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KAIHIYHMIM BUTTAAOK
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Bpoaxeruii aediumnt caxapasu-isomanstasu (BACH — depmeHTonartia, uactoTa akol carae 10% cepea NauieHTiB i3 raCTpoiHTeCTUHANBHOK CUMNTO-
MaTUKOIO. YHACNIAOK MyTaLi y reHi, BiAnoBiAaIbHOMY 38 CYHTE3 (PepPMEeHTIB Caxapasu Ta I30ManbTasu, 3SMeHLUYETbCA akTUBHICTb LMX (DepMEHTIB,
LLIO NPU3BOANTL 10 NOPYLLIEHHSA PO3LLENIEHHSA Caxapo3u | KpOXMaso B MPOCBITI TOHKOT KMLWKK. HakonnMuyeHHA Hepo3LwenieHrx ByrneBoaiB Y Ku-
LEYHMKY € NPUYNHOID OCMOTNYHOT Aiapel, a IxHA epMeHTalis 6akTepiaMmn TOBCTOI KULLKM NPU3BOAWTL A0 BUAINEHHA BEIVKOI KiTbKOCTI BOAHIO Ta
THLUMX ra3iB, LLO CYNPOBOMKYETECA 3HAUHUM 30YTTAM i MeTeoprn3mMoM. OCHOBHVIMY METOAaMY AiarHOCTYBaHHSA MaToOoril € AnXanbHi TeCTU | reHeTny-
Hi AOCNIAXKEHHA, @ OCHOBHVMK MiAXoAaMu Y NiKyBaHHI — 3aMiCHa Tepanid npenapaToM caxapo3ngasu i gietotepania 3 BUIyHeHHAM XapyoBUX [xXe-
pen caxaposu i KpOXMaso.

Merta — BUCBITNTN cyyacHi 3HaHHA npo BACI, nokasati MOXIMBOCTI AU epeHUIMHOro AiarHoCTyBaHHA L€l NaToNorl Ha OCHOBI KNIHIYHOMO
BUNAAKY.

OnncaHo KNiHIYHKMA BUNAAOK 5-DivHOT AUTVHY, FOCNITaNi30BaHol i3 cvMnToMamy abAoMIHaAbHOO AVCKOMQOPTY, METEOPU3MY, 30y TTd, BOASHNUCTO!
fiapel, NopyLeHHsIM i3NYHOro i ICUXOMOTOPHOIO PO3BUTKY, TPOMOBOUMTONEHIEID | SHUXKEHHAM NOKa3HVKa NaHKpeaTnyHol enacrasun-1. 3a AaHumu
OOCTEXEHHA ANTUHW (@HaNI3Y CKapr i aHaMHECTUYHNX AaHnX, PI3VKanbHOro 1a NadopaTopHO-IHCTPYMEHTaNbHOrO AOCAIAXKEHHA, FEHETNYHOrO
TECTyBaHHA) BepudikoBaHo aiarHo3 BACI Ha tai npy3HadeHol gietotepanii NONINWWMBCA 3araibHWi CTaH NauieHTK1, HOPManisyBaBCs NOKasHWK
3POCTY | 3HAYHO NOKPALLMBCA NOKa3HWUK MaCW Tina, 3HUKNa racTpOIHTeCTUHa IbHa CUMITOMATVIKaE, HOPManilyBanuncsa 4actota | KOHCUCTEHLIS BMMO-
DOXHEHb, @ TAKOX MOKa3HWK NaHKpeaTnyHol enacrasu-1.

BucHoBKW. HYepes nofioGHICTE TMNOBKX KAIHIYHKX Npossie BACI A0 CUMATOMATVIKI HU3KW IHWKX NATOMOTTYHMX CTaHIB (TAKUX 9K CUHAPOM noapasHe-
HOFO KULWEYHWMKA, 3ana/ibHi 3aXBOPIOBaHHS KULLEYHIMKE, CUHAPOM HAAMIPHOIo 0akTepianbHOro POCTY TOHKOT KULLIKK, MIIOTEH3aNEXHI XBOPOOU,
a TakoX IHWI hepMeHTonaTil) BCTaHOBNEHHS il AlarHo3y 4acTo € CKNaaHnM i HecBoeuacHnM. OOI3HaHICTb neaiaTpig, raCTPOeHTEPOSOriB, CIMERHNX
NikapiB LWoA0 0Co06NMBOCTEN Nepebiry 3axBOPIOBaHH4A, IHCTPYMEHTaNbHOro AiarHOCTyBaHHS, AMEPEHLIHOO AiarHOCTYBaHHA Ta MEHEAXMEHTY
B/CI € 3an0opykoio CBOEYACHOrO BCTAHOBNEHHSA AlarHO3y 1 YCNILUHOMO NiKyBaHHA Taknx NaLieHTIB.

JocnigkeHHa BUKOHaHO 3riAHO 3 npuHumMnamm [ensCiHCbKOoT Aeknapallil. Ha npoBeAeHHs A0CNIAXeHb OTpUMaHOo IHpOpPMOBaHy 3roay 0aTbkis
OUTUHW.

ABTOPV 3a9BN5I0Tb NPO BIACYTHICTb KOHMNIKTY iIHTEpeciB.

KnrouoBi cnoBa: i1/, hepMeHTonaTis, BpoAXeHui AediunT caxapasur-isomansTasu, MaisabcopoLid, OCMOTVYHA Alapes, 34yTTH, MeTeopyr3M, ca-
Xapo3naasa.
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Congenital sucrase-isomaltase deficiency (CSID) is a fermentopathy, the frequency of which reaches 10% among patients with gastrointestinal symp-
toms. As a result of mutations in the gene responsible for the synthesis of sucrase and isomaltase enzymes, the activity of these enzymes is dis-
rupted, which leads to a violation of the breakdown of sucrose and starch in the lumen of the small intestine. The accumulation of undigested carbo-
hydrates in the intestines is the cause of osmotic diarrhea, and their fermentation by colon bacteria leads to the release of large amounts of hydrogen
and other gases, which is accompanied by significant bloating and flatulence. The main methods for diagnosing pathology are breath tests and ge-
netic studies, and the main approaches in management are replacement therapy with sucrosidase and diet therapy with the exclusion of food
sources of sucrose and starch.

Aim — to highlight the current knowledge about CSID and the possibility of differential diagnosis of this pathology based on a clinical case.

The article presents a clinical case of a 5-year-old child who was hospitalized with symptoms of abdominal discomfort, flatulence, bloating, watery
diarrhea, impaired physical and psychomotor development, thrombocytopenia and a decrease in pancreatic elastase-1. In the process of examining
the child (analysis of complaints and anamnestic data, physical and laboratory-instrumental examination, genetic testing), the diagnosis of CSID was
verified. Against the background of the prescribed diet therapy, the general condition of the patient improved, the growth rate normalized and the
weight index improved significantly, the gastrointestinal symptoms disappeared, the frequency and consistency of stools, as well as the index of
pancreatic elastase-1, were normalized.

Conclusions. CSID is enzymopathy that occurs in 10% of patients with gastrointestinal symptoms. Due to the similarity of its typical clinical manifesta-
tions to the symptoms of a number of other pathological conditions, such as irritable bowel syndrome, inflammatory bowel disease, small intestine
bacterial overgrowth syndrome, gluten-dependent diseases, as well as other enzymopathies, its diagnosis is often difficult and untimely. Awareness
of pediatricians, gastroenterologists and family doctors in features of the course of the disease, instrumental diagnosis, differential diagnosis and
management of CSID are the key to timely diagnosis and successful treatment of such patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The informed consent of the patient was obtained for
conducting the studies.

