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KAIHIYHMM BUTTAAOK

V]IK 616-008.9-056.7-07:577.15]-053.2
B.C. bepezeHko'?, §1.B. Kpeuko?, A.O. Nopobeysb?, A.B. beznana'?

BpoaxeHa HeOCTaTHICTb caxapasu-isoManbTasu
(kniHiYHMA BMNagok)

'Y «BceykpalHCbKuii LeHTp MaTepuHcTBa Ta AuTMHcTBa HAMH Ykpaitu», M. Kuis

2HauioHanbHuii MeanuHmin yHiBepcuteT imeHi O.0. Boromornbus, M. KuiB, YkpaiHa

Modern Pediatrics. Ukraine. (2025). 5(149): 117-124; doi 10.15574/SP.2025.5(149).117124

For citation: Berezenko VS, Krechko YaV, Horobets AO, Bezpala AV. (2025). Congenital sucrase-isomaltase deficiency (clinical case).
Modern Pediatrics. Ukraine. 5(149): 117-124. doi: 10.15574/SP.2025.9(149).117124.

BpooxeHuii aediunt caxapasu-isomanstasu (BACH — dhepmeHTonaTia, yactoTa akol carae 10% cepen nauieHTiB i3 raCTpoiHTeCTUHaNBHOK CUMMTO-
MaTMKOIO. YHaCNIAOK MyTaUild y reHi, BianoBiganbHOMY 3a CYHTE3 hepPMEHTIB caxapasin Ta I30ManbTasu, SMEeHLLIYETLCA akTUBHICTb LUMX (DePMEHTIB,
LLIO NPU3BOANTE A0 NOPYLLIEHHA PO3LLENIEHHA Caxapo3u i KpOXMasto B NPOCBITI TOHKOT KULWKK. HakOMMYEHHA HepO3LLEnIeHrX BYrNeBOAIB Y K-
LEYHNKY € NPUYNHOIO OCMOTNYHOT Aiapel, a ixHA hepmMeHTaLis 6akTepiaMn TOBCTOI KULLKM MPU3BOANTL A0 BUAIIEHHA BEMVKOI KiIbKOCTI BOAHIO Ta
JHLWMX rasiB, WO CYNPOBOMXKYETLCA 3HAUHUM 30y TTAM | MeTeopn3amom. OCHOBHVMY METOAaMy AlarHOCTyBaHHA NaToONOrT € ANXanbHi TeCTU | reHeTny-
Hi JOCTIKEHHA, @ OCHOBHMMM MiAX0oAaMM Y NiKYBaHHI — 3aMiCHa Tepanisa npenapaToM caxapo3naasn i Aletotepanid 3 BUIyHYEeHHAM XapUoBUMX AXe-
pen caxaposn i Kpoxmarnio.

Merta — BuCBITINTY Cy4YacHi 3HaHHs Npo BACI nokasatn MOXIMBOCTI AU(EePEeHUIRHOrO AlarHOCTyBaHHA L€l NATONOrT Ha OCHOBI KNIHIYHOTO
BUNAOKY.

OnrcaHo KNiHIYHUIA BUNAAoK 5-piuHOl AWTUHK, FOCITani30BaHO! i3 CMMATOMamMy abA0MIHaNBHOro AMCKOMMOPTY, METEOPV3MY, 3AYTTH, BOAAHWUCTO!
niapet, NopyLweHHAaM I3nYHOrO i ICUXOMOTOPHOIO PO3BUTKY, TDOMOOUMTONEHIEIO | SHXKEHHSM NOKA3HMKa NaHKpeaTnyHol enactasu-1. 3a AaHrvm
OOCTEXEHHA ONTUHW (@HANI3Y CKapr i aHaMHECTUYHNX AaHWX, PI3VKanbLHOro Ta NadopaTOPHO-IHCTPYMEHTANbHOrO AOCIAXKEHHA, TEHETNYHOrO
TeCTyBaHHg) BepuikoBaHo aAiarHos BACI Ha tni npusHadyeHol aietotepanii NoAINWWBCS 3aranbHuii CTaH NauieHTKy, HopManizyBaBCy NOKa3HUK
3POCTY | 3HAYHO MOKPALLUMBCA NMOKA3HNK MACK TiNa, 3HMK/a raCTPOIHTECTNHAIbHE CMMNTOMATIKE, HOPMasi3yBaninca 14actoTa i KOHCUCTEHLA BUMO-
POXHEHb, @ TAKOX MOKA3HMK NaHKpeaTnyHoT enacrasu-1.

