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OpHu U3 TSKeNbIX NposiBiieHuii 00e3uu Bepaaura—Togdmana — nceBao0y0apHbiii U 0yIbOAPHbIA CHHIAPOMBI, OCJIOKHSIOIINECS
runorpodueii pa3noii crenenu Tszkectd. IIpuBeneH KIMHUYECKHIA CTydail HyTPUTUBHO# noiepKKu pedenka ¢ runorpodmeii I1 cre-
TIeHN, OCJIOKHUBINEH TeueHue 0oJsie3Hn Bepanura—Toddmana y pedenka omHoro roga. Ilenb 1aHHOrO MCCJIeTOBAHUS — OIEHKA
BJIMSIHHS BBICOKOKAJIOpUitHO# cMecH «Clinutren Junior» nyist meteii ot 1 roga a0 10 jeT Ha pocT ¥ pa3BUTHE PeOEHKA ¢ TMATHO30M
CNUHAJIbHAS MbIlIeyHas aTtpodus I Tuna. AHaaM3MPoOBaIN Pe3yJbTATHI O CTeNeHH U3MEHEHHUs CJIeAYIONIMX AHTPONOMETPUYECKHX
JIAHHBIX: OKPYXKHOCTD ILIeYa B CPeHel TPeTH, OKPYKHOCTh Oeipa B CpejIHeil TPeTH, pa3Mep KOXKHOW CKJIAJKH B OKOJIOMYNOYHOI
00JIACTH, a TAKIKe JJA00PATOPHBIX JAHHBIX: ANBOYMHH, 00IIMii 0€JI0K, TMMGOIMTDI.
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Some of the severe manifestations of Werdnig-Hoffmann disease are the pseudobulbar and bulbar syndromes complicated by the hyp-
otrophy of the various degrees of severity. The clinical case of the nutritional support for the child with grade II hypotrophy that com-
plicated the course of Werdnig—Hoffmann disease in one-year-old child is presented. The purpose of this study is to assess the effect
of Clinutren Junior high-calorie formula for children from 1 to 10 years of age on the growth and development of the child diagnosed
with type I spinal muscular atrophy. The results were analyzed according to the degree of change in the following anthropometric
data: mid-arm circumference, mid-hip circumference, the size of the skin fold in the periumbilical region, as well as laboratory data,
as follows: albumin, total protein, lymphocytes.
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JlaHHas TaToJIoTus BCTpevaeTcs ¢ yactoroit 1 Ha 6000—
10 000 HOBOPOKIEHHBIX.

XapakTepHbBIMU TIpU3HAKAMU CITUHAJBLHBIX MBIIIeU-
HBIX aTpouil SIBISETCS CUMITTOMOKOMIUIEKC <«BSJIOTO»
pebeHKa: BbIpaXkeHHasl TUTIOTOHUS, apeduekcusi, ¢ac-
LUKYJISIUN SI3bIKa, 3aTPYAHEHUST MPU COCAaHUM, TJOTa-
HUU, IBIXaHUU, OCJIa0JIeHHBIN KPUK. OTHUM U3 TKETbIX
MPOSIBJIEHUI CITY>KUAT MCeBNO0YIHOAPHBIN 1 Oy Ib0apHbIi
CUHJIPOMBI, OCJIOXHSIIOIIMECS] TUMOTpoduelt 1 0eIKOBO-
9HEPreTUYeCcKOil HENOCTaTOYHOCThIO pa3HOW CTEreHu

CHI/IHEU'ILHHC MBbIIIIEUHbIE aTpOo(UU — TeTepOoreHHast
rpynria HacJeJACTBEHHBIX 3a00JieBaHUM, Xapak-
TEPUBYIOLIUXCS  TPOTpeccupylolieil  aereHepauueit
MOTOHEWPOHOB TEpPEeTHUX POTroB CIIMHHOTrO Mo3sra [1].
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TSKECTH, B CBSI3U C 3TUM ITOAOOHBIM MallMeHTaM Heo0X0-
JIMMa BBICOKOKAJIOpUiTHAsl HYyTPUTUBHAS TTOAIepkKa [2].