No conflict of interests was declared by the authors.
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CLINICAL CASE

poKeHU 1epiIUT caxapa3u-i3oMabra3u

(BJACI, anra. CSID — «congenital su-

crase-isomaltase deficiency») € ayrocom-
HO-PENECUBHUM MOPYIIEHHSIM MeTab0Ii3MY, CIIPH-
YMHEHUM MYTaIli€to B TeHi S1, BifmoBifasbHOMY 32
(bepMeHTHY aKTUBHICTH caxapa3nu-i30MaIbTa3u, Ha-
CJII/IKOM SIKOI € 3HaUHe 3HMKEeHHS aKTUBHOCTI caxa-
pasu i 3HaUHOIO Mipoto Masbra3u. Ha choroHi Bu/Ii-
jgeHo 37 ayejyeil, aKi BUBHAYaOTh 7/ (DEHOTUTIIB
nedimuty caxapasu-izomansrasu [4]. BICI € omaum
i3 YOTUPHOX BapiaHTiB (hepMEHTHOI HEAOCTATHOCTI;
IHIMMU TPhOMA BapiaHTaMU € HEJOCTATHICTb caxa-
pasu, maHcaxapujiasia HeZIOCTaTHICTh | TEPBUHHUI
nedinmt massrasu [19]. Aedinut caxapasu-izomaib-
Ta3M TaKOK MOKe Oy T HAOYTHM i BHHUKATH Ha TJIi
3amagbHUX ab0 aTPOMIYHUX MPOIECIB Y CIAU30BIi
000JIOHII TOHKOI KUIITKK. Y TaKUX BUMaAKax (ep-
MEHTHA HEJIOCTATHICTb € MUHYIIOI0, aKTUBHICTb
(bepmenTy BiZTHOBIIOETHCS TTiCJISI HOPMaJIi3allii cta-
HY CJIM30B0i 000JI0HKN TOHKOI Kutkw [3,13].

Mema nocnifikeHHS — BUCBITJIUTU CydyacHi
snanusg npo BJICI; mokaszaTtu MOKJIMBOCTI
g epenIiinHOTOo AIarHOCTYBaHHS ITi€] TATOJIOTIT HA
OCHOBI KJIIHIYHOTO TIPUKIAY.

Pisens nommpenocti B/[CI, 3a gocimxkenasaMu
60—-70-x pokiB XX cT., € Hu3pkuMm: 0,2% cepesn merir-
kan1iB [liBHiunoi AMepukn i €Bporn [21]; cepen ad-
POAMEPUKAHIIIB 1€l TOKA3HWK HaBITh HYKUN [28].
[Ipu 11pOMy ZlesIKi 1OCTiIZKEHHS TOBIJJOMJISIIOTD TTPO
BUIINI MMOKA3HUK MOMMUPEHOCTI (hepMerTonaTtii (10
10%) y neskux momyJisiiisgx, 30Kpema, y TOmyJIsilii
rpersian/icbkux inyitis [10]. Ha nporusary num ma-
HIM, OiJIBIII CyYaCHI AOCIiIKEHHS JOBOASATD, IO B I'e-
TEPO3UTOTHNUX HOCIiB MATOMIOTIYHOTO BapianTa reHa ST
Takosk BuHuKaioTh cumintomu B/[CI, a otke, piBeHb
MIOIIMPEHOCTI MATOJIOTIi € BUIIIUM, HiK BBAXKaJIU PaHi-
mte [2]. OyeBusHO, MOKA3HUK CIIPABKHbOI ITOMIAPeE-
HOCTI 3aXBOPIOBaHHS € CYTTEBO 3aHIKEHUM Uepes
HU3KY YNHHWKIB, CEPE]I IKMX — HEeJI0JIIKN HOMEHKJIa-
TYPHU, BiICYyTHICTb YiTKUX KPUTEPI1B [IaTHOCTYBaHHS,
HasBHICTDb BEJIMKOI KITBKOCTI TEHOMHUX TIOPYTIIEHD i3
IIUPOKUM (DEHOTUIIOBUM PO3MAITTSIM, 2 TAKOK HU3bKA
HACTOPOJKEHICTh JIIKAPiB y 3B’SI13KY 31 3HAYHOIO MO/~
6uictio kminivnux mposieie B/[CI ta inmmx matoso-
rivaux crais [12,15]. Y 6-piuHoMy peTpocieKTHBHO-
MY JIOCJI/I)KeHHI, Y SKOMY BUBYEHO aKTUBHICTb
mcaxapuzas 27 875 bionraTis c/IM30B01 000JIOHKH
TOHKOI KUTITKY TAIli€HTIB i3 TaCTPOIHTECTUHAIHHOTO
CUMITTOMATHKOIO, BUSIBJIEHO Ae(ilIAT IIPUHANMHI O/1-
Hi€l ircaxapuziasu B 45% ¢parMenTis, gedimut caxa-
pasu i massrazu — y 9,3% dparmentis [20]. Cucrema-
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TruuHuil ananaiz 30 ob6cepBaliitHUX JOCTiKEHb
6ioITartiB CAM30B0OI 000JOHKHU TOHKOT KUIITKH JiTell,
SKI TIPOXOANIIN €30(haroracTpo/Lyo/1IeHOCKOIIIIO, MO-
Ka3ye TaKi pe3yJbTaTi: HeJJoOCTaTHS aKTUBHICTD JIaK-
Ta3u, caxapas3y i MaJIbTa3! Bi/I3HAYAETHCS BiZITIOBITHO
y 39,2%,9,0%19,1% dbparmenTis [6].

[Topymenns posieryieHHs: i BCMOKTYBaHHS JTUC-
axapu/liB TPU3BOAUTH 0 iXHBOTO HAKOTTUMUEHHS
B IIPOCBITI TOHKOI KUIIIKH, a 11e TTiBUIILYE OCMOTUYHE
HaBaHTA)KEHHS, CEKPEIIit0 PIIMHYU Ta eJIeKTPOJIITIB
y IPOCBIT KUIIKK. 3i 30iTbIIIEHHSIM 06’€MY BMiCTY
KUIIKK TTOCUJTIOETBCS 11 MOTOPHUKA,  BiITaK — 1 KMIII-
KOBWI TPAH3MUT, 110 TPU3BOIUTB JI0 TIOCIa0IeHHS a0-
copbitii i (hopMyBaHHS TiTIEPOCMOJIIPHOT BOASTHUCTOT
miapei [7]. Y ToBcTiil KU HEPO3IIeTJIeH] IyKpH
(hepMeHTYIOTHCS KMIITKOBOIO MiKPO(hJIOPOIO, 1110 CY-
ITPOBOJIZKYETHCS BUJIIJICHHSIM 3HAYHOI KiJTbKOCTI BOJI-
HIO Ta iHIIUX ra3iB, TAKUX K METaH, BUKJINKAIOYN
B3Iy TTSI, METEOPU3M, OiJib i AucKOMMOPT y AKUBOTI. 3a
3HAYHOI iHTeHCU(IKAIlil KUIITKOBOTO TPAH3UTY 3HAUHO
MOPYIIYETLCS BCMOKTYBAaHHS HYTPIEHTIB, 1[0 MA€E
0cobJTIBE KITiHIYHE 3HAYEHHST B Il MEPITNX POKIiB
JKUATTS, IHTECTUHAJIBHUI TPaH3UT SIKKUX € (i3iooriv-
HO IIBUIIINM, & HyTPUTHUBHI TI0Tpebu — Butumu, Ha-
cJTiIKOM MasibabeopOIlii MaKpo- i MiKPOHYTPIEHTIB
y I[bOMY BiIli MOsKe Oy TH HyTPUTHBHA HEAOCTATHICTb,
[0 CYTIPOBO/IXKYETHCST 3aTPUMKOI0 (Di3UIHOTO, a B
HU3IIi BUTIQJIKIB — 1 ICUXOMOTOPHOTO PO3BUTKY. YHa-
CJIIJIOK «3aKUCJIEHHS» BUIIOPOKHEHD (y Pe3yJibraTi
3HAYHOT'0 3HMKEHHS iX KUCJIOTHOCTI, 1110 XapaKTePHO
1151 Oy Ib-IKOI caXapua3Hol He[OCTaTHOCTI) y JiTeit
MIEPIIIOTO POKY SKUTTS YaCTO PO3BUBAETHCS TTAMITEPC-
HUM TlepradayibHni iepMatut. CUMIITOMY 3a3BUYai
MaHi(eCTYIOTb ITiCJist BBEIEHHS JI0 PAIliOHy MPOIYK-
TiB, 110 MiCTSATH caxaposy i Kpoxmainb [9,25]. ¥ no-
crimpkenti 65 narientis i3 B/[CI naiinommpeninmim
CHUMIITOMOM € Jliapest, HACTYITHUMU KJTIHIYHUMU TTPO-
SBaMU — 3/IyTTs1, a0I0MiHAIbHIIA O1JIb 1 3aHEIOKOEH-
Hs [25]. Koniniunai cuMmTomMu, a TakoX iXHS BIPa3-
HICTh 3HAYHOIO MipOIO 3aJ1e5KaTh BiJl TPUPO/U 1 TUITY
MyTarlii rera S, a TakosK BiJ| TUITY HOCiicTBa (TOMO-
abo rereposurotHe) [9,12]. IHmmMYI YMHHUKAMU, STKi
MOXYTh BIUIUBATU HA BUPA3HICTH KJIIHIYHOI CHMITTO-
MaTHUKK (DePMEHTOTIATI], € KIJIBKICTD CITOKUTOTO 1Ty~
KpY 1 KpoxXMaJio, a TakosK BiK. Tak, y fiiTeit cuMnToMu
€ 3HAYHO GBI BUPA3HUMHU, 1[0 3yMOBJIEHE, 3 OJ[HOTO
GOKY, KOPOTIIOIO IOBKUHOIO TOHKOT KUK (11€ 6e3-
MocepeIHbO BIIMBAE HA KiTbKICTh (DEPMEHTY, 1110 BU-
POOJISIETHCSI EHTEPOIMTAMM ), & 3 IHIIIOTO — 3HIKEHOTO
CIIPOMOJKHICTIO TOBCTOI KUIIKHU 10 abcopOIIii Hajl-
JIUTITKOBOI Pi/iiTHY B i1 TpocBiTi [3,25].
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ITorpu Te, 110 B GIJIBIIOCTI BUIIA/KIB 3aXBOPIOBaH-
Hs MaHi(ecTye B paHHbOMY AUTUHCTBI, feaiti Oib-
11e TOCJiIKeHb CBi/iuaTh PO MOKJIUBICTh BUHUK-
HEHHSI [IePIIMX CUMITTOMIB Y OiJIbII M3HBOMY Billi.
3a3zBuyaii 1e JiTH, y IKUX JA1aTHOCTYIOTH HeCIeru-
(hiuny miapero IUTUHCTBA, i MIJTITKA T AOPOCTi
3 JIiaTHO30M CUHIPOMY TIO/[PA3HEHOTO KUIIIEUHNKA,
110 niepebirae 3 giapeero [9,15,25]. Y HusI Bumakis
CUMITTOMHU TPUBAIOTH MTPOTIATOM YChOTO JKUTTS 1 BU-
HUKAIOTh IOBOJI 9aCTO: IeKiTbKa Pa3iB Ha JIeHb, TIPO-
TATOM KiJIBKOX JIHIB Ha THKIEeHbD [8,22,25]. YacTo
CUMIITOMHY BIJIMBAIOTD HA AKICTh JKUTTS MAIIEHTIB.
Tak, 6ibIICTh ZOPOCAUX HAIEHTIB i3 gediluTom
caxapasu-i3oMaJibTasu MOBIIOMIISIE TIPO HEOOXijl-
HiCTb OOMEKEHb y XapuyBaHHi Ta eMOI[IOHATbHUI
JIMCTPEC, 0 BUHUKAE YacTO ab0 HAsIBHUI MTOCTIHO
[24]. XBopoba Moske MaHbiecTyBaTH TaKOXK /10 BBe-
JIEHHS TPUKOPMY B JIiTell HA ITYYHOMY BUTOJIOBY-
BaHHI, 9Ki OTPUMYIOTH CYMIlIl, II[0 MiCTUTD CaXapo3y
i/a60 kpoxmasb. Onucano Bumanok B/ICI y 3-mi-
CSAYHOI AUTUHU, Y IKOT CUMIITOMU 3y TTsI OyJIM Ha-
CTiJIbKY BUPA3HUMU, 110 TTPOBEJIU TiCTOJOTIUHE 10~
CJTIIZKEeHHsT 610TITaTy MPSIMOI KUIIKY Yepe3 Mio3py
xBopoOu lipmmpynra [17].