BucHoBKkM. Hepes NofdiGHICTb TUMOBKX KiIHIYHKX Npogsis BACI 40 CUMATOMATUKIM HU3KM IHLWX NaTONOMYRMX CTaHIB (TAKMX 9K CMHAPOM NOAPa3He-
HOIO KMLUEYHMKA, 3ana/ibHi 3aXBOPIOBAHHA KULLIEYHIKE, CUHAPOM HAAMIPHOIO 0akTepiansHOro POCTY TOHKOT KULLKK, T/IIOTEH3AMEXHI XBOPOOU,
a TaKOX IHLWI hepmeHTonaTil) BCTAHOBNEHHA 11 AlarHO3Y 4acTo € CKNaaruM | HecsoedacHnM. O6I3HaRICTb NeaiaTpis, raCTPOEHTEPONOriB, CIMENHNX
nikapis LWOAO0 0CoONMBOCTEN Nepebiry 3axBOPIOBaHHA, IHCTPYMEHTaIbHOrO AiarHOCTyBaHHA, ANMEPEHLIMHOMO AiarHOCTYBaHHA Ta MEHEOXKMEHTY
BZCI € 3anopykoto CBOEHACHOIO BCTAHOB/IEHHA AiarHO3Y I yCMILLHOIO NiKyBaHHA Taku1x NaLieHTIB.

LocniokeHHa BUKOHAHO 3riAHO 3 npuHumMnamu [ ensCiHCbKOT Aeknapauil. Ha nposeaeHHsa A0CIAXEeHb OTPUMaHO IHOpMOBaHy 3roay 0aTbkis
OUTUHN.

ABTOPV 3a4BNAI0TL NPO BIACYTHICTE KOHMIKTY iHTepecis.

KntouoBi cnoBa: f1it1, hepmeHTonartia, BpOMXeHWH AetiunT caxapasn-isoMansTasn, MansatcopOLid, OCMOTUYHA Aiapes, 34YTTd, MeTeOpH3M, Ca-
xaposngasa.
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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

poipKennii einuT caxapasu-izoMasbTas3u

(BJICI, aura. CSID — «congenital su-

crase-isomaltase deficiency») € ayrocom-
HO-PEIECUBHUM MOPYIIEHHSIM MeTab0JTi3My, CITpH-
YUHEHUM MYyTalli€io B reri S, BianosizansHOMY 3a
(bepMeHTHY aKTUBHICTH caxapa3n-i3oMajbTa3u, Ha-
CJTIIKOM $IKOi € 3HaUHe 3HMKEHHST aKTUBHOCTI caxa-
pa3u i 3HauHOIO Mipoio Masbra3u. Ha chboro/ini Bu/Ii-
JgeHo 37 ayejeil, sKi BU3HA4YaiOTh 7 (DEHOTUIIIB
nedinuty caxapasu-izomansrasu [4]. B/ICI € omaum
i3 YOTHPBHOX BapiaHTiB (pePMEHTHOI HEZIOCTATHOCTI;
IHITMMY TPhOMA BapiaHTaMU € HEJIOCTATHICTb caXa-
pa3u, maHcaxapu/[a3Ha HeJIOCTaTHICTh i TEPBUHHUN
nedinut mansrasu [19]. [ledinut caxapasu-izomasb-
Ta3u TaKOK MOsKe OyTH HaOyTUM i BAHUKATH Ha TJIi
3anajabHuX ab0 aTpo(iuHUX MPOIIECIB Y CIM30BIi
000JIOHII TOHKOI KUIITKKA. Y TaKUX BUNagKax dep-
MEHTHa HeJ[OCTAaTHICTh € MUHYIIOI0, aKTUBHICTD
(bepMeHTY BiJTHOBJIIOETHCS MMiCJIsT HOPMaJIi3allii cTa-
HY CJIN30BO1 000JIOHKY TOHKOT Kumiku [ 3,13].

