ha3BaHMe YUPEXKAeHU S
M afipec) ¥ JOJKHOCTb aBTOPOB, HOMep KOHTAaKTHOro TejedoHa
M aJipec 3JeKTPOHHOM MOYTHI.

4. Ilepen Ha3BaHMEM CTaThu yKasbiBaeTcs: YIK.

5. TekcT cTaThu DOJKeH ObITh HabpaH mpudTom Times New Roman
14, yepe3 MOJYTOPHBIN MEXCTPOUHBIN MHTEPBaJ; IIMPUHA MO —
2 cm. Kaskpiit ab3alr JoJIsKeH HauMHAThCS C KPaCHO CTPOKM, KOTOpast
YCTAHaBIMBAETCS B MEHIO «AG3al» (He MCII0Ib30BATh JJIs1 KPACHOI
ctpoku pyHkumu «[Ipo6es» u Tab). lecssTuuHbIe P0G CIeAyeT M-
caTh uepe3s 3ansaTyio. O6beM cTaTby — 40 24 CTPAHUI] MAIIMHOIIMCHOTO
TeKkcTa (A1 0630poB — 10 30 CTpaHuIr).

6. OdbopMJieHMe OPUTVHAIBHBIX CTATEN JOJKHO BKIIOYATh: HA-
3BaHue, @O aBTOPOB, OpraHu3aI M0, pe3loMe U KJII0UeBbIe CJIoBa
(Ha pPycCKOM U aHIJIMIACKOM $13bIKaX), BBeJleHMe, 1ieJIb MCC/IeJOBaHus,
MaTepuasbl U METOMbI, PE3YIbTAThl M 06CYKIeHMe, BBIBObI 1O Ty H-
KTaM MM 3aKJII0UeHMe, CIIMCOK [UTUPOBAHHON MuTepaTypshl. Bos-
MOYXHO aBTOpPCKOe ohopMIIeHNe CTAaTby (COIIacyeTcsl C pefaKkijueit).

7. llpunaraemoe pesioMe (aHHOTaIMs): 06bem 250-300 cJioB,
KJII0UeBbIe CI0Ba. B pedepaTte maercs KpaTkoe onycanye paboTsl.
BoiensioTcs paszesibl: iesib, MaTepyasibl U MeTO/bI, Pe3Y/IbTaThI U BbI-
Bozbl. OH JO/KEH COepyKaTh TOMIBKO CyliecTBeHHbIe (haKkThl pabOThI,
B TOM YMCJIe OCHOBHbIE IIV(POBBIE IIOKA3ATENIY Y KPATKME BHIBObI.

8. HasBanue ctatbu, @110 aBTOpPOB, Ha3BaHMe yUpeXAeHNUs, pe-
310Me 1 KJII0UeBbI€e CJIOBA JOJIKHbBI ObITH MTPeICTaBIeHbl HA PYCCKOM
Y QHIJIMVICKOM SI3BIKAX.

9. Jl71s1 KaXkJOTO aBTOpa Liesieco06pa3Ho yKa3aTh:

a) SPIN-kop B e-library (bopmar: XXXX-XXXX),

6) Researcher ID (popmar: X—-XXXX-20XX),

B) ORCID iD (XXXX-XXXX-XXXX-XXXX).

10. I[ToMMMO OOLIETIPUHSITBIX COKpALeHMIi eIVMHULL U3MEPEeHMUs,
BEJIMYMH Y TEPMMHOB JOIYCKAIOTCSI a66peBMUaTyPhbl CJIOBOCOUETAHMIA,
YacTo MOBTOPSIIOMIMXCS B TEKCTe. BBOMIMble aBTOPOM OYyKBEHHbIe
0603HaYeHMst 1 aGOPEeBUATYPBI OJIKHBI ObITH paciii(poBaHbl B TEKCTE
1PV UX IIepBOM YIIOMMHaHUU. He HOmycKaloTCs COKpaleHus IPOCThIX
CJIOB, Ja>ke eCJIy OHY YaCTO MOBTOPSIIOTCS.

11. Tabiu1ibl JOMKHBI OBITH BBITTOJHEHBI B Tporpamme Word,
KOMITaKTHBIMI, MMeTb OPSIIKOBBII HOMep, Ha3BaHe 1 YeTKO 0603Ha-
yeHHbIe rpadbl. PacnosoxkeHne B TEKCTe — 110 Mepe UX YIIOMUHAHUS.

12. Inarpammbel odpopmisitoTcst B mporpamme Excel. [To/KHBI
MMeTb ITOPSIAKOBBIM HOMEp, Ha3BaHMe ¥ YeTKO 0603HauYeHHbIe
MIPUBOJVMbIE KaTeropuu. PacnosoxkeHue B TeKCTe — [10 Mepe UX
YIIOMMHAHUSL.