Jliarnocrysannst B/ICI nepenbauae anasmis ckapr
Ta aHAMHE3Y, a TAKOXK IPOBE/IEHHS iIHCTPYMEHTAJb-
HUX IoCiKeHb. [[pocTuMu y BUKOHAHHI € esliMiHa-
{iTHMIT TeCT, TecT i3 MPOOHUM 3aCTOCYBaHHSIM TIpe-
napary caxapasujaasu i npoba 3 HaBaHTAKEHHIM
caxaposoro. Eniminartiiiauii rect nepeab6adae BUITY-
YeHHS 3 paIflioHy TPOAYKTIB i3 caxapo3010 i KpoxMa-
JIEM 13 OAJIBIINM OI[IHIOBAHHAM JAMHAMIKA KJI1HIY-
HUX cUMIITOMIB. TecT i3 IpOOHUM 3aCTOCYBaHHSM
mpemnapary caxapa3uja3u MoJATa€E B OMIHIOBaHHI
KJTIHIYHOI CUMIITOMATHKH TTAI[iEHTA HA TJTl B)KUBAH-
H4 TIpenapary, o MiCTUTb (DepMEeHT, IKUil po3Iiie-
TUTIOE BYTJIEBOIHUET CyOCTPAT, KOMIIEHCYIOUN TaKIM
yrrHOM JleinuT BiaacHux dhepmentis. IIpoba 3 Ha-
BaHTa)KEHHSIM CaXxapo3010, a00 «recT 4 — 4 — 4», 110-
JISTA€ B OI[IHIOBAHHI CUMIITOMIB 3/IyTT$, METEOPU3-
My, aboMiHaIbHOTO gucKoMMopTy abo 600, Aiapei
MPOTTOM YOTUPHOX TOAMH TICIIS BXKUBAHHS PO3UN-
Hennx y 120 mu Boau (4 yHIIi1) 4OTUPHOX YaTHUX
JIOKOK caxapo3u. BapTo 3a3HaYMTH, 1110 TaKi TeCTH
He [IPONIILI BUIIPOOYBaHb Y CEPIO3HIX JOCIIIKEH-
HAX, X0Ua i MOXKYTh BUKOPUCTOBYBATHCS [IJIST BUSB-
JIEHHSI TIAIli€HTIB i3 IMigo3poio Ha AedilluT caxapas3u-
i30MasIbTas3y i mogaabInuM ixHiM oOcTeskeHHaM [7].
JluxasibHi TECTH AAT0Th 3MOTY BUSBUTHU MTOPYIIEHHS
PO3ITIENJIEHHS caxapo3u IIJITXOM BU3HAYEHHS BOJI-
HI0 200 METaHy y BUANXYBAHOMY MOBITpPi — rasis, 1o
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YTBOPIOIOTHCST BHACJIIOK (hepMeHTallii caxaposu
GaKTepisIMU TOBCTOI KUK, 3 I[I€10 METOTO MAIIEHT
BKUBa€e 25—50 T caxaposu micsist 24-TOAMHHOTO Xap-
qyBaHHs 3 0OMeKeHHSAM caxaposu. [TigBuiieHHs
BOJIHEBUX 10HIB Yy BUAUXyBaHOMY TOBITPi 10 20 i
6isbiie ppm (parts per million) ¢BiguuTh po mopy-
MIeHHS Po3IienyeHHs caxapo3u. PesyibraT Moske
Oy TH CTIOTBOPEHUIT TIOPYIIIEHHSIM KUIITKOBOTO TPaH-
3uTy ab0 HasIBHICTIO CUHAPOMY HaJMipHOTO OaKTe-
piasIbHOTO POCTY B TOHKIM KUIIIIi; OKPIM TOTO, Jiesi-
KHUM 3/10DOBUM JIIOJAM NPUTAMAaHHUN MeBHUM
cTyninb Maababcopbiii caxaposu. €Bporneiichbka
CITIJIKA IUTSIYO0I TAaCTPOEHTEPOJIOTIT, TeTmaToN0Ti1
i xapuyBanusi (ESPGHAN) na cborozni He pexo-
MEH/Iy€ BUKOPUCTOBYBATU BOTHEBI INXATbHI TECTH
g Bepudikartii giaraozy CSID [1]. Tamie gocari-
JUKEHHS, TUXaJbHUH TECT i3 caxapo30Io i MideHUuM
izororom Byrterto *C, 6iJibii e(heKTHBHO BUSABJISIE
depmentomnariio: 06’em *CO, y BUIMXyBaHOMY I10-
BiTPi 7100pe KOPEJTIoE 3 aKTUBHICTIO caxapasu B TOH-
kitt kummiti [23]. TIpoTe Ha 11eit yac MeTO1 He BaJIi/10-
BaHWU [IJIsI BUKOPUCTAHHS B KJIIHIYHIN MPaKTUIT
[16].

