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Pe3rome. IlanmeHThl ¢ MYKOBHCIMAO30M TOJYYalOT HYTPUTUBHYIO MOJJEPKKY COIJIACHO
KIMHUYCCKUM PCKOMCHIAIUAM 2022r. He CMOTpPsSI Ha 3aMCCTUTCIIBHYIO TEpalluid U  HYTPUTHUBHYIO
MOJICP)KKY Cpelr JeTeil pa3HBbIX BO3PACTOB OTMEYAETCS CTarHalus pocta W JAe(UIIUT MacChl Telna.
Oneneno Qusuueckoe pa3BUTHUS U HYTPUTUBHBIN cTaTyc y 46 nereit (1-17 net, cp. Bo3pacT 8,6 jer) ¢
MYKOBHUCLIUI030M, Ha6JIIO[[aBHII/IXC$I B IMyJIbMOHOJOTMYCCKOM OTACIICHUU MHOFOHpO(l)I/IJII)HOI‘O
NCAUATPHUICCKOr0 CTauoHapa. Haun6onee BLIpa)KeHHLIfI I[e(i)I/II_II/IT poOCTa BBIABJIICH B I'PDYIIIC PAHHETO
BO3pacTa M IMEPBOro JETCTBA, OJHAKO TPETh JETEM BCEX BO3PACTHBIX I'PYIII MMEKT 3aJEpHKKY POCTa.
BersBiieH neUIUTHBIN HYTPUTHBHBIN CTaTyC BO BCEX BO3PACTHBIX IpyIIax, OAHAKO Haubojee 4yacTo B
35,5% cnydaeB B rpymre nepBoro AetctBa. Ha ¢oHe HyTpUTHBHON MOAIEPKKH CHEIUATU3UPOBAHHBIMU
MIPOAYKTaMH 3HTEPAIBHOIO MUTAHUSA YIIYYIIACTCS HYTPUTUBHBIM CTAaTyC K IEPUOLY BTOPOro AETCTBA U
MIOJIPOCTKOBOIO BO3pacTa, ¢ (ukcanueil U30bITOYHOrO MHJEKca Macchl Tena Oonee 1 Zscore y 15,4%
MAIMEHTOB IIOJPOCTKOBOIO U FOHOLIECKOTo Bo3pacTa. B cpennem y 38-40% nereil HyTpUTUBHBIN CTATyC
ynOBHGTBOpHTCJ’IBHHﬁ MO0 JaHHBIM aHTPOIIOMETPHUH.

KiroueBble cjioBa: MyKOBHCLNI03, GU3NUECKOE pa3BUTHE, Z-SCOIe, HyTPUTUBHBIN CTATyC

Resume. Cystic fibrosis patients receive nutritional support according to the 2022 clinical
guidelines. Growth stagnation and body weight deficiency are noted among children of different ages on
the background of replacement therapy and nutritional support. Physical development and nutritional status
were assessed in 46 children (1-17 years old, cf. age 8.6 years) with cystic fibrosis, who were observed in
the pulmonology department of a multidisciplinary pediatric hospital. The most pronounced growth deficit
was found in the group of early age and first childhood. One third of children of all age groups are stunted.
Malnutrition is diagnosed in all age groups, but most often in 35.5% of cases in the first childhood group.
The nutritional status improves by the period of the second childhood and adolescence with nutritional
support with specialized enteral nutrition products. Body mass index over 1 Zscore was determined in
15.4% of adolescent and adolescent patients. According to anthropometric data, 38-40% of children have
a satisfactory nutritional status.

Keywords: cystic fibrosis, physical development, Z-score, nutritional status

AKTYaJIbHOCTb. MYKOBHUCIINJIO3 WUJIU KUCTO3HBIM (DHOPO3 MOMKEITYJOUHOM Kee3bl
unu 6one3ns JlanamreitHepa-OaHKOHU - 3TO HACTEACTBEHHAs! CUCTEMHAs YK30KPUHOMIATHUs
C ayTOCOMHO-PELECCUBHBIM THUIIOM HACJICJAOBAHUS, XAPAKTCPUIYIOWIASICS PAHHUMHU
KJIMHUYECKMMM TPOSBICHUSAMH W TOJIMOPTaHHOM HEAOCTAaTOYHOCTHIO [1]. Bergensitor
HECKOJIbKO (hOpM MYKOBHCIIU103a, OJHOM M3 KOTOPBIX SBJISETCS KUIlIeUHas. [ JTaBHBIM €€
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MPOSIBICHUEM U OCHOBHOM TMPUYMHON OTCTaBaHUS OOJIbHBIX MYKOBHUCIHJIO30M B
(GU3UYECKOM  Pa3BUTHM  MOXKHO  CUHTATh  XPOHUYECKYI0  MAHKPEATHYCCKYIO
HEJIOCTaTOYHOCTh. OHA BEMIET K MOTEPSM MUTATEIBHBIX BEIIECTB CO CTYJIOM M BCTPEYAETCS
npubau3uTenbHo y 90% 601apHBIX MyKoBHCLIHI030M [2]. [Ipu ocMoTpe y 3TUX OOIBHBIX
BeIpakeHa muctpodus (y 90 %) u 3amepxkka pocta (y 60 %) [1].