HyrputuBHas monmmep:kka — KOMIUIEKC MEpPOIIPHsI-
TUIA, HaIlpaBJIeHHBIX Ha oOecIieueHne TpohUIECKOro
romeocTasa ¢ IIeJIbl0 ONMTUMM3ALUU CTPYKTYpPHO-(YHK-
MOHAJBHBIX ¥ META00IMUYECKUX MTPOLIECCOB OpPTaHU3Ma,
a TaKKe ero amanTallMOHHBIX pe3epBoB [3, 4]. Bwidop
cMecell ISl ameKBAaTHOTO SHTEPAJILHOTO IMUTAHUS TOJI-
JKeH OBITh OCHOBAaH Ha JIAHHBIX KJIMHUYECKOTO, UHCTPY-
MEHTaJbHOTO 1 JJabOpaTOPHOTo 00Cae0BaHUST OOJIBHBIX,
CBsI3aH C XapaKTepOM M TSDKECThIO TeUSHUS 3a00JIeBaHUS
U CTETeHbIO COXPAaHHOCTY (DYHKIIMIA XKeJTyT0UHO-KHUIIIeY-
HOTO TpakTa.
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Knunnueckuii cayyaii. B orneneHue peaHumanuu
u uHTeHcuBHoit Tepanuu (OPUT) [derckoit o01acTHOM
KJIMHUYECKOM 00abHUII T. benropona moctynun Maib-
yuk M. B Bozpacte | roga 10 mec. OCHOBHOI TUarHoO3:
ocTpasi BHEOOJNBbHUYHAS JIEBOCTOPOHHSSI TOTaJbHAsI
nmHeBMOHUS. OCJIOXHEHNSI OCHOBHOTO 3a00JieBaHUS:
nbixatenbHast HegoctatodyHocTh I cremenu. bponxo-
OOCTPYKTUBHBIN CUHAPOM. ATeJIeKTa3 JIEBOTO JIETKOTO.
Hocutens Ttpaxeoctombl (TCT). doHoBBIe 3aboJieBa-
HUS: CMMHabHas MblliedyHast atpodus I Tuna (6one3Hb
Bepnuura—loddmana). [lceBnoOynb0apHbIil CUHAPOM.
Tunorpodus Il crenenu. Anruomnatus cerdyarku OU.
BropuuHast KapauornaTusi.

AKyIliepckuii aHamMHe3: peOeHOK OT TpeTbeil Oepe-
MEHHOCTH, TIPOTeKaBIllell Ha (hoHe TOKCUKO3a B MEePBOIA
MOJIOBUHE OEpeMEHHOCTH, Keae30AedUIIMTON aHeMUMU,
XpOHUYECKOI (heTorUIalleHTapHO HEeIOCTaTOYHOCTH,
XPOHMYECKOI BHYTPUYTPOOHON TUIOKCHM TuTona. Pombl
cpouHkble, Ha 39—40-i1 Hexene 6epeMeHHOCTH, CaMOTIPO-
U3BOJIbHEIE.

AHTPOIIOMETPUYECKNE JaHHble TIpU POXICHUU:
Macca 3400 1, mmHa 54 cM, OKPYXHOCTb TOJIOBHI 36
CM, OKpyXHocTh rpynmu 35 cm. OleHka Mo IIKaie
Arrap: 8/9 6annoB, 3aKpudai cpasy; K Tpyau MPUIOKeH
B 1-e cyrku. Co cjioB mMaTepu, peOeHOK BaKIIMHUPOBAH
B pomnome, nanee — He npuBUT. [IcuxomoTtopHOe pas-
BUTHE: IEPXKUT TOJIOBY ¢ 4 Mec, TIOMBITKA TIepeBOpavYM-
BaThcs — € 5 Mec, ¢ 6 Mec — perpecc MOTOPHBIX HABBIKOB.

Ha ocHOBaHWMM TUNMUYHOI TIPOrpeCcCUPYIOMIEH KITU-
HUYECKOM KapTUHBI PeOEHKY MOCTaBJIeH IMAaTHO3 CITU-
HaJIbHOM MBIIIeYHOl atpoduu I Thma, peKoMeHI0BaHO
uccinenosanue JJHK, koTopoe Ha MOMEHT MOCTYTIICHUST
B CTallOHAp He TTPOBOAMIOCH TTO COLIMATIBHBIM U MaTe-
pUATBHBIM TPUYUHAM.