«30JI0TUM» CTAaHIAPTOM J[IaTHOCTYBaHHS fedilu-
Ty caxapa3u-i30MaJibTa3u € JOCiPKeHHS (pepMeHT-
HOI aKTHUBHOCTI B [yojeHabHOMY Oionrati [11].
Meto/ € iHBa3UBHUM: TIONITKO/XKEHHS €T TEJI 10 CJIU-
30BOT 000JIOHKH TIOPYIIY€E aKTUBHICTD [IMCAXapujias,
BiZTHOBJIEHHS SIKOI JIEKOJIN TIOTPEOYE KIMbKOX THK-
HiB; BUKOPUCTAHHS METOJLY /UJIs1 BUSIBJIEHHS (hepMeH-
TOIATIi B IUTSYOMY Billi € BHAYHO OOMEKEHKM.

OHUM 13 TMUPOKO BKUBAHUX METO/IIB JIIaTHOCTY-
BauHda B/ICI € nocmimxkenns renomuoi JJHK remna ST
Ha MpeJMeT YOTUPbOX OCHOBHUX MyTamiil [8].
ESPGHAN pexomeH1ye BAKOPUCTOBYBATH T1€ JOCTi-
Iokenns st Bepudikartii giarnosy B/ICI B marienTis
i3 MasTbabCOPOITIEI0, CUMITTOMHY STKOT BHHUKJIY TTCJIST
BBEJIEHHS JI0 PAIiOHy caxapo3u i/a6o KpoXMatio.
EdexrusHicTs Takoro miaxomy ooMeskeHa MOKIIBIC-
TIO BUSIBJICHHS JIUIIE TSKKUX (hopM hepMeHTorarii.

Cyvacuum metomom miarnoctyBanug B/[CI
€ NGS-cexkBenyBaHHs, peKOMEH/IOBaHe allieHTaM
i3 1mi103pOT0 Ha AMcCaXapuIa3Hy HeAOCTaTHICTh 200
oOTsxennM mogo B/ICI ciMelinuM anaMHe30M.
MeTon na€e 3MOTy CeKBeHYBAaTHU JIJAHKU yCi€l
komyBasbHOi yacTunu rera S [18]. Tect BBaxkaeThes
MO3UTUBHKM Y Pa3i BUSIBJIEHHSI TOMO3UTOTHUX 200
KOMITAYH/I-T€TePO3UTOTHUX MYyTallill y TeHi.

JlikyBanusa B/ICI nosisrae B gietoTeparnii i 3amic-
Hill (pepmenTOTEparii. XapuyBaHHS TAIli€HTIB T1e-
penbavae BUTYYEHHS 3 PAIliOHY TIPOLYKTIB-Kepet
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caxaposu i KpOXMaJIio 3 MOAAJIbITUM TTPOOHUM X
BBEJICHHSIM 13 BiIC/TI/IKOBYBAaHHAM TUHAMIKY KJIiHIY-
HOI CUMIITOMATHUKY i BU3HAYEHHS KIJIBKOCTI, SIKY
TTUHA 371aTHA 3acBotoBartu [ 18]. Ctyninb nopymien-
H$ TOJIEPAHTHOCTI JI0 caXapo3y ¥ KPOXMaJIo € Pi3-
HUM y KoskHOMY Butaziky. He Bci nartienTn 3 B/[CI
He TIePEeHOCATH MPOAYKTH, 1[0 MICTATH KPOXMAJb,
OCKIJIbKY aKTUBHICTH MAJIBTa31 MOJKE 3AJUTIATUCS
He TIOPYIIEHOI0, a TAKOJXK 3 OTJISILY Ha Te, 110 MaJIbTa-
3a BinoBizae 3a posierienns autie 20—40% xpox-
MaJIio, 1110 Ha/IXOJIUTh /10 KullleuHunka. barari Ha ca-
Xapo3y MPOAYKTU — CTOJOBUH IYKOP, KICHOBUI
CHUPOII, @ TAKOK HU3Ka (GPYKTIB i 0BOUiB (s10/TyKa,
GaHaHu, abPUKOCH, TEPCUKHU, aHAHACH, ATIeJTbCUHI
i MaHIaPUHU, MAHTO, KapTOILIsT, Oy PSK, MOPKBa, OGa-
TaT, KyKypy/3a, 4acHUK, 6000Bi, 1noyJis, cost) [5].

PeinTpoaykKiiito IpoyKTiB 10 pallioHy IicJs 3a-
KiHUEHHS 11epio/Ly eliMiHallil MOYNHAIOTH i3 BBEJICH-
HS TIPOJIYKTIB, 1[0 MiCTATH caXapo3y B KiJIbKOCTI
<2%. O60B’s1I3KOBO BelyTh XapYOBU I0/[EHHUK,
SAKUAH JJa€ 3MOTY BiICTEKUTHU MOSABY MATOJOTIUHUX
TaCTPOIHTECTUHATHLHUX CUMIITOMIB Y BiZITOBib Ha
IPOYKT, 110 BBOAMTHCs. YacTrHa aiteii morpebye
TPUBAJIOTO BUTYYEHHS CaXapo3u 3 PaIliOHy, TOi K
B IHIIINX Bi/I3HAYAIOTDH JIOBOJII HIBU/IKE ITOJIIIIIIIEHHS
TOJIEPAHTHOCTI 710 caxapo3u. Ilicis BusHaueHHd
KIJIBKOCTI caXxaposH, siKa 33JI0BiJTbHO TEPEHOCUTHCS
HAIiEHTOM, /10 PAIliOHY TIOCTYIIOBO BBOAATH IPO/YK-
TH, O MIiCTSITh KPOXMaJib. TOEPaHTHICTH /10 KPOX-
MaJTIO MOJKHA TTIBUTIIATH TIJISIXOM TPUBAJTIOTO ab0
MOJIBIMTHOTO Bi/IBAPIOBAHHS MPOAYKTIB, PETEIHHOTO
nepekoByBaHHS (/171 TTOCUJIEHHS eKCITO3UIIiT Xap-
4OBOro cybCTpaTy 10 aMiJiadu CIMHM ) i 30arayeHHst
partiony XapuoBUMH BOJIOKHAMHU 3 METOTO CITOBIJIb-
HEHH$ KUIITKOBOTO TPAH3UTY.

Teparisg nmpemnapatoM caxapo3ujia3u cxXxBajieHa
YipaBiiHHAM i3 caHITAPHOTO HATJIS/Y 32 SKiCTIO
XapuoBUX NpoAyKTiB i menukamenTtis CIITA
(USFDA) y 1998 p. 3a pesysbraTamMut IBOX MY JIBTH-
IEHTPOBUX, OABIHO CIINNX, PAHIOMi30BaHUX J10-
ciimkenp, y 81% narientis i3 BJICI, ski He Busyua-
JIM CaXapo3u Ta KPOXMAJTIO 3 PaIlioHy, Ha TJIi 3aMiCHOI
Teparii caxapo3ua30i0 3HUKIU KITHIYHI CUMITTOMH,
a TAaKOXX HOPMaJTi3yBaJINCs Pe3yTbTaTH BOTHEBOTO
i 13C-nuxanbHOTO TECTIB i3 caxapo3oio [27]. [Ipore
CJIJl BUJTYYaTH 3 PAlliOHy NPOJYKTHU, 1110 MICTSITh
KPOXMaJIb, OCKIJIBKM CaXxapo3u/a3a 1a€ 3MOry KOM-
neHcyBaTH fedillnT caxapasu i He BIIJIMBAE HA PO3-
nerieHHst Kpoxmastio. [Ipenapar caxaposumasu pe-
KOMEHYIOTh BXKUBATU B 1031 1 MJI marienTam i3
Macolo Tijia <15 Kri 2 mur — 3 Macoio Tizia =15 kr i3
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KOKHUM IIpuifoMoM 1ki. Pa3oBy 103y po3unHSIOTH
y 60—120 mut TeTiol piivHY 1 AT HA /1B PiBHI
YACTWHMU, OJJHY 3 IKUX BKUBAIOTH O€3M0CEPETHBO
nepej 171010, iHIy — 1ijg yac. HalinonupeHimmumMu
nobiunuMu eheKTaMu IPenapary € 3aKperr, roJo-
BHUIT 6isib i Topy1reHnst chy [26]. Ockinbku caxapo-
31/1a3a BUPOOJISIEThCS 3 TIEKaPCHKUX APIKIKIB, BOHA
MpOTHUIIOKa3aHa 0ocobaM i3 rinmepuyTJauBIiCTIO 10
JPLKIKIB 200 TPOAYKTIB, 1110 IX MicTsaTh., Omrcano
3IATHICTD IPOOIOTHKIB, 110 MiCTITh Saccharomyces
cerevisiae NOTEHIIIOBATH aKTUBHICTb caXxapasu, 11po-
Te JIaHi 11010 0COOIUBOCTEl BKMBAHHS 1 103y BAHHST
TaKUX MpenapariB 0OMesKeHi i ToTpeOyIoTh MO1abh-
WX JIOCTIiIKeHD [25].