Mema nocaijxennsa — BUCBITIUTU cydyacHi
sHnanug npo BJICI; mokazatu MOXJIMBOCTI
mdepeHIiitHOTO /IiarTHOCTYBAaHHS ITi€] TATOJIOTIT Ha
OCHOBI KJTIHIYHOTO TIPUKJIALTY.

PiBens mommpenocti B/ICI, 3a nocmifxxenasamu
60-70-x pokiB XX cT., € Hu3pkuM: 0,2% cepezn merii-
kaniiB [liBaiunoi Amepuku i €sponu [21]; cepen ad-
poaMepUKaHIIiB el TOKa3HWK HaBiTh HILKUMI [ 28].
[Ipu 11bOMY Z1EsTKI OCITIIZKEHHS TTOBIJIOMJISIIOTh TIPO
BUIIUI TOKA3HUK MOMIMPeHOCTi hepMenHTOonaTii (710
10%) y nesiKuX MOTyJIsIlisiX, 30KpeMa, y TOmyJIsIIii
rpensianzicbkux inyitis [ 10]. Ha nmporusary mum fna-
HVM, OiJTBIIT Cy4YaCHI TOCTIKEHHST IOBOISATD, IO B Te-
TEPO3UTOTHUX HOCIIB MATOJIOTIYHOTO BapiaHTa reHa ST
Takox BuHUKaoTh cumntomu B/[CI, a oTke, piBenb
MOINMMPEHOCTI MTATOJIOTIi € BUIINM, HiK BBasKaJId paHi-
mie [2]. O4yeBuHO, TOKA3HUK CITPaBKHBOI TOMIIPeE-
HOCTi 3aXBOPIOBaHHS € CYTTEBO 3aHMKEHUM Uepe3
HU3KY YAHHUKIB, cepell AKX — HeJIOJTIK1 HOMEeHKJIa-
TYPH, BiZICYTHICTb YiTKUX KPUTEPIiB JIarHOCTYBaHH:I,
HasIBHICTH BEJINKOI KiJTBKOCTI TeHOMHUX MOPYTIEHb 13
MUPOKIM (DEHOTHIIOBUM PO3MAITTSIM, & TAKOK HI3bKA
HACTOPO’KEHICTD JIIKaPiB y 3B’s13KY 31 3HAUHOIO MO/~
6HicTo KinivHuX TposiBiB B/[CI Ta iHmmx maroso-
rivanx craHis [12,15]. ¥ 6-piuHOMY peTPOCIIEKTHBHO-
MY JOCJIJ[)KEeHHI, Y AKOMY BUBUYEHO aKTUBHICTh
nucaxapuaas 27 875 6ionTariB caM30B0I 000JIOHKH
TOHKOI KUIIKY TaIli€HTIB i3 raCTPOiHTECTUHATHHOIO
CUMTIITOMATUKOIO, BUSIBJIEHO JIeDilIUT TPUHANMHI OJ1-
Hi€el qucaxapuasu B 45% dparMenTis, 1edinuT caxa-
pasu i Mmaserasu — y 9,3% ¢parmentis [20]. Cucrema-
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TUyHMiT aHanaiz 30 o6cepBaliliHUX TOCHIAKEHD
OlomnTaTiB CM30B0I 0OOJOHKHA TOHKOI KUIITKY JiTel,
K1 TPOXOIUIIH €30(haroracTpo/Lyo/IEHOCKOTIIIO, TI0-
Ka3ye TakKi pe3yasTaTi: HeJOCTaTHS aKTUBHICTH JIaK-
TasM, caXxapasy i MaJIbTa3! Bi/[3HAUYAETHCS BiIIIOBITHO
y 39,2%,9,0%19,1% dparmenTis [6].