13. Bubnnorpadnyeckye CChIJIKM B TEKCTE CTATbU HAOTCS Mp-
paMu B KBaJpaTHBIX CKOOKAX COTIACHO MPUCTATEHOMY CIIMCKY
nuTepaTtypsl, obopmiaeHHOMY B cooTBeTcTBMM ¢ [OCToMm 1 pacmosio-
SKEHHOMY B KOHIIe cTaTbi. Bce 6mGmorpadmueckme CChIJIKM B TEKCTE
JIOJIKHBI GBITh ITPOHYMEPOBAHBI 10 Mepe UX YIIOMMUHAaHUSL. PaMuinmu
MHOCTPAHHBIX aBTOPOB IIPUBOASTCS B OPUTMHATBHOM TPAHCKPUII-
uu. B crycke nuTepaTyphl YKasblBAIOTCS: @) JJIS KHUT — GaMuiInst
M MHUIMAJIbl aBTOPA, [TOJTHOe Ha3BaHMe paboThl, rOpos (Iae u3ma-
Ha), Ha3BaHMe U3/laTeabCTBa, O U3LaHMS, KOJIMYECTBO CTPaHNIL;
6) IJ1s1 SKYpHAJbHBIX CTaTei — GaMMIns M MHUIIMAJBI aBTOpa (-0B;
He 60J1ee Tpex aBTOPOB), Ha3BaHMe CTAaTby, SKypHAIIa, TOJl, TOM, HOMep,
CTPaHULBI «OT» U «JI0»; B) LJISI AUICCEPTALUYU — GaMUINS M UHUIMAIIBI
aBTOpa, TI0THOE Ha3BaHMe paboThl, JOKTOPCKAS MM KaHMUaTCKas
JyccepTalnysi, MECTO U3AaHMs, TOJ, KOJIMYeCTBO CTPaHMUI].

14. B TexcTe peKOMeHyeTCsl MCII0/Ib30BaTh MeXyHapOLHbIe
Ha3BaHMSI IEKAPCTBEHHBIX CPEAICTB, KOTOPbIe MMIIYTCS C MaJeHbKOM
6yKBbI. TOProBble Ha3BaHMSI TPEIAPaTOB MUIITYTCS C GOTBIION GYKBbI.

15. CraTpy, MOCTYyNMBIIME B PelaKIMIO, IO JIeXAaT PelleH31pPo-
BaHMIO. Pejakiius ocTaBisieT 3a c060Ji IpaBO HAYYHOTO PegaKkTy-
pOBaHMSI, COKpPALEHNS ¥ TUTEPaTyPHON MPaBKMU TEKCTa, a TAKXKe
OTKJIOHEHMSI paboThI M3-32 HECOOTBETCTBUS €€ TPeGOBAHUSIM U/ WU
TeMaTMKe )XypHaa.

16. O pyKomucsix, He IPUHSITHIX K ITIeYaTy, aBTOPbl MUHPOPMUPY-
I0TCSI, TEKCT PYKOTIMCY He BO3BpalaeTcs.

17. Pegakuus He HeCceT OTBETCTBEHHOCTY 3a HapylLIeHMe aB-
TOPCKUX ¥ (GMHAHCOBBIX NIPAB, IPOMU3OIIeALIee [0 BUHE ABTOPOB
MPUCTAHHBIX MaTepuaoB.

CTaThy HAaNpaBJSIOTCSA MUCHbMOM IO aJpecy:
Poccus, 125124 r. MockBa, a/q 31,
N3parenbckuit nom «Ctpuxk Menua»

3asBKy Ha My6GAMKALMIO MOKHO OTIIPaBUTH
110 3/IeKTPOHHOI nmoute: tk@strizhmedia.ru



KpoBaTb megnuuHCKan
$dyHKuMoHanbHaa KP-280-3H

C 3ﬂeKTpMHeCKOl>II pel'yl'll/IpOBKOI\/'l cexkunm ronossbl, rosieHn, C perynMpOBKo% BbICOTbI /10XKa

HasHaueHwue: gna nannmaTuBHbIX, peaHUMaLMOHHbIX
oTAeneHun n oTAeneHnin MHTeHCUMBHOM Tepanuu.

OcHoBHble NapameTpbl:

KonuuecTBo cexkumin noxka — 3. PerynvpoBKa BbICOThI
NOXKA, CMVHHOW CEeKLMMN 1 CeKLMM ro1eHn OCyLLecTBAARTCA
aneKkTpoaBuraTenamu. PerynmpoBKa CMHHON Cerumm

c aBTOperpeccveit. Hecylmnin KapKac U3 MeTanan4eckomn
Tpy6bl C NOAMMEPHbBIM NOKPBLITUEM YCTaHOBNEH Ha
CaMOOpUeHTMpYIOLLMeCcA KonecHble onopsl. LleHTpansHas
TOpMO3HanA cnuctema. BokoBble orpaaeHna pasgesbHole,
BbINOAHeHb! 3 ABG-nnacTuka, PUKCUMPYOTCA B BEPXHEM
N HUXKHEM NonosKeHun. TopLbl Nerko-CbemHble,
BbINonHeHbl U3 ABG-nnacTuka.