Ockimpku B/[CI pisko giarHOCTYIOTD y TTAITI€HTIB
i3 TaCTPOIHTECTUHAJIBHOIO CUMIITOMATHKOIO Yepe3
HeJOCTaTHIO 00i3HAaHICTh JiKapiB MOA0 i€l
MaToJIOTil, a TaKOX y 3B’43KYy 31 CKJIAJHICTIO
nudepeHIlinHOrO 11 IiarHOCTYBAHHST, BBAKAEMO He-
00XiTHUM TomIINTHCS KaiHiyanM sumnaakoM B/]CI
y 5-PiuHOI IiIBYMHKHU, 3 IKMM CTUKHYJIUCS 1 YCITIITHO
Bropasmcs daxisiti /1Y «Bceykpaincbkuii meHTp
MatepuHcTBa Ta sutuacTBa HAMH Ykpainums.

HocanizkeHHs1 BUKOHAHO 3TiJIHO 3 IPUHIUIIAMU
Tenbcincbkoi gexmapartii. Ha mpoBeneHHs 0CTiKeHb
oTprMaHoO iH(OpPMOBaHy 3rojty GATbKIiB IUTHHH.

KiniyHuii BUnaiox

JliBurHKa BiKOM 5 POKiB TOCITiTaTi30BaHa /10 BiJl-
JiJIeHHs XBOPOO MediHKy 3 pe)epPEHTHUM HEHTPOM
pizkicHuX (ophaHHNX) 3aXBOPIOBAHb IEYIHKH B [Ti-
teit /1Y «BceykpaiHCbKUil TIeHTP MaTePUHCTBA Ta
mutnactBa HAMH Ykpainwn» 31 ckapramu Ha 3a-
TPUMKY (Pi3UYHOTO PO3BUTKY, HU3bKi TTOKA3HUKN
MacH TiJia i 3pocTy, piIki BATIOPOKHEHHS 3 JIOMIIITKa-
MM CJIM3Y 4acToToI0 1—2 pas3u Ha 100y, 31y TTs, ab/10-
MiHAJBHUN AUCKOMMOPT, 30i/bIIeHHS JKUBOTA
B 00’eMi 32 paXyHOK IiJIBUILEHOTO Ta30yTBOPEHHSI,
M’SI30BY CJIAOKICTh, MIBUIKY BTOMJTIOBAHICTD, 3a-
TPUMKY HEPBOBO-TICUXIYHOTO PO3BUTKY. 3 aHAMHE3Y
BizloMO, 110 AuTUHA Hapoauiaacs Bif 11 BaritTHOCTI,
IT disiosoriyamx 1osoriB HA 38-My THXKHI TecTallii,
3 Macoro Tisia 3700 1, 10BKHHOIO Tija 52 ¢M; TOJIOT!
OyJTu yCKJIaHEHI OOBUTTSIM My TTOBUHOIO HABKOJIO
i, 3i cJIiB MaMu, Bijl HApOJKeHHs AUTHHA OyJia
MJTAKCUBOIO, Bi/[3HAYAJIOCS YPUYAHHS i OyJIbKOTIHHS
B JKMBOTI, 4aCTOTAa BUITOPOKHEHb csrasa 7 pasiB Ha
100y. Jlo poKy AMTHHA Pociia i PO3BUBaJIaCs BiiIIo-
BiTHO /10 BiKY: y 3 MicsIIl 04Yajia TPUMATH TOJOBY,
y 7 MicAIiB — cuiiT, y 9 MicAIiB — TOBOPUTH JIBO-
CKJIa/THI c10Ba, y 10 MicsiB cTosiia 6e3 maATpuMKH,
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B 11 Micamis pobua gekijbka KpokiB 6e3 miarpum-
Ku. Y Bili 8—9 MicsIliB mpupicT nmokazHuka Macu
TiTa 3ymuHUBCA, a 3 13 MicI1iB AUTHHA TTOYasIa BTpa-
YyaTH Macy Tija i 3ro/loM IepecTaia PO3MOBJISATH
it xonutu. B 1 pik Maca Tijla AUTUHU CTAaHOBUJA
87001,y 4 poxu — 9500 1, y 5 pokis — 11 000 . ITpo-
TATOM 5 POKiB BUPA3HICTh TaCTPOIHTECTUHAIBHOT
CHMITTOMATHUKH, 30KPeMa, CUMITTOMIB 3y TTsl, 610~
MiHQJIBHOTO IUCKOMMOPTY MOCTYIIOBO HAPOCTAJIH.
3a peKOMeH/IAITiSIMU JIiKapiB, MaMa MepioInIHO BU-
JiydaJia 3 palfiony norepeMiHHO MOJIOYHI, TJIIOTeH-
BMICHi, KUPHI ITPOJyKTH, TIPOTE 1€ HE CIIPUSIIO T10-
JITIIIEHHTO CTaHy AUTUHU.

3a pesyJisraTaMu MorepenHix 00cTexkeHb, AKi /i-
BUYMHKA ITPOXOJIIJIA 32 MiCI[eM MTPOSKUBAHHS: XJIOPHUIN
noty cranosun 30,5 Meks,/71 (Hopma); 25(OH)D —
12,49 ur/ma (nedinur); maHKpeaTUYHa eacTasa;
y Bitli 14 micanis — 426,8 Mxr/T (HopMma), y 16 mics-
1iB — 376,51 Mxr/t (HOp™Ma), ¥ 4,5 poky — 122,7 MKr/T
(3HMIKEHUT TOKA3HHUK ), y 5 POKiB — 89,8 MKT/T (3H1-
JKeHUI TTOKAa3HWK ); (peKaTbHUIN KaJIbIIPOTEKTUH —
19,5 mrk,/T (HOpMa); miaminookcuaasa — 4,2 Om/mi
(cepenHst MIMOBIPHICTH HETIEPEHOCUMOCTI TiCTAMiHY ).
3a pegynsratramu ALEX-tecty (mocmimxenns [gE-
06yMOBJIEHOT XapUOBOI HETIEPEHOCUMOCTI ) BUSIBJICHO
ceHcuOLizaIio 10 JinHY it aMm6posii. 3a gaHuMu
penTrenorpadii KicTOK KMCTel pyK, KiCTKOBUH BiK
Bi/ITIOBI/Ia€ TACTIOPTHOMY, 30HU POCTY BiIKpUTi. Jlu-
THHA KypcaMK OTPUMYE KPEOH 1 TPOTATOM OCTaHHIX
6 Mics11iB — JIOZIATKOBE XapuyBaHH y BUTJIS CyMiTiT
«Nutrilon komdopt 2» y kizbkocti 300 Mi1/1006y.

[l yTouHEeHHS [1iarHO3Y i BU3HAYEHHS TAKTUKHT
JIIKyBaHHSA IIBUMHKY TOCITITANi30BaHO 3 TIOTIEpeHIM
JliarHO30M «XPOHIUHA HYTPUTUBHA HEJIOCTATHICTD
TsKKOTO cryteHst. Cuuapom Masibabcopoiii. CuH-
npom IIBaxmana—/laiimona? Mykogiciiuno3? 3a-
TpUMKa (Hi3MIHOTO Ta ICUXOMOBJIEHHEBOTO PO3BH-
TKy? /[BOGIUHA Mi€T0EKTa3ist HUPOK».