[Topy1enHst po3iienienHs i BECMOKTYBaHHS JIC-
axapuiiB MPU3BOJUTDH /10 iXHHOTO HAKOMUYEHHSI
B IIPOCBITI TOHKOI KUIIIKH, A I1€ TTi/[BUIIYE OCMOTUYHE
HaBaHTaKeHH, CEKPEIilo PIANHU Ta eJeKTPOJIITIB
y IPOCBIT KUIIKK. 3i 36iIblIIeHHSIM 06’ €My BMiCTY
KUIIKH TIOCUJTIOETBCS 11 MOTOPUKA, a BI/ITaK — 1 KUIII-
KOBMIA TPAH3MUT, 110 IIPU3BOAUTS J0 TIOCIa0IeHHs a0-
copOitii i (hopMyBaHHSI TIITEPOCMOJISIPHOI BOISTHUCTOT
niapei [7]. Y ToBcTilt KUl HepO3MIeJieHi yKpu
(bepMeHTYIOTBCS KUTITKOBOIO MiKpOMIOPOIO, 1O CY-
IIPOBOJIKYETHCS BU/IIJIEHHSIM 3HAYHOI KiJIbKOCTI BOJI-
HIO Ta IHIIUX rasiB, TAKUX 9K MeTaH, BUKJINKAIO4YN
3IyTTsI, METEOPU3M, OLJTb 1 IMCKOM(DOPT Y KUBOTI. 3a
3HAYHOI iHTeHCH(DIKAIlil KUTITKOBOTO TPAH3UTY 3HAUHO
MOPYITYETHCS BCMOKTYBAHHS HYTPI€EHTIB, TIIO MA€
ocobJIvBe KIIiHIYHEe 3HAUYeHHST B AiTel MEePIINX POKiB
JKUTTSI, iIHTECTUHATIBHUH TPAH3UT SAKUX € (piziosnoriy-
HO MIBU/IIINM, & HyTPUTUBHI TT0Tpebu — Butimi. Ha-
CJIIIKOM MababcopOIii MaKpo- i MIKPOHYTPIEHTIB
y IIbOMY Billi MOKe OyTU HyTPUTHBHA HEZOCTATHICTD,
1110 CYITPOBOJIKYETHCS 3aTPUMKOIO (Pi3UYHOTO, a B
HU3ITI BUTIAJIKIB — i ICMXOMOTOPHOTO PO3BUTKY. YHa-
CJTJIOK «3aKUCJIEHHSI» BUTIOPOKHEHD (Y pe3yJibTaTi
3HAYHOTO 3HMIKEHHS 1X KUCJIOTHOCTI, 110 XapaKTEePHO
1151 Oy [Tb-STKOT caXapyu/Ia3Hol HeJJOCTATHOCTI ) y IiTei
TIEPIIOTO POKY SKUTTS YaCTO PO3BUBAETHCS TTAMITEPC-
HUU TepuaHaabHIi fepMatuT. CUMIITOMY 3a3BUYail
MaHi(pecTyIOTh MicJIs BBEJIEHHS JI0 PAIliOHY POy K-
TiB, 1110 MICTSITh caxaposy i kpoxmaib [9,25]. ¥V no-
ciijpkenni 65 martienTis i3 B/l CI HaiinommpeHinmm
CUMIITOMOM € Jliapest, HACTYITHUMU KJIiHIYHUMU TTPO-
sIBAMU — 3Ty TTsI, abOMiHATIBHU#T OiJTh | 3aHETOKOEH-
Hs1 [25]. KniniuHi cuMIToMu, a TaKoXK iXHsST BUpas-
HICTh 3HAYHOIO MipOTO 3aJI€KaTh BiJl IPUPOJIU 1 TUITY
