KNIHIYHA 3A1AYA 10 OBFOBOPEHHSA

3n0poBs° YKpaiHu

KIIMHNYECKAS 3AJ0AHA

IIponomxenue. Hawyano Ha ctp. 8.

OTBeTbi:

1. KimmHr4ecKie CUMIITOMBI CBUAETEIBCTBYIOT O BOBHUKHOBEHMHU peUINHI-CUHAPOMA (MJIM CUHIPO-
Ma BO30OHOBJIEHHOTO MuUTaHus, aHrl. — refeeding syndrome). DTo MOATBEPXIAIOT PE3Y/IbTAaThl aHATM3A
KPOBH, a UMEHHO CHIDKECHME YPOBHS Kaus, (ocdaToB U MarHus.

2. [pu ycTaHOBJIEHMH OMArHO3a pedMIMHI-CUHAPOMA CJIEAyeT MCKIIOYNTh OCHOBHBIE 3a00JIEBaHMS,
COIMPOBOKAAIONINECS TOXOKUMHU M3MEHEHUSIMU B OOXMMUYECKMX TTOKA3ATEISIX:

— BBIPAKEHHYIO TTOTEPIO XXMAKOCTU (HaIlpUMep, TIPU UCIIOTb30BaHUM MOUECTOHHBIX ITPEIapaToB);

— XeJyI0YHO-KUIIEeYHbIe OTePH (PBOTA MK JHApest);

— TspKenble HapylieHus: pH KpoBu (Hampumep, 1Ma0eTUHYECKUiT KEToAIMI03).

3. Kaxmomy matieHTy ¢ neuIMToM MUTaHWs C eI MPENOoTBPaIle Vs Pa3BUTUS peUINHT -CHHIPO-
Ma IIPH TIOCTYIUIEHUH B CTALIOHAD CJIEAYeT PACCUMTATh PUCK Pa3BUTHUsI JAHHOTO COCTOSTHHUS (CM. 00CyKie-
Hue). B naHHOM KiMHMYeckoM ciydae orieHka o mkaie MUST cocrapisier 4 6aiia, 4To 03HaYaeT OueHb
BBICOKHMII PHCK Pa3BUTHS peMANHT-CHHIPOMA. B 00s13aTeTbHOM MOpsIIKe TOJKHA MPOBOIUTLCS KOHCYITh-
TalMs QUETOJI0r, a TAKXKe Ha3HAYeHYEe BUTAMUHOB IPYIIIb B 10 Hauama Bo300HOBIeHMs uTaHust. Hellb-
351 Ha3HAYaTh BBICOKOCKOPOCTHOE TMUTaHKE, HEOOXOIMMO UCIIOIb30BATh €10 OrpaHUYEHHBII 00BEM.

4. B maHHOM cly4ae y MalUeHTKU pa3BUIICS peUIMHT-CUHIPOM, OCIIOXXHMBIIMIACS OpTaHHBIMU Hapy-
eHusIMHU. Takue ManueHThl 10DKHBI ObITh IepeBeIeHDI B Iaj1aTy HHTCHCUBHOM TEPAITMHU C HETPEPhIBHBIM
MOHUTOPMHIOM (GyHKIMHK cepmia. CienyeT MpoBOAMTh BHYTPUBEHHOE 3aMelleHHe THAMUHA W MTapeHTe-
PATbHYI0 KOPPEKITMIO JIEKTPOIMTHOTO Oaanca. Kpome Toro, Heo6XomMo MoTHOe TpeKpaIiieHue miTa-
HUSL WIK 3HAYUTEIbHOE COKpalleHHe ero oobema. OObeM MUTAHMS paccUMThiBaeTcsl mo opmyie 10
KKaJ1/Kr/cyT. Takke ceayeT MpoBeCTH TabHelIme 00ceI0BaHNe TS IOJHOIIEHHOTO JIUEHUS OCIIOXK-
HEHWiA, B JaHHOM CJTydae CyIopor. PekoMeHIOBaH eXeIHEeBHbIM KIMHUYECKUI U OMOXUMUUYECKHIA KOH-
TPOJIb, HA OCHOBAHMHU KOTOPOTrO MOXKHO 0€30I1aCHO YBEIMYMBATh 00beM IMUTaHUsL. JIOCTHKEHHUE LIETEBOro
00beMa IMUTaHUS — He paHee YeM depe3 1 Hell.