OG6’eKTMBHO Ha MOMEHT TOCIIiTaTi3alil; TiBYNHKA
B’slJIa, He aKTUBHA, Ha 3allUTaHHS Bi/IIOBiIa€ HEPO3-
6ipJBO Ta i3 3aTpUMKOI0, Maca Tiia — 11 Kr, 3picT —
95 cm (0b6uiBa MMOKA3HUKK — HIZKYE -3 Z-iHAeKCY),
WIKipHI TOKPUBYU OJIiZ10-KOBTI, CyXi, 31 3HUKEHOIO
€JIACTUYHICTIO, TYPTOP M’ IKUX TKAHUH 3HUKEHU,
MiAIKIPHA KUPOBA KJIITKOBUHA CTOHIIIEHA, TT11BU-
TeHe OBOJIOCIHHS Ha KiHmiBKax. [lepudepnuni Ha-
OpstKH BijCyTHI. SI3MK BoJIOTHIT i3 GiIMM HamrapyBaH-
Ham. Yacrora quxanis — 22 /x8. 3 GOKY AMXaabHOI
Ta CepIeBO-CYIMHHOI CUCTEMU 32 Pe3yIbTaTaMu
00’ €KTUBHOTO 0OCTEKEHHSI He BUSIBJIEHO MATOJIOTII.
Poswmipu mmeuinKk# BiZITTOBiIAI0OTh BiKOBill HOPMI, ce-
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KAIHIYHUIM BUTTAAOK

JIe3iHKa He BUCTYIIAE 3-111/] Kpato JiBoi pebepHoi
nyru. JKuBiT npaBuiabHOI (hOPMU, CUMETPUUHUA,
36isbIenuii B 00'€Mi, 31y THIl, yPUUTD 32 TIOBEPXHE-
BOI TasIbInaitii, GoslicHuil y IiISHII Ty IKa, Trn0oKa
HaJbIallil yCKJIaJHeHa Yepes 3HauHe 31y TTs. Mixy-
poBi cuMiiToMu HeraTuBHi. Ce40BUITYCKaHHS HE T0-
pylene, BUopokHeHHs — 1—2 pasu Ha 100y, piake,
3 JIOMITIIKaMU CJIN3Y 1 HeTlepeTPaBJIeHO]l 1Ki.

3a pesyJsibrataMy HapakJIiHiuHOTO 00CTEeKEHHS
B 3araJIbHOMY aHaJi3i KPOBi BUSBJIEHO 3HIKEHHS
BMicTy TpomOboruTiB — 88%10° /i1, HeliTporeHito, ab-
COJIIOTHA KiJIBKiCTh HEUTPO(diJiB 3HUKEHA O
1,03x10°/11, 3a HOpMATBHUX IMOKA3HUKIB 3araJIbHUX
imyHorso6yinis (Ig) G, M i A, 6ioximiuHe gocri-
JUKEHHS KPOBI He BUSBUJIO TTATOJIOTIYHUX BiJIXUJICHb.
IMyHOTI06YTiH A 10 TKAHMHHOI TPAHCTIIyTaMiHA31
HeraTuBHU, Jimigorpama — 6e3 ocobiuBocreit. 3a
JNAHUMU JTOCJIIIKEHHS TOKAa3HUKIB KaJbllili-¢doc-
(dhopHOro 0OMiHYy BUSBJIEHO HOPMAJIbHUI PIBEHD I1a-
paTTopMOHY i 3HUKeHHS PiBHSA docdopy 10
1,26 MMOJIB/J1 32 HOPMAJIBHUX TTOKA3HUKIB 3aTraJib-
Horo Kaubitiio i 25(OH)D. Xnopuau noty —
34,2 MexB/a (HOpMa), MaHKpeaTUYHa eJ1acTa3a —
<10 mxr/T (HOpMa >200 MKT/T).

3a IaHUMHU YJIBTPA3BYKOBOTO JIOCII>KEHHS: TTeTJIi
TOHKOTO KUIIEYHUKA 3 AaKTUBHOIO IT€PUCTAJIBTUKOIO,
He3HAYHA KIJIbKICTh PIIUHE MK TIETISIMU 00’ €MOM
10 50 mm3, 1BOGIYHA MMie0eKTa3is.

JluTHY KOHCYJIBTOBAaHO HEBPOJIOTOM, BCTAHOBJIE-
HO ziiarHo3 «MeTta6osiuHa eHiedaIonaTis: CHHAPOM
M’SI30BOI TiMIOTOHI1, 3aTPUMKA ICUXOMOBJIEHHEBOTO
PO3BUTKY>.

3 OrJIs/ly Ha IIPOrpecyiovy racTpoiHTeCTHHAIbHY
CUMTITOMATUKY (i3 MPeBaTOBAaHHAM CUMIITOMIB
3HAYHOTO 3yTTs, a0IOMiHATIBHOTO AUCKOMMOPTY ),
nopyieHas Gi3MIHOTO i HEPBOBO-TICUXIYHOTO
PO3BUTKY (BUKJIMKAHNX, HAlIMOBipHiIlIe, TpUBa-
JIOI0O HYTPUTUBHOIO HEIOCTATHICTIO ), BPAXOBYIOUH
BiZICYyTHICTDH edeKTy Bifl eTiMiHAIWHUX TIi€T
(6e3M0J109HOT, 6E3TIIOTEHOBOI, HU3BKOKUPOBOT),
1110 MOTJI0 O BKA3aTu HA IMOBIPHY HASIBHICTD Y JIH-
THHU HENIEPEHOCHMOCTI JIAKTO3H, MOJIOYHOTO 01K,
[JII0TEH3aIeKHOT TAaTOJIOTil, a TAKOXK Ha BiICYTHICTh
MapKepiB 3aMaeHHs KUIIIETHUKA, Gepydn 0 yBaru
TPOMOOIIMTOIEH IO Ta €K30KPUHHY HEJOCTATHICTh
MiIIITYHKOBO1 3aJ1031, TPOBEZIEHO MOJIEKYJISIPHO-
remeTuyHe 0OCTEXKEHHsI, 30KpeMa, MOBHE
CEeKBEHYBaHHS reHoMy. Pe3yabTaTt JOCTiIXKEeHHS
HaBe/IeHO B TaOJIUIII.

3a laHuMU MOJIEKYJISIPHO-T€HETHYHOTO 06CTe-
JKEHHS BUSBJICHO FeH KOH(JIIKTYIOUOI IIaTOreHHOCT1
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Tabnuus
PesynbTatn MONneKynsipHoO-reHeTUHHOro AOCAIAXKEHHS NaLiEHTKN
leH Monimopdizm YcnapgkKyBaHHS, 3UrOTHICTb BapiaHT
NM_001041.4(S1):c.5234T>G (p.Phel745Cys) AyTOCOMHO-peLecrBHe, IMOBIPDHO IMOBIPHO MaTOreHHWM
S/ Tun: SNV, missense rs/79717/168 KOMMayHA-reteposnroTa (ClinVar)
NM_001041.4(Sl).c.2737-1G>C AyTOCOMHO-PELIECUBHE, reTepo3u- | IMOBIDHO NaToreHHu
Tun: SNV, splice acceptor rs1294620045 rora (ClinVar)
NM_000080.4(CHRNE).c.1327del AyTOCOMHO-PELIeCUBHE, reTeposu- SR
CHRNE Tun: INDEL, frameshift rs763258280 rora MatorenHnn (ClinVar)
RBMSA NM_.OOSWOB.B(RBM8A):c.67+326>C AyTOCOMHO-peLIeCrBHE, reTeposu- MaToreHHmii (ClinVar)
Tun: SNV roTa

S1, acomnitioBanmii i3 B/ICI. ITen CHRNE po3ranioBa-
HUil y cermenTi 17p13.2 i acoriiioBaHuii 3 ayTOCOM-
HO-PEIleCUBHUM BPO/IKEHUM MiaCTeHIYHUM CUHIPO-
MOM, a TaKOX i3 1e(ilMTOM areTuIX0JTiHOBOTO
peunenrtopa (MOpyHeHHs MOCTCUHANTUYHOTO
HEePBOBO-M SI30BOTO 3’ €THAHHS, IO KJIiHIYHO XapakK-
TEPUBYETHCST PAHHBOIO M'SI30BOIO CJIA0KICTIO PI3HOTO
cTynens TsokkocTi). len RBMS8A posranoBanuii
y cermenTi 1q21.1 i aconitioBanuil i3 CUHPOMOM
TPOMOOIUTOIIEH]T, 1[0 TAKOK MOJKE TIPOSABISATUCS
Bi/ICYTHICTIO TIPOMEHEBOI KiCTKH.

Ha ocHoBi anami3y pe3yabTaTiB LOCTiIPKEHHS
B autrHA giaraocrosano B/ CI.