MyTarii reda SI, a TakoK BiJl TUITy HOCIHCTBa (TOMO-
abo rereposurorte) [9,12]. IHIIMMU YHHHUKAMH, SIKi
MO>KYTb BIJINBATUA HA BUPA3HICTh KJIIHIYHOI CUMIITO-
MaTUKN (DepPMEHTOTNIATI], € KIJIBKICTh CITOKUTOTO 1Ty~
KpY 1 Kpoxmasrio, a TakoK Bik. Tak, y fiTelt cuMnToMu
€ 3HAYHO OiIbIII BUPA3HUMH, 1110 3yMOBJIEHE, 3 OJIHOTO
GOKY, KOPOTILOIO JOBKUHOIO TOHKOI KMIIKK (11e 6e3-
MOCEPe/IHHO BILUIUBAE HA KiTTBKICTh (hepMEHTY, 1110 BU-
POGJISIETHCS €HTEPOIIUTAMH ), 3 IHIIIOTO — 3HUKEHOTO
CIIPOMOJKHICTIO TOBCTOI KUIIKH /10 abcopO1ii Haji-
JIMIIIKOBOI PiZIHM B ii ipocBiTi [ 3,25].
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[Tompu Te, 1110 B GiJIBIIOCTI BULIAJIKIB 3aXBOPIOBAH-
Hs1 MaHi(hecTy€e B pAHHBOMY AUTHHCTBI, ie/iati 6ib-
111e I0CTiIKeHb CBiIUaTh PO MOKJIUBICTh BUHUK-
HEHHST TIEPIIMX CUMIITOMIB Y GiJIbII TI3HBOMY BIITi.
3a3Buyaii 1e iTH, y IKUX J1iaTHOCTYIOTh HECTIEIH-
(iuny miapeio IUTUHCTBA, 1 MAJTITKA Ta JOPOCTi
3 IIaTHO30M CUH/IPOMY TTO/IPA3HEHOTO KUIITEYHUKA,
110 iepebirae 3 giapeero [9,15,25]. YV Hu3I BUIaIKiB
CUMIITOMH TPUBAIOTH MTPOTATOM YChOTO KUTTS i BU-
HUKAIOTb I0BOJIi 4aCTO: /IeKiJIbKa Pa3iB Ha JIeHb, I1PO-
TSITOM KiJIbKOX JHIB Ha THoKAeHb [8,22,25]. HacTo
CHMIITOMHY BIIJIUBAIOTD HA SKICTh )KUTTS MAITIEHTIB.
Tak, 6iIbLIiCTh ZOPOCAUX TALIEHTIB i3 AedinuToM
caxapasu-i30MaJbTa3u MOBiIOMJISIE TIPO HEOOXijI-
HicTh 0OMEKEHb y XapuyBaHHI Ta eMOI[iOHAJIbHUI
JICTPEC, 1[0 BUHUKAE 4acTO a00 HasBHUIA OCTIIHO
[24]. XBOpo6a Moske MaHdiecTyBaTH TAKOXK /10 BBE-
JIEHHSI TPUKOPMY B JIiTell Ha IITYYHOMY BUTOJIOBY-
BaHHI, SIKi OTPUMYIOTb CYMIllL, 1110 MiCTUTb Caxapo3y
i/a60 kpoxmasb. Onucano Bumnanok BACI y 3-mi-
CSTYHOI IUTUHU, ¥ SIKOT CUMITTOMU 31y TTsI OyJin Ha-
CTLIBKY BUPA3HUMM, IO MPOBEJU TiCTOJIOTIUHE J10-
CJTKeHHs 6ionTary mpsMoi KUIKK Yepes3 Migo3py
xBopoOu Tiprmpynra [17].