OGCY)KAEHME KNIMHU4YecKoro cnyuas

[Mepsbie coobieHnst 0 pedUINHT-CUHIPOME MOSIBUIIMCH CPEIN BBDKMBILINX B KOHIIIATEPSIX SITTOHCKHUX
JKeHIIMH Bo BpeMs1 Bropoit MupoBoit BoiiHbl [ 1]. PedpuanHr-cuHapoM pa3zBuBaeTcs y mallmeHToB, KOTOPbIE
HAYMHAIOT MOMyYaTh MUIILY MOC/IE JIUTEILHOTO Mepruoaa HeOCTaTOUHOTO MUTAHUSL.

HemocraTouHOCTh MUTaHMS — JOBOJBHO paclpocTpaHeHHOE COCTOsSHME. B HemaBHEM MeTaaHamm3e
18 eBpomeiicKKX U ceBepoaMepUKaHCKUX UCCNIEIOBAaHMI, KOTOPBII OLeHM cTaTyc 0osee 10 ThIC. cTaim-
OHAPHBIX OOJbHBIX, MOKa3a, 4To B 31% ciydyaeB ObLT IMarHOCTHPOBAH CUHAPOM HEIOCTATOUYHOCTH ITH-
TaHus [2]. HecrmiocoOHOCTD BISIBUTH MALIMEHTOB C PUCKOM Pa3BUBAIOILETOCS peUAMHI-CHUHAPOMA SIBJISI-
eTCsI pe3yJIbTaTOM HEOCTATOUHOTO KOHTPOJIS 32 COCTOSTHUEM TaKMX OOJBHBIX, YaCTO MPUBOMISIIETO K UX
CMEpTH.

HecMoTpst Ha OTCyTCTBME KOHCEHCyca B OTpeleNieHuM pedUINHT-CUHAPOMA, TaKoe COCTOSHUE
MOXET OBITh 0003HAYEHO KaK MOCTIENCTBIE CEPhe3HBIX HApYIIEHUT BOMHO-3JEKTPOJIUTHOTO OalaHca BO
BpeMsl BO30OHOBJEHMSI MUTAHMS TMALMEHTOB, KOTOpbIe CTpamaloT oT HemoemaHust [3]. OHO MoxeT
Pa3BUThCS MOCJIE MEPOPATLHOTO, SHTEPATIBHOTO (Uepe3 30H1) WM MapeHTEPATbHOTO (BHYTPUBEHHOTIO)
MTUTaHMUS.

buoxumuyeckue HapylieHUss 00bIYHO BO3HMKAIOT B MEpBbie 3-4 IHS Mocjie Hayajaa BO30OHOBICHUS
nutanus [4]. BuoxuMuyecKkoil OTIMYUTEbHOI YepTOi TAHHOTO CUHIPOMa sIBJIsieTcs: TunodocdareMust.
Hcromenne 3amacoB GochatoB SBIsSETCS Upe3BbIYATHO OTTACHBIM COCTOSTHUEM, TIPU KOTOPOM HAPYIIAoT-
sl MOYTH BCe KJIETOUHbIe (husnonormyeckue mpouecchl. M3BecTHo, 4To (hocdathl UrpaloT BaxKHYIO pOib
B TIPOIIECCaX KJIETOUHOTO JIBIXaHHsI, TOCKOJIBKY €TO TIePBBI ATall — ITUKOJIN3 — BKITI0YaeT (hochoprinpo-
BaHME TIIOKO3bl. KileTouHoe mbIxaHMe Takxke HYyXmaeTcsl B aleKBaTHBHIX 3amacax (ocdaToB mis
o0pa3oBaHust MoJieKy afneHo3uHTpudocdara (ATD). Docathl Takke MIPUHUMAIOT yIaCTHe B MOIIEPXKa-
HUY (PYHKUUI BHYTPUKJIETOUHBIX (PePMEHTOB, BKJII0Uasi cuHTe3 2,3-1udocoriauiepara, KOTOPbIN pery-
JIPYeT IMCCOLMAIIMIO KUCTIOPO/Ia U3 TeMOTTIO0MHa.