BBaskaroum Ha BiZICyTHICTh HA PUHKY YKpPaiHM Jii-
KapCchKOro 3aco0y caxapos3u/a3u, AUTHHI TPU3Ha-
YeHO JTIKyBaJIbHE XapuyBaHHS 3 TAKUMU PEKOMEH/1a-
HisAMU:

1. Buryuuru 3 pamiony npoaykTu, barati Ha
caxaposy:

* Oi/Mii IyKOP Ta yci MPOAYKTH, 1110 HOrO MiCTSITh;

* dpykru (s16,1yKa, abpuKocu, GaHaH, IiHI, (i-
HiKH, TpeNTI(hpyTH, HEKTAPUHU, alleJThCUHU, MaH 1A~
pUHU, TEPCUKU, AaHAHACH, CJTUBU, MAPaKyHIo, TyaBy,
MaHT0, XypMY, POJIBUHKHU, KaBYHH );

* 0BOYi Ta 606081 (OyPsIK, YOPHI 600U, CIIAPKEBY
KBAaCoJIi0, MOPKBY, TapOy3, MaHIOKY, KyKYPY/I3Y, 4ac-
HUK, 3eJIEHUH TOPOIIOK, COUYEBUITIO, Malll, HYT, KBa-
COJII0, TIACTEPHAK, IIUOYJTI0, KAPTOTLITIO, COEBI TTPO-
JYKTH, baTaT, siMc, elamame, bamiio, Temire, Tody);

* yci 3epHOBI, OOPOIIHO Ta CTPABU 3 HUX;

* 06po0JIeH] M'sICHI IPOYKTH (COCHCKH, Cap/IeJib-
K1, KoBOacH (KpiM ZI0MaIIHbol), baluK, HIMHKY, Oe-
KOH, TIAIITETN );

* yCi MPOAYKTH MPOMHUCIOBOTO BUPOOHUIITBA
3 JI0/IaBaHHSAM OY/Ib-IKOTO THITY KPOXMAJIIO;

* aJIBTEPHATUBHI IIyKPH Ta ixHi 3aMiHHUKY (Oypsi-
KOBUU ITyKOP, KOPUYHEBUH 1 KOKOCOBUH ITyKOP, KJIe-
HOBUI CUPOII, KYKYPY/I3STHUU CUPOII, TPOCTUHHUHN
CiK 1 ITyKOp, KapaMeJib, KOH(ITIOP, (piHIKOBUI IIYKOP,
MaToOKY, IlyKop-padinas, arecyabdam, HeKTap araBH,
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MeJI, TiIPOTeHI30BaHUH TiIPOJIi3aT KPOXMAJio, iHBep-
TOBaHUI IyKOP, MAJTBTO3Y, CAXapWH, CyKPaJI03y, Iy-
KPOBI CIIUPTH, 30KpeMa, CopOiTOJI, MaHITOJI, MAJIBTi-
TOJI, KCUJIIT, EPUTPITOJ, TAKTITOJ, CTEBIIO).

2. [lopatu fio paitiony:

* M’s1c0O, puly, MOPENIPOAYKTH, M'ICHI CyOIIPOAYK-
TH, IPUTOTOBJIEH] 6€3 JI0IaBaHHs COYCiB (sSIKi MO-
JKYTh MICTUTH IIYKOP 1 KPOXMaJIh), crietliit (i3 ThX
POCJINH, SIKi MICTSITh KPOXMAJTb), OOpoTTHa (Harpu-
KJIaJl, TaHipyBaJIbHUX cyXxapiB abo 60pOoIIHA st
MIPUTOTYBAHHS KJISIPY ); MOKHA JIOZIABATH HATYPAJIb-
Hi coycu (s161yuHUIT | BAHHUI COYCH, TiPYUILIO, TO-
Mar), CiJib, TIepellb Ta iHIIT TPUITPaBHU, 10 HE MiCTSITh
IYKPY 1 KPOXMAJTIO;

* U1,

* MOJIOKO i KHCJIOMOJIOYHI TPOIYKTH; TIePe]l BKU-
BaHHAM KHMCJIOMOJIOYHUX ITPOJIYKTIB IPOMHUCIOBOTIO
BUPOOHUIITBA CJIi/T TEPEKOHATHUCS, 1[I0 BOHU HE Mic-
TATH MYKPY (Mara3wHHI UOTYPTH) i 3ryllyBaviB
(OCKiZIbKM 3TyIIyBadi YaCTO MiCTSATh KPOXMAJh);
Y pa3i BUHUKHEHHSI CHMIITOMIB Ha 110 TPYITy TIPO-
JIYKTIiB CJIiJT TPOWUTH ANXAJbHUI BOJIHEBUH TECT HA
TIePEHOCUMICTh JJAKTO3M;

* )kupu (0JUBKOBY 0JIiI0 1 MacJI0 aBOKaJ0 /s
CTpas, sIKi He MOTPeGYI0Th TEMIOBOI KyJIiHapHOT 00-
pOOKM, BEPIITKOBE, KOKOCOBE MACJIO JIJIsI CTPAB, SIKi
noTpedyIOTh TEIJIOBOI Ky IiHApHOI 06POOKHU, KOKO-
coBe HepadiHOBaHe MaCJI0, MACJIO KaKao i BEPITKOBE
MacJo — JIJIs1 JIeCepTiB);

* TOPIX¥ i TOPiXOBe HOPOTITHO JIJIST TIPUTOTYBAHHST
JIeCEPTIB;

* TiICONO/KYBaYi (JIEKCTPO3Y, (GPYKTO3Y, TITIOKO-
3y, JIAKTO3Y );

* (bpykTH Ta 0BOYI (aBOKAJIO0, TOXUHY, OKUHY, BU-
1ITHIO, JKYPaBJAUHY (CUPY ), CMOPOJMHY, CUPUI IHKUP,
apryc, BUHOTPa/l, TPAHAaT, KiBi, IMMOH, JIAliM, OJIUBKH,
Taraiiio, rpyIy, YOpHOCJIUB, MAJIUHY, PEBiHb, TOJTY-
HWUIIIO; aPTHUIIOK, PYKOJIY, CIIapsKy, 00K Y0ii, GPOKOJI,
OPIOCETbCHKY Ta I[BITHY KaIyCTY, CEIePY, MAaHTOJIb/I,
3eJieHy 1Oy, IIUKOPIiil, Kpec-caiar, Kalycry Kase,
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GakJiasKaH, OTiPKH, TIOMiZIOPH, PETUCKY, Pilly, Kabad-
KM, JIaTYK, TpuOu, 6OJIrapchbKuii mepelib, MIINHAT,
eH/INBIll, OPYKBY ).

3. O6unCaUTH KIIBKICTh KPOXMAJIO B TIPOLYKTAX
IPOMKCJIOBOTO BUPOOHUIITBA ILJIAXOM BiIHIMAHHS
KiJibKOCTI BOJTOKOH («fibers») i 1iykpy («sugar») Bin
3arajibHOI KiJIbKOCTI ByrjeBoaiB («total carbs/
carbohydrates»), BkazaHux Ha eTUKETIII TIPOAYKTY;
MaKCUMaJIbHO YHUKATU ITPOJIYKTIB 13 BMiCTOM KPOX-
MaJIo.

4. Yepes 3 micdlli JOTPUMAHHA JI€ETH, 32 YMOBU
33/I0BIJIBHOTO CAMOIIOYYTTS 1 BiZICYTHOCTI CUMIITO-
MiB 3aXBOPIOBAHHS, TOCTYTIOBO BBOAWTH JI0 PAIiOHY
rapOy3, MOPKBY, KapPTOILTIO i 6YPSIK [Jist BU3HAYEHHS
IH/IMBilyaJIbHOI 103U CaXapo3y 1 KPOXMAJTIO, sIKa 3a-
JIOBIJIBHO ITepeHOCUTHCS uTUHOW0. KoskHuii npo-
IYKT CJIiji BBOAUTH TIOCTYIIOBO, TOYUHAIOYM 3 KiJib-
KOCTI, eKBiBaJIeHTHOI 1 4aliHiil JIOXKI[i TEPMiIUYHO
06p006IEHOTO IPOLYKTY, 301IBIIYI0UHN 1[I0 KIIBKICTh
1 pa3 Ha 3 no6u Ha 1 Yaiiny JOXKKY il PeTeJbHIM
KOHTPOJIEM XapyoBOTo MoJeHHnKa. OBoui Kparie
JlaBaTU IIPUTOTOBJIEHI 1eHb abo aBa Tomy. Ilics
BCTAHOBJICHHSI KiJIBKOCTI O/IHOTO IIPOJYKTY 13 3310~
BUJIBHOIO TOJIEPAHTHICTIO MOKHA TIEPEXO/IUTH 10 BBE-
JIEHHS HACTYITHOTO (TIPU IIhOMY HE CJIi/l IIOEHYBATH
MPOJIYKTH, 110 BBOJSATHCS, B OHOMY IPUIOMI TKi).
[Ticsig BBesieHHS 10 PaIlioHy OBOYiB MOKHA BBOIUTH
3€PHOBI, TPOTE BUHATKOBO HepadiHOBaHi (HemIi-
(boBanwmii pric, MaKapoHM 3 TBEPANX COPTIB MITEHMIT],
IIIOHO), I0TPUMYIOYMCH TUX CAMUX IIPUHIIUIIIB, 110
3aCTOCOBYBAJIMCS IIPU BBE/ICHHI OBOUIB.