Hiarnocrysanust B/[CI nepen6auae aHasis ckapr
Ta aHaMHe3Y, a TAKOK TTPOBE/IEHHS iIHCTPYMEHTAJIb-
HUX JI0cJiKeHb. [IpocTuMy y BUKOHAHHI € esliMiHa-
IITHUI TeCT, TECT i3 MPOOHUM 3aCTOCYBAaHHSIM TIpe-
napaty caxapasujasu i mpoba 3 HaBaHTaKEeHHSIM
caxaposoro. Eniminariiiumii rect nepegbayac BUIy-
YeHHS 3 PAITiOHY MPOAYKTIB i3 caxapo3010 i Kpoxma-
JIeM 13 TIOJTAJIBIIIUM OI[iHIOBAaHHAM TUHAMIKHU KJI1HIYU-
HUX cCUMIITOMIB. TecT i3 MPOOHMM 3aCTOCYBaHHSIM
npernapary caxapasujia3u MoJiara€e B olliHlOBaHH1
KJIIHIYHOI CUMIITOMATHKH TTAI[iEHTA HA TJIi B)KMBaH-
H4 TIpenapary, 1o MicTUTh (hepMEeHT, SIKUI po3Tiie-
ITIOE BYTJIEBOHUIN CyOCTPAT, KOMITEHCYIOUH TAKUM
qrHOM fedinuT BracHux Gepmentis. [Ipoba 3 Ha-
BaHTaKEHHSIM Caxapo3010, 8060 «TecT 4 — 4 — 4», 11o-
JISITA€ B OI[IHIOBAaHHI CUMIITOMIB 3/1yTTsl, METEOPU3-
My, aboMiHaIbHOTO AUcKoMMOopTy abo 600, Aiapei
MPOTATOM YOTUPBOX TO/IMH TTiCJIs BAKUBAHHS PO3UN-
Herux y 120 Mz Boau (4 yHIlii) YOTUPOX YaHUX
JIOKOK caxapo3u. BapTo 3a3HauuTH, 1110 TaKi TeCTU
He [TPOUTILITN BUITPOOYBAHD Y CEPIO3HIX [OCIIIKEH-
HSX, X0Ua 1 MOXKYTh BUKOPHUCTOBYBATHCS [17151 BUSIB-
JIEHHS TAITIEHTIB 13 MiZI03pOoTo Ha /IeillUT caxapasu-
i30MasIbTa3u i MoAAIBINNM iXHIM 00CTeKeHHSIM [7].
JluxasibHi TeCTH AAf0Th 3MOTY BUSBUTHU MTOPYIIEHHS
PO3IIEIJIEHHS caXapo3! MIJISTXOM BU3HAUYE€HHS BOJI-
HI0 60 METaHy y BUANXYBAaHOMY TIOBITPi — rasis, 1110
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YTBOPIOIOTHCS BHACJIIOK (hepMeHTallii caxaposu
GaKTepisIMU TOBCTOI KUIIKHU. 3 I[i€I0 METOO MAI[iEHT
BKUBa€E 25—50 T caxaposu Mmic/ist 24-TOAMHHOTO Xap-
yyBaHHs 3 0OMeKeHHAM caxaposu. [TiaBuieHHs
BOJ/IHEBUX 10HIB Y BUAUXYBaHOMY TIOBITpi 710 20 i
Gistbiire ppm (parts per million) cBigunTs po mopy-
NIEHHs PO3IIeTJIeHHs caxapo3u. Pe3ysibraT Moske
Gy TH CIIOTBOPEHUIA OPYIIEHHSIM KUIITKOBOTO TPaH-
3uTy ab0 HASIBHICTIO CHHIPOMY HaJIMiPHOTO OaKTe-
PiaIbHOTO POCTY B TOHKIHM KUIII[i; OKPIM TOTO, Jles-
KUM 3/I0POBUM JIIOJSIM IPUTAMAaHHUN TTEeBHUH
cTymiHb Majbabcopbilii caxaposu. €Bporeiichbka
CIIiJTKA JUTSYOI TaCTPOEHTEPOJIOTI], TermaToNaoril
i xapuyBanssi (ESPGHAN) Ha choronii He peko-
MeH/ly€ BUKOPUCTOBYBATH BO/IHEBI INXATbHI TECTH
s Bepudikariii giaraozy CSID [1]. Tanre xociri-
JDKeHHS, INXaJIbHUN TeCT 13 caXxapo3010 i MiYeHUM
isororom Byrerio *C, 6iibiin e)eKTUBHO BUSIBIISIE
depmenTomnariio: 06’em PCO, y BUANXyBaHOMY I10-
BiTpi 106p€e KOPEJIIOE 3 aKTUBHICTIO caxapasy B TOH-
Kkiit kumi [23]. IIpore Ha 11eii yac MeTOz1 He BaJIij10-
BaHUU JIJi1 BUKOPUCTAHHS B KJIIHIYHINA NPpaKTUIlL
[16].