JpyruMu OMOXMMUYECKUMU HApYLIEHUSIMU, KOTOPbIE BOSHUKAIOT P peUIMHT-CUHAPOME, SIBJISIOT-
CsI TUTIOMAarHUEMMsT 1 TUTIOKQTUEMUSI, YTO TIPUBOIUT K PA3BUTUIO CUMITTOMOB HAPYLICHUsI KJIETOYHOTO
TpaHCMEMOPAHHOTO MOTEHIINANA.

Mouemy Bo3HuKaeT pepUaUHr-cMHAPOM?

OpraHu3M yesioBeka UMeeT OTIpeieIeHHbII 3arac yIJIeBOIOB B BUJIE TIIMKOTEHA, KOTOPBII SIBJISIETCS OC-
HOBHBIM MCTOYHMKOM 3HEPIUH, UCIIONB3yeMOoil B mepBble 24-72 4 mpu rojiomaHuu. [locie ucromeHus
[JIMKOTeHA OPraHM3M TMepeKiIoyaeTcs ¢ YIJIeBOAHOrO MeTaboM3Ma Ha Mcrosib3oBaHue Oenka. Hakonerr,
SKUPHBIE KUCIOTHI META00IM3UPYIOTCS TS IPOU3BOICTBA KETOHOBBIX TeJl. TAKUM 00pa3oM MpH JUTUTETb-
HOM TOJIONAHUY VCTOIIAIOTCS BCE 3arachl MBIIIEYHOM 1 XKUPOBOIA TKAHU.

Henoenaromiue naiueHTbl UMEIOT TakXe A€DUILUT SIEKTPOIUTOB M BUTAMUHOB. B pesysbrate HU3KOro
UX TIEPOPATBHOTO TPHeMa, a TakKe CHIDKEHHOU KOHIIEHTPAIIMK WHCYJIMHA B TIa3Me KPOBY TTPOVICXOIUT
MCTOIIEHNE BHYTPUKIIETOYHBIX 3amacoB (ocdartoB, MarHus u Kaaus. OqHako, HECMOTPSI Ha HU3KOE CO-
NIepXaHUe JaHHBIX JJEKTPOJUTOB BO BHYTPUKJIETOUYHBIX JEMO, B CHIBOPOTKE MX KOHIEHTPALMM MOXET
JIOJITO€ BPEMsI OCTaBaThCS B Mpejiesiax HOpMBI [3].

[Tpu Bo3BpalieH!K K HOpMaJIbHOMY MTUTAHUIO PE3KOE HACBIILIEHHUE YIIEBOAAMU IPUBOIUT K BHE3AITHOMN
MePECTPOiiKe C KMPOBOTO HA YIJIEBOAHbBI OOMEH. YBENMUMBAETCS CeKpelysl MHCyauHa. [Jioko3a cHoBa
CTaHOBUTCSI OCHOBHBIM MCTOUHUKOM DHEPIUM. VIHCYIMH CTUMYTHPYeT BO3BpAIEHE MATHUS U KaJust
B KJIETKM, CITOCOOCTBYET IMIMKOTEHE3Y M CUHTE3Y Xupa 1 Oenaka. DT aHaboIMIeCcKHe MPOIECChl TPeOYIOT
(ochopuarpoBaHus MPOMEXYTOUHBIX BELIECTB U, CIEAOBATENbHO, BHICOKHMX 3aTpaT BHYTPMKIETOYHBIX
ocdatoB. BHYTpUKIIETOUHOE JETIO 3THX 3MEKTPOIUTOB MOIOHSAECTCS 3a CUET OBICTPOTO YMEHBIICHHUS NX
KOHILICHTPAIIMH B TJIa3Me KPOBH.