Cuctema aBToperpeccunn (rlpo,qoanoe nepemeltleHue
CNMHHOWN CeKLlI/Il/I) obecrneunBaeT pacwmpeHmne TasoBomn
30Hbl MaTpaLUHOro ocCHoBaHMA.

TexHMUYeCKne xapaKkTepucTUKu:
Konuuectso cekuymi
Yron HakMoHa CNMHHOM CeKUMn....
Yron HaknoHa CeKLMN roNeHu. ..
BbicoTa pambl 10XKa oT nona...
[onyckaemad Harpyska
Pasmepbl noxka
Pasmepsbl kpoBaTtu ..

w3

..0T0° go 70°

..0T0° go 571° MpegoTepaleHve nageHuii. boKoBbIe OrparkaeHusa pasgensHobie,

.01 390 mm go 770 mm BbINonHeHHble 13 ABG-nnacTunka, npeaoxpaHaoT nayveHTa oT nageHni
230 Kr B N1t060M MO0XKEHUN KpoBaTU. [pK 0NyLLIEeHHOM COCTOSHUM CO34at0T
..2070 mm x 812 mm Hy/IeBOI 3330p C 10¥KeM KPOoBaTH, YTO 0baeryaeT nepemeLleHua
..2385 Mmm x 985 mm nauMeHTa C KpoBaTW M Ha KPOBaTb.

KaTtanKa c npucnocob6aeHnem
ANA MbITbA NAaUUEHTa
Cepua 420.19.00.000

HasHaueHwue: KaTanka anqa gywa npegHasHaveHa ana
TPaHCNopTMPOBaHMA NaLMeHTOB B MecTa NpoBeaeHus
rUrMeHnYecKknx npoueayp.

OcHOBHble NapameTpbl:

Pama KaTanku gns gywa BeINosHeHa 13 HeprKaBsetoLLei
CTanu C NoAMMEPHBIM NMOKPbITVEM, BOAOHENPOHMLaeMbIMM
Konecamu gnametpom 150 MM 1 GAOKMPYHOLLMM

M0 Hanpas/IeHNIO ABUMKEHMA KONeCOM.

JloyKe KaTanku 0CHaLLeHo crneLmansHbiM
BOAOHEMNPOHML@eMbIM Temna0M30AALUMOHHbIM «6acCcenHoM»
1 HaayBHOWM NoAyLWKoW Ans obaervyeHns nposeaeHma
BOAHbIX MpoLeayp naymeHTa.

[nA apeHarka KaTasKa MMeeT HaK/I0H B CTOPOHY HOf.
YnpaBneHve HakI0HOM N0XKa OCYLLeCTBAAeTCA ra30BbiMy
NPY*KMHAMM C MOMOLLLbIO CNeumansHoro pelyara,
PacnofoXKeHHOro C ABYX CTOPOH TOPLEBOMN HYaCTW KaTankm
CO CTOPOHbI FON0BbI NaLMeHTa.

TexHuueckue XapaKTepucTtukun:
Ona y,qo6c1'Ba nepemelleHnd nauneHTa C KpoBaT Ha OnnHa

KaTasKy M Ha06oPOT BOKOBLIE OrparkaeHMa C ABYX CTOPOH Wipuna

KaTanku perysinpyroTca 1 CKAa4biBatoTCA. Ll_ll/lpl/IHa noxa
I'Ipm onyweHHomM 60KOBOM orpaxkgeHnn Katasnka BbicoTa nogbema noxa
BMN/AIOTHYHO BCTAeT K KPOBATW. MakcrmanbHas AonycTtnman Harpyska..

peksama

C-1CBPO%:] e

OdumymanbHbin guctpnbbiotop AO «@upma EBPOCEPBUC»