«30JI0TUM» CTAHAAPTOM JIiaTHOCTYBaHH4 ieitu-
Ty caxapas3u-i30MaJibTa3u € JIOCTiKeHHs (pepMeHT-
HOI aKTUBHOCTI B [AyojeHaitbiomy Oiomrati [11].
Meton € iHBa3UBHUM: IIOIIKO/IKEHHS €IiTeJIiI0 CJIn-
30BOT 000JIOHKH TIOPYIIY€E aKTUBHICTD [Mcaxapujias,
BiIHOBJIEHHST SIKOT JIEKOJIN TTOTPEBYE KiTbKOX THK-
HiB; BAKOPUCTAHHS METOJLY /IJIsI BUSIBJICHHS (hepMeH-
TOMATIi B INTSTYOMY Billi € 3HAUHO OOMEKEHUM.

OmH1M i3 TMUPOKO BKUBAHUX METO/IIB 1iarHOCTY-
Baundg B/ICI e nocmimxkenns renomuoi JIHK rema ST
Ha TpeJMeT YOTUPbOX OCHOBHUX MyTaiiil [8].
ESPGHAN pekomeHtye BUKOPUCTOBYBATH TI€ JIOCJTi-
JokeHHd st Bepudikartii giarnozy B/ICI B matienTis
i3 Mas1babCOPOIEI0, CUMIITOMK SIKOT BUHUKJIV TIiCJIst
BBEJICHHSI JI0 PAIliOHy caxaposu i/a60 KpoXMaJIio.
EdekrusnicTb TaKOrO MiX0Ly 0OMEKEeHa MOKIIMBIC-
TIO BUSIBJIEHHSI JTUTIIE TSDKKUX (DOPM (DepMEHTOTIATI.

Cyuacaum MetogoMm pgiarHoctyBanHs B/[CI
€ NGS-cekBenyBaHHs, peKOMeEHIOBaHe TalliEHTaM
i3 Ti/103poT0 Ha AMcCaxapuaa3Hy HeIOCTaTHICTh ab0
obtsxenumM moao BJCI cimelinuM aHaMHE30M.
Meton sa€e 3MOry CeKBEHYBATU JIJISSHKU yCi€l
koayBaibHOi yacTuam TeHa S1 [18]. Tect BBaskaeThes
MO3UTUBHKM Y Pa3i BUSIBJICHHSI TOMO3UTOTHUX 200
KOMIIAYH/I-T€eTePO3UTOTHUX MYTAlIlill y TeHi.

JlixyBanns B/ICI mosigrae B mieToTteparnii i 3amic-
Hill (hepMeHTOTEpaITiil. XapuyBaHH MAIlIEHTIB Te-
penbayac BUIyYEHHS 3 PallioHy IPOAYKTIB-IsKepet
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caxaposu i KPOXMaJIo 3 MOAAIBIIMM TPOOHUM iX
BBEJICHHSIM 13 Bi/ICITI/IKOBYBAaHHSIM JTUHAMIKH KJIiHI Y-
HOI CUMIITOMATUKU i BUBHAYEHHS KiJIBKOCTI, AKY
mTUHA 31aTHA 3acBofoBaty | 18]. Ctyminb mopyieH-
H$I TOJIEPAHTHOCTI JI0 caxapo3| M KPOXMaJIIo € Pi3-
HUM y KoskHOMY BuTazky. He Bci martienTu 3 BJICI
He TIEPEHOCSATH TTPOYKTH, IO MIiCTATh KPOXMaJb,
OCKIJIbKM aKTUBHICTh MaJIbTa3u MOKe 3aJTUITATUCS
He TIOPYIIIEHOI0, a TAKOJK 3 OTJISITY Ha Te, IO MaJIbTa-
3a BiinoBizae 3a poserienns Jjuiie 20—40% Kpox-
MaJIio, 10 HAIXOIUTD /10 Kulileunnka. barari Ha ca-
Xapo3y MPOAYKTH — CTOJIOBUU IYKOP, KJIEHOBUN
CHUPOII, a TAKOK HU3Ka (PPYKTIB i 0BoUiB (s10/1yKa,
GaHaHM, a0PUKOCH, TIEPCUKH, aHAHACH, alleIbCUHI
Il MaHZAPUHU, MAHTO, KapTOILIs, OYPSIK, MOPKBa, 6a-
Tar, KyKypy/3a, YacHuK, 6000Bi, by, cost) [5].