Heab: omneHnTh (U3UYECKOE pa3BUTHE W HYTPUTUBHBIA CTaTyCc y JETeH ¢
MYKOBHCIIHI030M Ha (hOHE HYTPUTUBHOMN TIOIICPIKKH.

3amaun:

1. 3y4uTh BBIMUCKU U3 UCTOPHUI OO0JIE3HU MAIMEHTOB PA3HBIX MOJOBO3PACTHBIX
TPYIIIL.

2. [Ipoananu3upoBath JaHHBIE AHTPOMOMETPUU (pocT, Macca Terna, UMT) mo
HHJIeKCy Z-SCOre,

3. Paccunrtarh OTKJIOHEHHS TaHHBIX aHTponoMeTpuu (poct, macca Tena, UMT).

Marepuasnbl 1 MeToabl. B nccnegoBanne Boum 46 AeTerd ¢ MyKOBUCLHIO30M, B
Bo3pacte ot 11 mecsueB no 17,7 mer (1-17 ner, cp. Bo3pact 8,6 neT), MOITy4daBLIUX
CIECHUAIU3UPOBAHHYIO MEIUIIMHCKYIO TOMOIIb B IMYJIbMOHOJOTHYECKOM OTEICHUU
MHOTONPO(PUIBLHOTO JIETCKOrO CTallMoHapa. Bee AeTu rocnuranu3upoBaHbl MOBTOPHO ISt
KOHTPOJIS TPOBOAMMON Tepanuu. B mpenpiayiyto TOCHUTAIM3alUI0 BCE  ObLIM
MIPOKOHCYJILTUPOBAHBI BPAYOM JUETOJIONOM C PEKOMEHIAUSIMU HYTPUTUBHOU MOJIACPIKKU
CHECUUAIIU3UPOBAHHBIMU  MPOAYKTAMH SHTEpAIbHOTO mnuTaHus. OIEHEHbl TaHHbIC
anTporiometpun (poct, Macca tena) no nporpamme WHO Anthro u WHO AnthroPlus.
HyTputuBHBIN cTaTyC OLIEHUBAIU O OTKJIOHEHHIO Z-SCOre muaekca maccol Tena (UMT).
CraTUCTUYECKUII aHAIU3 TMOJYYEHHBIX [aHHBIX MPOBOJWJICA C HCIOJIb30BAHUEM
npuKIaaHbIX TporpamMm Microsoft Excel 2010.

Pesynbrarel uM  o0cy:xnenme. HyTpuTuBHas mnoaaepKka NAlUEHTOB C
MYKOBHUCIHJIO30M PErIAMEHTUPOBAHA KIMHUYECKUMU pekoMeHpanusmu [3]. B pasHbie
BO3PACTHBIC MEPUO/IbI, B 3aBUCUMOCTH OT (PU3MUECKOTO Pa3BUTHSI U HYyTPUTUBHOTO CTaTyca
Ha3HAYaeTCsd JOMOJHUTEIbHOE TMUTAHUE  CHEHUATM3UPOBAHHBIMU  JIHTEPATbHBIMU
npoayktamu. [10J10BO3pacTHOM COCTAaB MCCIEAYyeMOM TPYIIbl MPEACTaBlieH B Tadauue 1.
(Tabnuia 1)

Tabu. 1. Pactipenenenue nereil ¢ MyKOBUCIIHI030M 10 BO3PACTHBIM IpyIaM
BospacTtHoli nepruon Uroro Manpunku JleBouku

I'pynnoii Bospact (1 mecsiit — 1 rox) u pannee aerctBo | 6 (13%) 2 4
(1 ron — 3 rona) / Breast age (1 month - 1 year) and
early childhood (1 year - 3 years)