[eHeanmornueckuii aHanau3: POAOCIOBHAasE HE OTSTO-
1eHa (Co cJIoB MaTepu), MpodaHI UMeeT IBYX KIMHUYE-
CKM 3[I0POBBIX cecTep 2 1 4 JIeT.

[1pu mocTyMIeHUK: COCTOSTHUE TSKEI0e 3a CUET JbIXa-
TenbHOU HemoctatouHocT 111 cTermeHu TsoKecTH, HEBPO-
JIOTUYECKOU CHUMNTOMATUKUA CHOWHAIBHOW MBIIIEYHON
arpodun, runorpoduu Il crenenn (nepuuurt maccol Tena
30%). KoxHble MOKpOBBI OJIeHBIE, YUCThIC, TTEPUOpaTb-
HeI maHo3. OtekoB HeT. [1omKOXHBIN XXUPOBOI CJIOM
HMCTOHYEH Ha TYJIOBHUIIE M KOHEYHOCTSIX, TYprop TKaHei
cHuXeH. TemociioxeHue TMpONMopIMOHATIbHOE, THUTaHUE
noHmxkeHo. KocTHoO-MblIllIeyHast cucTtemMa: KOJIOKOJI000-
paszHasi (popMa TpyIHOM KJIETKU, TIJIOCKOBaJIbIyCHAs! CTOIIA.
Turnotpodust MBI BEPXHUX W HIDKHUX KOHEYHOCTE.
Cnusuctbie 000JI0UKM OJIeTHO-PO30BbIe, YMCTHIE, BIaX-
Hole. [lepudeprnueckue numparnueckue ysibl 6e3 oco-
oennocteit. IlluToBumHasa kenesa: ajacTUdyHasd, 0e€300-
JIe3HeHHas, He yBequveHa. OpraHbl JBIXaHUS: IbIXaHUE
yepe3 Hoc, 3aTpyaHeHo. OnpliiKa, BTSDKEHUE MexXpeoep-
HBIX TIPOMEXYTKOB, SIPEMHON SIMKU. B Jlerkux nbixaHue
oc/abieHHOe, C JIByX CTOPOH, IO BCEM IIOJIsIM OoJblie
cjieBa, BBICHYIIMBAIOTCS BIAXHBIC MEJIKOIy3bIpUyaThie,
KpenuTupyomme Xpunbl cieBa. [lepkyropHo orpenesnsi-

eTcsl KOpOOOUHBI 3BYK. Huncno abixaHuit 45 B MUHYTY.
BpromHoit Tun npixanusi. Hocutenb Tpaxeoctombl. Caty-
pammst 76—82%. KucnoponozaBucum. CepraedHo-cocy-
JUCTass CUCTEMa: TOHBI TPUIJYIIEHHbIE, PUTMUYHEIE,
TaxuKapaus — 166 yn/MuH. [TepKyTopHO TpaHUIIBLI cepALa
B TIpelesiaXx BO3pacTHOW HOpMBIL. OpraHbl THIIEBape-
HUS:. SI3BIK BJIAXHBIN. 2KMBOT MATKUIA, 6e300/Ie3HEHHBIN.
Tleuenn, ceneseHka He yBeaudeHbl. CTys oOPMIICHHBIH,
CKJIOHHOCTh K 3amopaM. [lojioBble opraHbl copMupo-
BaHBI TIPaBWJILHO, TI0O MYKCKOMY THUITY. MoYencITycCKaHue
CcBOOOIHOE, Oe300/1e3HeHHOE. Moya cBeTiast, po3payvHasl.