142717, MockoBcKas obn., I. BugHoe, n. Pa3sunka, Tep. kBaptan 1, Bng. 7, nomeLy. KabuHet 160
Ten: +7 (495) 789-46-19; E-mail: info@euro-service.ru

www.euro-service.ru
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Poccuiickuii HayYHO-NIPaKTUYECKUI JKypHaJI Vapepurenb v u3fareins
«PALLIUM: naaauaTUBHAg U XOCIMCHAS ITOMOIIb» 000 Usparenbckuii gom «CTpux Megua»
Pallium: palliative and hospice care Anpec peflakuyu U U3IaTes:
N¢ 2, urons 2024 Poccust, 125124 1. Mocksa, 5-51 ymuria Simckoro ITosis, 1. 7, cTp. 2, odc 2203
Tenepanbublii gupexktop Onepunckas T.T.
I'maBHBI pegakTop I'naBHblii pegakTop Kykymesa T.E.
HEB30OPOBA [I.B. /( I'naBHbI xXygoxxHUK ITlenrenkoBa 0.M.
. :& QEEE:%}E;EMM MepuunHCcKuii nepeBoguMKk YeTuHOBa A 1.
Benymmit & xocnwcHoit nomou KoHTaKThI: 8-495-252-75-31, tkukusheva@strizhmedia.ru

penakTop HOMepa
ITIOJIEBUYEHKO E.B.

Otnevarano B OAO «ITogonbckast pabpuka odceTHOI mevaTm»
142100 r. ITogonbck, PesnpocnexT, a. 80/42.

JKypuau 3apeructpupoBaH B PockomHazgzope, 3akas 02278-24. Tupax 350 oK3.

peectpoBas 3amnuch [IM N2 ®C 77-73615 ot 05.10.2018 TlepernieyaTka MaTepyuasos, oNy6/IMKOBaHHBIX B KypHaIe
IlepuoguuHOCTDb U3JaHUS — 4 pa3a BTof, «Pallium: mannuatTuBHas ¥ XOCIMCHAS TIOMOLIb», BO3MOXHA TOJIbKO C PaspeleHus peakiui.
PacnipoctpansieTcst 6ecrjaaTHo
IlaTta BbIXOZA B cBeT 29.06.2024. © 000 UL «Ctpusk Menua», 2018

)XypHan BXoAUT B 3/1IEKTPOHHYIO Hay4Hyto 6ubanoteky PUHL, www.elibrary.ru
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Aoporue KoAAeru, Apy3bs!

MoANUCBIBAUTECH HA XYPHAA
(PALLIUM: naAAMOTUBHASA U XOCMUCHAS
NOMOLLLb) U MOAYHAUTE KAXKAbIN
HOBbIM HOMEP C NMOAE3HOMU

M BAXHO# MHChOPMaLmeit MNoAnNUCATLCHA MOXHO

c AocTaBkou!

ABYMSl CNOCOOAMM:

ﬂ§ e Neis U3 ocbuca uam aoma.

NPOPECCHOHANBHEIX
YYACTHHHOB
XOCTHCHOH NOMOULH

3aX0AUTE HA CAUT
«Mo4yTa Poccuun no ccbiAke
https://podpiska.pochta.ru

B pazaene «faseTbl 1 XXypHAAbI
) no noanuckeyn sabmpaete
Ha3BaHMe «PALLIUM:
NAAAMATUBHAS U XOCTMCHAOS
MOMOLLLBY (MAM MOAMMCHOM

MHAEKC M3ACHMA NP394).

MOABUTCH OBAOXKKA XXYPHAAQ

W €ro HA3BAHWE, KAUKAETE

HQA HErO, BbIBUPAETE HY>XXHbIM BAM

I-IAJ-IJ-' MATM B HAH nepmnoa NOAMNMCKAM 1 3ATNOAHAETE

BCE HEODXOAMMbBIE AQHHbIE
AAS AOCTABKM. OCTAETCH TOABKO

M XOCHMCHAH OMNAQTUTh 30KA3 AKLOOM 13 TPEX

OAHKOBCKUX KART: MUP, VISA

I-I 0 M 0 LL',b | nam Mastercard.

PoccuMcKui HayYHO-NPaKTUYECKUIA XXypHan

A .

B AloOGOM OTAEAEHMU
«Moy4Ta Pockuu»

[NoanmcaTbCca HA XYPHOA BA
nomoxet onepartop. CoobLL,
T€ MY HA3BAHWME UAU MHAEKC
M3AQHUS U KEACEMbIM NEPUO.
MOAMUCKM.

DOHA

" MPE3VOEHTCKMK ISSN 2658-4166
FPAHTOB

www.pro-hospice.ru

XYPHAA
«PALLIUM: naAAMATUBHASA
U XOCNMUCHASA MOMOLLLb)



«Camble BaxXHble BCMpeUn YenoBeKa —

ero Bempeun ¢ gembmu. O6pawiait 6oavuse
BHUMAHMA HA HUX — MbL HUKOTAR He MOXEM
3HATb, KOTO MbL BCMpeUaem B peberkes.

Abtyw Kopuax

MoANUCKA HA XXYPHAA

(PALLIUM: NnOAAMATUBHASA U XOCMTUCHASA MOMOLLLb)
NO SAEKTPOHHOMY U GYMAXHOMY KATAAOraOM
«MoyTa Poccumn

MoaAnucHou uHaekc MP394
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