KnuHuueckue npusHaku

Kimangeckne nmpu3Haky peUIMHT-CUHAPOMA IJIaBHBIM 00pa3oM SIBIISTFOTCS CIICACTBHMEM JAeUIINTa
(ocdaros, MarHus 1 Kanus (Tadn. 2). Hu3kre KOHIEHTpaIMy 31eKTPOIMTOB B MIa3Me BIAMSIOT Ha TpaH-
CcMeMOpaHHBIN TIOTEHIIMAT, HEOOXOMMUMBIIA IsT HOPMAIBHOTO (DYHKIIMOHMPOBAHKSI HEPBHOM, CepIevHO-
COCYIMCTOM CHCTEM ¥ KJIETOK CKEJICTHOM MYCKYIaTyphl. VI3MeHeHHBI ITOTEHIINAN TIPUBOIMT K PA3TUYHBIM
HEBPOJIOTMYECKAM CHUMIITOMAM, apUTMUM, HapyLIeHWIO MOTOPHON (DYHKLMM KETylI0YHO-KUIIEYHOTO
TpaKTa, MUOTIATMH CKEJIETHBIX MBIIIIT M pabmomuoiu3y. Mcromenne ATD yeyry6isier 3Ty KIeTOUHYIO IHC-
(DYHKILIMIO, YTO TIPUBOIMT K CEPICUHOI HETOCTATOYHOCTH M HAPYLICHUIO (DYHKIINIA CKEICTHBIX U JIbIXaTe b~
HbIX MBI [6, 7]. Tleprdepryeckiie 0TeKM 00BIYHO PA3BUBAIOTCS M3-3a YPE3MEPHOTO TOCTYIIICHMS K-
KOCTH M3BHE 1 3a/IePXKV KUIKOCTH M HATPYSI B PE3yJIbTaTe HapyIeHNs (yHKIIUK Movek [§].

Ta6nuua 2. KnuHuueckue npusHaku pepuamHr-cuHapoma

Mpuanaku Tunodocdaremus Tunomarsuemus Tunokanuemus

Tetanus, napecreans,

Hesponor1yeckue
CYAOpOTM, aTaKcHs, TpeMop

Cynoporu, napecresuu Mapanuy, napecresus

Pabpommuonus, MbileyHas
cnabocts, ocTeomansuus

Co cTopoHbI onopHo-

- Pa6gommnonns
ABMraTENbHOTO ANNapara a

MChYHKUMS AbIXATENbHBIX
LbixatensHbie Anchymrus -

YrHeTeHWe abIXxaHMs
MbiLUL,

Paseutre cepaeuHoi

CepaeyHo-cocyancTbie
PA YA HEeAOCTATOYHOCTH

ApHtmus ApHTMMSI, OCTAHOBKA CEPALA

P n KK
MoveuHsie abpoM1onus, 3apepxka ) )
XMAKOCTU M HATPMS

AHopekcus, abaoM1HanbHas
6onb

3anop, napanMTM4eckmi

XKenypouHo-kuwweyHbie -
YA uneyc

Npuyuna yXygwenus cocmognud QnumenbHo 20M00awulel nauuenmKu nocne Bo3oGHOBNEHUA NUMAHUS

Y HeoemaIIKX MalMeHTOB TakKe BO3HUKAET Ae(UIMT THAMUHA — BaXKHOTO KO(aKTOpa, yJacTBYIO-
1IIETO B YIJIeBOAHOM oOMeHe. [1pu HachlleHuu yriaeBogamMu 0e3 MpeaBapuTeIbHOTO afeKBaTHOTO MOMOoJI-
HEHW 3a1acoB THAMKMHA Y TIALEHTOB, OJIT0¢ BPEMs CTpaIalomyX 1e(hUIMTOM BUTaMuHa B,, Moxert pa3-
BUThCS dHILe(anonaTus BepHyKe 1 TakTaTanumos.