ITepBoe gerctBo (4 roma — 7 ner) / Toddlerhood (4 17 (37%) 10 7
years - 7 years)
Bropoe nerctBo (neBouku § — 11 ner, Mmampuuku 8 — 10 (22%) 5 5

12 net) / Middle childhood (girls 8 - 11 years old, boys
8 - 12 years old)
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IIpooonsicenue maobn. 1
[ToapocTkoBeIii epuoa (neBouku 12-15 mer, 13 (28%) 4 9
Manbuuku 13-16 5ieT) u roHOIIeCKui BO3pacT
(meBoukwu 16-18 ner, manpuuku 17-18 ner)/
Adolescence (girls 12-15 years old, boys 13-16 years
old) and late adolescence (girls 16-18 years old, boys
17-18 years old)

Bo3spacTtHble rpyIiibl npeacTaBieHbl OTHOCUTENBHO paBHOMEpHO. O1HaKO, Harboee
4acTO TOCTIUTATU3UPYIOTCS MAllMEHTHI IEPBOTO JIETCTBA.

duznyeckoe pa3BUTHE OLIEHEHO C UCMoJib3oBaHueM mporpamm Anthro u AnthroPlus
WHO 1no noka3zarensm pocra. (Tabauna 2)

Tabu. 2. 3naueHus nokasareneil aHTPONOMETPUH Z-SCore B pa3HbIX BO3PACTHBIX IPyMIax
Kareropun Z-score, %

<-2 Or-2 mo-1 +/-1 Orl o2 >2

I'pyaHoii Bo3pacT U paHHee 1eTCTBO

Pocm 16,7 16,7 33,3 33,3 0
Macca mena 0 16,7 83,3 0 0
UMT 0 16,7 66,7 0 16,7

IlepBoe nercrBo

Pocm 5,9 29,4 58,8 0 5,9
Macca mena 5,9 29,4 58,8 5,9 0
UMT 23,5 11,8 64,7 0 0

Bropoe aercrBo

Pocm 10,0 20,0 60,0 10,0 0
Macca mena 0 20,0 40,0 0 0
UMT 10,0 30,0 60,0 0 0

IHoapocTKoBBI IEPUOA U IOHOLIECKUHA BO3pacT

Pocm 15,4 15,4 61,5 7,7 0

UMT 7,7 38,5 38,5 15,4 0

Jlnst netedt rpyHOTO BO3pacTa M pPaHHEro JAETCTBA XapaKTepHa 3alepikKa pocTa
37,4%, npu 3TOM y MOJOBUHBI U3 ATUX JIETEN 3aJiep:kka pocta Oosee 2 Z-score. Y nerei
NEpPBOro JETCTBAa TiyOOKHe HapylieHus (U3UUECKOro pa3BUTHS BBIABICHBI Yy 5,9%
NAalUEHTOB U yMEpEHHas 3aaepikka pocra y 29,4%. Bo BTopom neTrcTBe BhIpaKCHHAs
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3agepxkka pocta y 10%, ymepennas y 20% mnauueHTtoB. [nsi meteil moapocTKOBOrO U
IOHOIIIECKOT'0 BO3PAcTOB XapaKTePHBI OUeHb HU3KKe 3HaueHus (MeHee -2,0) — 15,4%, Hroke
cpemnero (ot -1,0 mo -2,0) — 15,4% 3Hauenus Z-score 1o pocty. Takum oOpa3om, B
HE3aBUCUMOCTH OT BO3pacTa TPETh MALIMEHTOB UMEIOT 33JEPKKY POCTa.

HyTpuTuBHBIN CTaTyC NPEACTABICH 3HAYCHUSMU Z-SCOTE IO Macce Tena y JeTer 10
10 net u Z-score UMT. Jlepuuur maccel Tena mo OTHOLIECHHUIO K pocTy y 16,7% neteit
paHHero Bo3pacta, 35,5% nereit nepBoro aercrsa, 30% nanueHToB BToporo Aetctsa. [Ipu
3TOM, B 30HE ME€Hee 2 Z-score o Macce Teja BhIABIEHBI 5,9% nerel nepBoro AETCTBa U
10% BTOpPOTO.