5. 3 1opocJIianHsIM IUTHHU TIOBTOPHO BBOANUTH JI0
paIfiony IIPOAYKTH, SIKi MiCTSATb CaXapo3y i KpOXMab.

6. PeTesibHO TPOKOBYBATH 1KY.

7.Y pasi HeraTUBHOI JUHAMIKY IIOKa3HUKIB Macu
Tijta npoTsiroM micsiisd (a6o 3a BiACyTHOCTI IPUPOC-
Ty IIbOTO TTOKA3HUKA) 10IATKOBO BKMUBATU JUTSIUY
CyMilIll, BYTJIEBOJHUI KOMIIOHEHT SIKO1 ITpe/ICTaBJe-
HUU JJAKTO3010.

8. 3acrocosysaru nankpearut (4000 MO /kr/mo0y
110 JIiT1a31, PO3/IJIEHUX MixK yciMa puiioMamMu TKi).

Ha ti gieTorepartii BUsBIEHO NIBUIKY TO3UTUBHY
JIMHAMiKy OCHOBHUX IIPOSIBiB 3aXBOPIOBAHHSI: 3HUKJIU
CUMIITOMH 3/IyTTSI, METEOPU3MY 1 abOMiHATBHOTO
JIMCKOMDOPTY, BIIHOBUINCS TIOKa3HUKWA MACH TiJia
i 3pocTy, HOpMaJIi3yBaJIMCS BUTTOPOKHEHHS (YacToTa
1 KOHCUCTEHILis1 ), TTOJIIIINIIICS TTOKa3HUKHU HEPBOBO-
MICUXIYHOTO PO3BUTKY, HOPMaJTi3yBaINCS TIOKA3HUKI
(bexasnbHOI es1acTasy 1 HyTPUTUBHUI CTATYC AUTUHU.

UYepes 3 micstli Biji moyaTKy Tepartii 3picT IUTHHI
ctanoBuB 98 cM (+3 cM Bij TOUATKY JTIKyBaHHS;
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KAIHIYHUIM BUTTAAOK

Z-iH/IeKC 3pOCTy /10 BiKy CTAaHOBUB -2,6), Maca Tija —
12,3 kr (+1,3 Kr Bifl MOYATKY JiKyBaHHS; Z-1HIEKC
MacH TiJia 10 BiKy cTaHoBUB -3,13); Z-iHaeKc injek-
Cy Macu Tijia /1o Biky ctaHoBuB -1,93. Uepes 10 mics-
IiB Bi/l IOYATKY Tepallii MOKa3HUK 3POCTY CSATHYB
107 cm (+13 c™ Biz TovYaTKy JIKyBaHHS; Z-1HIEKC
3pocTy 710 BiKy cTanoBuB -0,52), a TOKa3HUK Macu
tima — 15,5 kr (+4,5 Kr Biji OYaTKy JIiKyBaHHS;
Z-iHJexc Macu Tijga /1o Biky ctaHoBuB -1,13);
Z-iagexc IMT no Biky cranoBuB -1,28. 3i cyiiB Mmamu,
JUTHHA PETeJbHO 10TPUMYyBasacs HaJJaHUX PEKO-
MeH aIii mozo gietorepanii. [licas 8 micsiliB mo-
BHOI eJTiMiHAII 3 pAIliOHy XapUYOBUX JIZKEPEJI Caxapo-
31U Ta KpoXMaJjio MaMa Ioyaja IMOBIiJbHY
PEIHTPOMYKILIO TPOYKTIB, 1110 MiCTITh KPOXMAJh /[0
paIlioHy IMTUHU, | cCTaHOM Ha TioyaTok 11 Micsris -
KYBaHHSI IUTUHA CIIOKWBAE HEBEJIUKI KiJTbKOCTI
MOPKBH, 6ataty i Oypsiky 6e3 BAHMKHEHHSI FacTPO-
IHTEeCTUHAIBHOI CUMIITOMAaTUKH.

3arpuMka (hi3UYHOTO 1 ICUXOMOBJIEHHEBOTO PO3-
BUTKY, CAMIITOMU €K30KPUHHOI HEJIOCTATHOCTI, TIPO-
SBY CUHAPOMY MaIbabCOPOIl B JUTUHK a1 ITij1-
CTaBY /IS TIOIIYKY TaKMX 3aXBOPIOBAHb, SIK CUHIPOM
[MTBaxmana—/latimonsa i MmyKoBiciuzo3. Bogaouac
BiJICYTHICTb 4iTKOI TIO3UTUBHOI BiZIOBI/II HA 3aCTO-
COBYBaHi eJliMiHaIliliHi 3aX0/I1 B XapyyBaHHi BiZIBO-
JIiKAJIW BiJi IPUITYTIIEHHS NI0/I0 XapUYOBOI HETTePeHO-
cumocTti B autunu. O6uaBa YMHHUKU CYTTEBO
BIUIMHYJIM HAa TPUBATICTD IIarHOCTUIHOTO TIOMIYKY.
Y pesyasrati petenbHOTo MU epeHIlitHoro Aiardoc-
TYBaHHS i3 3allepeyeHHsAM 3aXBOPIOBAHb 13 MO/Ii-
OHOIO KJIIHIYHOIO CUMITTOMATHKOIO 1 apaK/IiHidHI-
MU MIPOIBaMU HaM B/IQJIOCS TIPUITYCTUTH 1 YCITITITHO
Bepudikysatn giarnos B/[CI. /lieTrmune xapuyBanus
3 BUJIYYEHHSIM Xap4yOBUX JIKepeJsl caxapo3u i KpoX-
MaJIIO CITPHUSIJIO BiZIHOBJIEHHIO TIPOIECIB POCTY 1 I1CH-
XOMOBJIEHHEBOTO PO3BUTKY, 3HUKHEHHIO INCTIEN THY-
HUX CUMIITOMIiB, HOpMaJi3allii BUITOPOKHEHD
i MTOKA3HWKIB MAHKPEATUYHO] eJIacTas .

BucHoBku

Bpomkenunit gedinut caxapasm-isoMaabTasu —
dbepmenTonaris, 1o Tpamsietbest B 10% naiienTis
i3 raCTPOIHTECTUHAJIBHOI CUMIITOMATHKOI0. Yepes
HOAIOHICTh TUIOBKMX KJIIHIYHUX IIPOSABIB 1Ii€i (ep-
MEHTOIIATii /10 CAMIITOMATUKN HU3KHU 1HITKX T1aTO-
JIOTIYHUX CTaHIB (TAaKWX K CUHPOM MO/IPa3HEHOTO
KUIeYHNKA, 3aMMaJIbHI 3aXBOPIOBAHHS KUIITEYHNKA,
CHHJIPOM HaJIMiPHOTO OaKTepiaJbHOTO POCTY TOHKOI
KMIIKH, TJII0TeH3aJeKHi XBOPOOH, a TaKOK 1HIITI
(bepmenTomnarii) BcTaHOBJIEHHS 1i /IlaTHO3Y 4acTO
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€ ckmaauuM i Hecoewacuum. O6i3HaHICTD Tejia-
TPiB, FaCTPOEHTEPOJIOTIB, CIMEHUX JIiKapiB 111010
ocobBOCTEl TIEpebiTy 3aXBOPIOBAHHSI, IHCTPYMEH-
TAJTbHOTO JIIaTHOCTYBaHHSA, TUMEPEHTTIHHOTO fia-
FHOCTYBaHHS Ta MEHE/)KMEHTY BPOJIXKEHO1 He/l0-
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