MpodunakTuka M TAKTUKA BeAeHUS NALMEHTOB ¢ pePUANHI-CUHAPOMOM

OcHoBOIT PoUIAKTUKY peUINHT-CUHAPOMA SIBISIETCS] pPAHHEE BBISBICHUE MAIIUEHTOB C BHICOKIM
PUCKOM Pa3BUTHsI TAHHOTO COCTOSIHUSI Mepesl BO30OHOBIeHnEM muTaHus. Kak mpasuio, 310 601bHbIE, KO-
TOpbIe UMEIOT CHIKEHNE MealbHOTO Beca Tena Ha 80% 1 Gosee, a Takke MalMeHThl, KOTOPbIE MCTIBITHI-
BaJIM HEJIOCTATOK MUTATEIbHBIX BEIIeCTB Oosee 5 mHelt (Tabm. 3) [S].

Ta6nuua 3. PakTopbl pucka pepuanuHr-cMHApOMa

HapyweHue [MoBbiweHHbIE
BCACHIBAHMS noTpe6bHOCTH B
Hepocrarok nutanms Hpyrne
NUTATENbHBIX BEWWECTB | MUTATENbHBIX
(Manbabcopbums) BELLECTBAX
Anorexia nervosa
Ankoronusm
3nokavecTBeHHble
Tonoposka BocnanutensHele
HOBOO6PA30BAHMS
MpoTMBONOKA3AHMA K FNOTAHUIO NO MEAULIMHCKMM | 3a60neBanms Hegasree MpogonxutensHas
NPUUYMHOM KMLLEYHMKA AMapes 1 pBoTa
XMpYprudeckoe
OHkonoruyeckue NauUeHTsl, nognexaiue Lennakus
BMELLATENbCTBO
XMMMOTEPANMH
lMocne xMpypryeckoro neyeHns oOXMpeHus

HatumoHanbHbli MHCTUTYT 300pOBbS M KayecTBa MeauLMHCKoi momoiu Bennkoopuranum (NICE) pe-
KOMEH/IYeT IIPOBOIWUTH PYTUHHBIN CKPUHKMHT TOCTIMTATM3UPOBAHHBIX OOJBbHBIX HA HAJTMYME Y HUX (PaKTOB
pHcKa HEOCTaTOYHOCTH MUTaHUs [9]. OMHUM M3 METOOB CKPMHUHIA B3POC/IbIX MALIMEHTOB HAa Hel0e1a-
Hue sapisercs aaroputm MUST (Malnutrition Universal Screening Tool), npeaioxeHHblit Stratton u co-
aBT. B 2006 r. [10]. JanHblii MeTon ocHOBaH Ha oueHke UMT, ypoBHsI HelpeaHaMepeHHOIl MOTepu Beca
B IocjieHue 3-6 Mec ¥ BEPOSITHOCTH KPaTKOCPOYHOTO HelocTaToyHoro nmutanus (puc.) [11]. TTatmentos
C BBICOKUM PUCKOM CJIEIYeT HAMIPABUTh K BPauy-IUETONOTY. XapaKTepUCTUKY MallMEHTOB, KOTOPBIX OTHO-
CSIT K TPYIIIIE 0YeHb BHICOKOTO PHCKA Pa3BUTHS peUIMHT-CUHIPOMA, MpUBEACHBI B Tabmue 4 [9].

Ta6nuua 4. OnpepeneHue rpynnbl NALUEHTOB BbICOKOTO PUCKA

1 unu 6Gonee npuaHakos: 2 unu Gonee NPU3HAKOB:

e UMT <16
¢ >15% notepu seca 8 nocnepgxune 3-6 mec

e UMT<18,5
¢ >10% notepu Beca B nocnepxmne 3-6 mec

o Huskoe nUTAHMeE UK €ro OTCyTCTBME HA NPOTSKEHHUM
6onee 10 aHel

o Huskoe nUTAHMeE UK €ro OTCyTCTBME HA NPOTSKEHHM
6onee 5 gHer

o B aHamHese 3noyn0'rpe6neHMe QAnKoronem, neveHune
UHCYJIUHOM, XMMUONPENAPATAMM, QHTAUUAAMK UITU

o Huzkas koHueHTpaums $ocdaTo, Kanus UK MarHus
nepes Ha4anoM BO306HOBAEHMS MUTAHMS