NMT — unTerpalibHbIi OoKa3aTeb YIUTAHHOCTHU. JlepUIIUTHBIN HYTPUHUBHBIN CTATyC
1o gaHHbIM Z-score UMT BeisiBiieH TObKO y 16,7% manmeHToB paHHETO BO3pacTa, TAKKE,
KaK ¥ HU30BITOYHBIN, YTO OOYCJIOBJICHO NMPUBBIYHBIM YHNOTPEOJICHHUEM MOJIOUHBIX CMecen
JE€THMU 3TOT0 Bo3pacTa. bosee riy0okue HapylIeHUs] HyTPUTUBHOIO CTATyCa BBHISIBJICHBI Y
MAIMCHTOB TIEPBOTO JIETCTBA: OYCHb HU3KHME 3HadeHHs (MeHee -2,0) — 23,5% u HmKe
cpemanero (ot -1,0 mo -2,0) — 11,8% neTei. Y manueHTOB BTOPOTO JIETCTBA OYCHDb HU3KHE
3HaueHus 3HaueHus Z-score UMT (menee -2,0) — 10,0% u Hmxe cpennero (ot -1,0 g0 -2,0)
— 30,0% nanueHToB. BhIpaBHMBAETCS HYTPUTUBHBIM CTATyC B IPyNHIe MOAPOCTKOBOTO H
IOHOIIIECKOT'O BO3pacTa: OYCHb HU3KHE 3HaueHUs 3HaueHus Z-score UMT (menee -2,0) —
7,7% wn Hmwxe cpennero (ot -1,0 mo -2,0) — 38,5%. IMeHHO B 3TOW rpyIIe MOSBISCTCS
15,4% mnanueHToB ¢ yMEPEHHBIM H30BITKOM MAacChl Te€ja MO OTHOIIEHUIO K POCTY IO
IaHHbIM 3HaueHus Z-score UMT ot +1,0 mo +2,0.

Bce nerm HeomHOKpaTHO HAOMIOMATUCh B YCIOBHUSIX MHOTONPOGUIHLHOTO
cTauudoHapa. BceM olieHeHO JomaliHee MUTAHUE YaCTOTHBIM METOJOM, BCE MOJIyYaau OT
200 nmo 450 My M30KaJIOPUKWHOIO SHTEPAJIBLHOIO NMUTaHUS €XeIHEeBHO. OJHaKo, eciu
MalMEeHThl PAHHET0 BO3pacTa TPAAULIMOHHO MOJY4Yat0T MOJIOYHBIE CMECH U3 POXKKA, TO IETH
Ooyee cTapmMX BO3PACTHBIX TPYNI HEPEIKO OTKa3bIBAIOTCS OT MPEIOKEHHBIX
SHTEPATILHBIX CMeCceH, MO0 HE BBIACPKUBAIOT UX 00beM. Hambosiee MOTMBUPOBAHHON B
BOIIPOCAX JOMOJHUTENBHOTO 3HTEPAIBHOTO MUTAHUS OKa3ajach rpynna MmoJpocTkoB. B
ATOM Ke TpyIle HanboJjiee YacTO OTMEYEHBl HApYIICHHS AUETUYECKUX MPEINUCAHUMH,
ynotpeOieHne NpoayKkToB (pacTdy1 U CHEKOB.

BoiBoabI: (u3nyeckoe pa3BUTHE JCTEH ¢ MYKOBUCIMI030M CTarHUPYET HAUMHAas C
nepuoga ImepBoro jAerctBa [4], u ycyrybnsercs K TOAPOCTKOBOMY Bo3pacTy. B
HE3aBHUCUMOCTH OT BO3pacTa TPETh MAllMEHTOB UMEIOT 3aepKKy pocTa. Jlehuut Mmaccel
TeJa BBISBIIEH BO BCEX BO3PACTHBIX MMEPUOJAaX, OCOOEHHO Yy JETEeW TMEepBOro JETCTBA.
HedbunutHeil HyTpuTHBHBIN cTaTyc 1o UMT ocoGeHnHo XapakTepeH JJis IeprUoI0B IEPBOTO
U BTOporo nerctBa. Ha ¢oHe HYTpUTHBHONW TOMJEPKKH CHEIHATU3UPOBAHHBIMU
MPOAYKTAMU SHTEPAIbHOIO MMHUTAHUSl YIYYIIA€TCSd HYTPUTUBHBIM CTaTyC K MEPUOIY
BTOPOTO JCTCTBA W MOJPOCTKOBOTO BO3pacTa, ¢ (pukcanueid n30bITOYHOTO WHACKCA MacChl
tena 6onee 1 Zscore y 15,4% manueHTOB MOJPOCTKOBOTO U FOHOIIECKOTO Bo3pacta. B
cpenem y 38-40% pnereil HYTPUTHUBHBIM CTaTyC YJOBJIETBOPUTEIBbHBINM MO JaHHBIM
AHTPOTIOMETPUH.
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