HeBposnornyeckuii cratyc: COCTOSIHUE CO3HAHUST —
conop. YepernHble HEPBbI — aCUMMETPUU HE OTMEUaeTCsl.
3paukoBbie pedyieKChl CoXpaHeHBI. [JTOTOUHEBI pedireke
CHUXXEH, HU3KOE CTOsTHUE HeOHON 3aHaBecku. JAuddys-
Hasl MBIIIeYHast TUTTOTOHMS. BepxHre KOHEUHOCTH: IBU-
rateJibHasi aKTUBHOCTb CHUXKEHa, CUJla CHIKeHa J10 2 6ai-
JoB (110 3-6amnbHoi 1ikane). CyxoXwuibHbIe pediiekchl
CHIKeHBI. HKHME KOHEYHOCTHW: JBUTATeTbHAsT aKTUB-
HOCTb OTCYTCTBYeT, cuja — 0 6aimoB. Hucrarma Het.

ITo TsKeCcTW COCTOSIHUSI TAlMEHTy TIPOBOAMIACH
HMCKYCCTBEHHAsT BEHTWJISIIIUS JIETKUX, TTaTOTeHETHUYeCKast
W TIOCUHIpPOMHAs Tepamus. B Iemsix ocyliecTBIeHUs
HYTPUTUBHOHN TOIIEPKKU ObUTa Ha3HayeHa BBICOKOKA-
nopwuiiHasg cmech «Clinutren Junior» mjig neteii ot 1 roma
1o 10 ner.

Manbunk HaxXOmWJICS TION HAIIUM HaOJIIoAeHUEM
B cranvoHape B TeyeHue 64 nHeit. IlepBoie 10 mHeit
nutanue ocyuiectsiassiocb B OPUT BbicokoKanopuii-
HoOll cMechio «Clinutren Junior» d4epe3 Ha3oracTpaib-
HbBI 30HA (6 pa3 B meHb o 100 Ma cMecH). DHepreTu-
yeckasi LIEHHOCTh OIHOrO TpyWeMa THIINW COCTaBUJIa
102,8 kkan/431,2 xIx, 3a neHb peOEHOK Toaydal
616,8 kkan/2587,2 xJIxx. Habmonanoch xopollee ycBoe-
Hue cmecu «Clinutren Junior», marojoruyeckue peak-
LMY, TakKue KaK MeTEOpU3M, HEYCTOWYMBOCTH CTYIa,
CpHITMBaHUE, PBOTA HE BO3HUKAJIH.

IMpu ynyuynieHun abIXateabHbIX (YHKIUIA peOEeHOK
ObUT TIepeBelieH B TPOMWILHOE OTHCIEHME, INe MaTh
CaMOBOJTLHO TepeBelia ero Ha MMTaHue CTaHAapTHOM cMe-
cbio s aereit 1o 3 net. B cBsa3u ¢ peundexkumneit OPBU
COCTOSTHUE TallMeHTa YXYAIIMJIOCh ¥ OH OBbIJT CHOBA Tiepe-
Bened B OPUT mnst marencusHoi Tepanuu. C 20-To u 10
64-To MHS TOCMUTANIM3AIMA MaJb4MK CHOBA TUTAJICS
BbICOKOKaJIopuitHO# cMechio «Clinutren Juniors.

B cBs3m ¢ KpaitHe TSDKENBIM COCTOSTHUEM pebeHKa,
OOJIBIIIMM KOJMYECTBOM arraparyphl, CleAsieil u ocy-
MIECTBISIONMIEN MOMIEPXKKY BUTATBHBIX (DYHKIINIM, pery-
JIsipHOe B3BemmBaHue pedenka B OPUT He mpencras-
JISUIOCh  BO3MOXHBIM.  D(PHEKTUBHOCTb HYTPUTUBHOM
MOJIEPKKKU OLIEHMBAJIaCh B COOTBETCTBUU C KIMHUYE-
CKUMM peKOMEHIALUSIMH |5, 6]:

— TI0 aHTPOTIOMETPUIECKUM JTaHHBIM —

* OKPYXHOCTb TIJieua B CpeJHel TpeTH,

* OKPYXXHOCTb Oelipa B CpelHel TPEeTH,

* pa3Mep KOXHOW CKJIaIKU B OKOJIOMYIOYHOI
obJacTu;
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— 110 JJaOOpaTOPHBIM TTOKa3aTeJIsIM B KPOBU —
* anbOyMUH,
* 0o0muit 6eJIoK,
* JTUM@OLUTHI.
B cBs3u ¢ BO3pacTHBIMU OCOOEHHOCTSIMU KpPOBM
W TEHEePAIM30BAHHOW  BOCHAJIWTEIbHOU  peakuuein
MbI COUJIM 1IeJIeCO00pa3HbIM OLIEHUTDh TakKe TUHAMUYE-
CKO€ U3MEHeHHMe 00111eT0 KOJUYeCcTBa JEHKOLMTOB.
3HAKOBBIMM BPEMEHHBIMU TOUYKAMU JUHAMUYECKOTO
HaOJII0IeHUsI HAMU ObUTU BBIOpAHBI:
— MCXOJIHbIE TaHHbBIE TTPU MOCTYTUICHUY;
— 10-e cytku rocniuranusainun — nepesoa ¢ «Clinu-
tren Junior» Ha CTaHIAPTHYIO CMECh;
—20-e cyTKM rocruTajn3ali — MepeBof Co CTaHIapT-
Hoii cmecu Ha «Clinutren Junior» B OPUT Ha ¢oHe penH-
(uLpoBaHYs 1 yXyAIIEHUS IbIXaTeIbHBIX (DYHKIINIA;

— 34-e cytku rocriutanusaiu — nepeson uz OPUT
B Mpo(UJIbHOE OT/EeHUE;

— 64-e CyTKM TOCTIMTAIM3ALIMU — BBIMTUCKA.

PesynbraThl IMHAMUYIECKOTO HAOIIONCHUS TTI0 aHTPO-
TTIOMETPUIECKUM U JIAOOPATOPHBIM TTOKA3aTeNIsIM TIpe/i-
craByieHbl Ha puc. 1, 2. Kak BugHo Ha puc. 1, no 10 cyt
HaOJIoaJICsT TIPUPOCT BCEX aHTPOITOMETPUIECKUX TTOKa-
3aresiell B CBSI3W C TIEPEXOIOM Ha BBICOKOKAJOPUITHOE
nutanue «Clinutren Junior». K 20-mM cyTtkam BuaeH
perpecc BCIICACTBUE BO3BpallleHWs] K CTaHIapTHOM
cMecH. 3aTeM CHOBa HaOJ101aloCh YBEJIMYEeHME MToKa3a-
TeJIel BIUTOTh JIO BBITIUCKU (64-¢ CyTKH).

V3MeHeHMs OlleHMBaeMBbIX JIAOOPATOPHBIX TTOKa3aTe-
Jielt He OBUTM WJLTIOCTPATUBHBIMU U HOCWJT HECTAOWITb-
HBIII BOJIHOOOPA3HBIN XapaKTep, UTO CBSI3aHO C TIPU-
COeIMHEHWEM TOBTOPHOM peCMpaTopHOi MHMEKINU
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Fig. 1. Dynamics of anthropometric data. Composed by the authors.
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U TIOJIMOPTAaHHOM HEIOCTaTOUHOCTHIO, TEPUOINICCKU
HapacTaBIlieil y pebeHKa BO BpeMs JJTUTEIBLHOTO TIpe-
ObpiBaHMs B cTarimoHape. CTOUT OTMETUTh, UYTO Ha (hoHE
TprueMa BBICOKOKAIOPUITHOTO TTUTAHWS TTPOMCXOIUIT
pPOCT KOJIMYeCTBA TUMMOIIUTOB TT0 CPABHEHUIO C UCXOM-
HBIM TTOKAa3aTesieM, YTO KOCBEHHO CITYXXUT OJIaTOTIpUSIT-
HBIM KPUTEPHUEM W CBUIETEILCTBYET 00 3(h(PeKTUBHOCTHI
TTPOBOMMON TEepaTTNu.

Macca tena pebeHka yseiaumuuBaiach o 10-x cyTok
Ha (poHEe BBICOKOKAJIOPWITHOTO MUTAHUsI, 3aTeM HaOJIo-
TAJIOCH TIaIeHKe TIoKa3aTelsielt B CBS3M C MTpeKpalieHneM
yrotpeonenus «Clinutren Juniors. C 20-x 1o 64-¢ cyTku
3aMeTHa nmpudaBKa B Macce Tena (CM. puc. 2).
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