BNYPETUKAMU

B Hacrosimee Bpems Her

War 1 WWar 2 War 3 CTaHAAPTU3UPOBAHHBIX TPO-

o TOKOJIOB 10 Tepanuu pedu-
npepeneHve Wkana notepu Beca Wkana achchekToB

JMHI-CUHAPOMA 13-3a OTCYTC-
TBUS  PAHIOMHU3MPOBAHHBIX
KOHTPOJIMPYEMBIX HCCIIEI0BA-
HUI B 9TOI oOnacti. OgHAKO

ocTporo

HesannanvpoBaHHas R

noTepsi Beca 3a nocreaH1e
3-6 mec

>20,0 (>30,0 npu
MCXOfHOM

OXMpEeHUN) =0 Hanu4ve octporo

3abonesaHns Wm

% Bann OTCYTCTBUE NpUema

18,5-20 =1

<=0 Ny Gonee Nnpu OOHApYXEHUM [TaHHOTO
18,5 =2 5-10=1 5 pHem — _
< Tos b COCTOSIHMS C MOMOLIBIO 00bIY
HBIX OMOXMMUWYECKHX TECTOB
BaXHO HA3HAYUTb KOHCYJIBTA-
LMI0 JUETOJIOTa, KOTOPBIA
v NPUMET PEeLICHHUE O CXeMe Mu-
5 TaHMs mauueHTa. IlTanueHTsl,
War 4

KOTOpBIE €1 MaJIO WJIN BOBCE
HUYEM He TUTaIuCh Oonee 5
IHEH, JOJIKHBI T0yYaTh Iep-
BOHAYaJIbHOE MUTAHUE, KO-
PUIHOCTb KOTOPOTO COCTABIS-
er MeHee 50% sHepreTHyec-
l KUX MoTpedHoCcTel. Y mamnu-

€HTOB C BBICOKMM PHUCKOM pe-
(uanMHr-cMHApPOMa TEepBOHA-
YajbHasd LEHOOCTh MUTA-
HUA JOJXEH COCTAaBIATH
10 kxan/xr/cyt [9]. O6beM mu-
TaHUSI MOXET OBITb YBEIUYEH
MOCTENEHHO B TEYEHUE CIIETY-
I0IMX HECKOJIbKUX MHEN
C YUETOM 3JIEKTPOJIUTHOTO 6a-
JIAHCA U KJIMHUYECKOTO COCTO-
SIHUSI TAllMEHTA.

NICE pekoMeHyeT 01HOB-
PEMEHHOE Hayajlo BO30OHOBJICHUS MUTAHUS U KOPPEKLMHU IEKTPOIUTHOTO OanaHca, B IIEPBYIO OYepeib
runodocdareMuu, runoMarHieMuy ¥ runokanueMun [9]. MneanbHble cxeMbl KOPPEKIIMU 3THX TIOKa3aTe-
neit HeusBecTHHI [4]. BaxkHo 10 Havana Bo30OHOBIEHNUS TIMTAHUS HA3HAYUTH BUTAMUHHBIE TIPETIapaThl,
B YaCTHOCTU TUAMUH U IPYTHe BUTAMUHBI TpyMmbl B. ButaMuHoTepanust 10o/mxHa MpoaoKaThest O MEHb-
mieit Mepe 10 gHeit. buoxumuyeckuii U KIMHUYECKUIT MOHUTOPUHT TIPOBOMISIT €XEIHEBHO.

061K puCK HefoeaaHus

(Cymma 6annos no Bcem
LKanam)

0 — HU3KUIA pUCK
1 — cpepHuin puck
2> — BbICOKWMIA pUCK

War 5
F no

Huakuin pyck — obLuenpuHsTas neve6Has
npakTika

CpepfHuit pyUck — HabnoeHNe 3a COCTOAHNEM

BbiCokuit pucK — MHTEHCUBHAsA Tepanus

Puc. Anroputm MUST no BeieHMIO NALUEHTOB € HEAOCTATOYHBIM
MUATAGHUEM
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