PeinTpoayxkiiito mpoyKTiB /10 pallioHy MicJs 3a-
KiHUEHH:I 11epioy esiMiHallil MOYMHAIOTD i3 BBEJICH-
Hs TTPOJIYKTIiB, 1110 MICTSATh caxapo3y B KiJbKOCTI
<2%. O60B’AI3K0OBO BeyTh XapYOBU I[OJ€HHUK,
AKUH 1a€ 3MOTY BiJICTEKUTHU MOSABY MaTOJOTIYHUX
racTPOIHTECTUHAJIBHUX CUMIITOMIB Y BiINIOBi/Ib Ha
MPOYKT, 10 BBOAUTHCS. YacTwHa aitelt motpedye
TPUBAJIOTO BUJIYYEHHS Caxapo3u 3 PaIlioHy, TO/i IK
B IHIINX Bi/[3HAYAIOTH JOBOJII MIBU/KE ITOJIIIIIEHHS
TOJIEPAHTHOCTI A0 caxapo3u. Ilicys BusHaueHHs
KiJTbKOCTI caxapo3u, SKa 3a/I0BIIbHO IEPEHOCUTHCS
MAIiEHTOM, JIO0 PAITiOHY TTOCTYTIOBO BBOASTH TTPOAYK-
TH, 1[0 MIiCTSITh KPOXMaJIb. ToJI€paHTHICTD /10 KPOX-
MaJTI0 MOJKHA TiIBUIIIMTH TIJISIXOM TPUBAJTIOTO ab0
MO/IBIHOTO Bi/IBAPIOBAaHHS MPOIYKTIB, PETEIBHOTO
nepekoByBaHHS (JIJ1 TIOCUJIEHHS eKCIIO3UTIi1 Xap-
94OBOTO CyOCTpATY /10 aMisia3u CJIMHN) i 36aradeHHst
pallioHy XapuoBUMH BOJIOKHAMU 3 METOIO CIIOBIJIb-
HEHHS KUTITKOBOTO TPAH3UTY.

Teparmig mpemnaparom caxapo3ujia3u cxBajieHa
YpaB/iHHSM i3 CaHITAPHOTO HArJIS/y 3a SKiCTIO
xapuoBuUX NpoAykTiB i megukamenTis CIITA
(USFDA) y 1998 p. 3a pesysbraTaMu IBOX MyJIbTH-
[IEHTPOBUX, TIOJIBITHO CJITINX, PAHIOMi30BaHUX JI0-
crimkenb, y 81% narientis i3 B/ICI, sxi ne Busyya-
JIA caxapo3u Ta KPOXMaJIo 3 PaIlioHy, Ha TJIi 3aMiCHOI
Teparrii caxapo3ua30io 3HUKJIN KJIiHIYHI CUMIITOMH,
a TaKOK HOPMaJTi3yBaJINCS PE3YJIBTATH BOJTHEBOTO
i 13C-auxanpHOTO TeCTiB i3 caxaposoio [27]. IIpore
CJIiJI BUIYyYaTH 3 PallioHy TPOJAYKTH, 1[0 MiCTATh
KPOXMaJib, OCKIJIBKY CaXxapo3n/a3a Ja€ 3MOTy KOM-
neHcyBatu AeiluT caxapasy i He BIJIUBAE HA PO3-
neryieHHs kpoxmadio. [Ipenapar caxaposumasu pe-
KOMEHIYIOTh BXKUBATU B 1031 1 MJ mamienTam i3
Macoio Tijia <15 kri 2 mur — 3 Macoro Tizia >15 xr i3
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KO’KHUM IIPUIIOMOM 1:ki. Pa3oBy 103y pO3UMHSIOTDH
y 60—120 mut Teniol piivHY 1 iIATH HA 1B PiBHI
YACTUHM, OJHY 3 IKMX BXKUBAOTh 6€3110CePeTHbO
nepe 171010, inmy — mig gac. HaimomuperimmMn
nobiuHUMU eheKTaMu TIPerapary € 3aKperr, roJo-
BHUII 6i71b 1 mopymenns cuy [26]. Ockinbku caxapo-
3u/1a3a BUPOOJISIETCS 3 TIEKaPChKUX JIPIsKIKIB, BOHA
HPOTHUIIOKa3aHa ocobaM i3 rinepuyyTJIuBiCTIO [0
APLKIKIB 60 IPOLYKTIB, 10 iX MicTsITh, OmIIcaHO
3IaTHICTh TPOOIOTHKIB, 1110 MicTATH Saccharomyces
cerevisiae IOTEHITIIOBATH aKTUBHICTb caxapasH, TIPo-
Te JIaHi 10/10 0COBIMBOCTEH BKMBAHHS 1 I03yBaHHST
TaKUX [IpenapariB 0OMesKeHi i oTpeOyIOTh oAb
WX JOCJiKeHbD [25].

Ockinbku BJ/ICI pijiko fAiarHOCTYIOTh y TAIIEHTIB
13 TACTPOIHTECTUHAJIBHOIO CUMIITOMATHUKOIO Yepe3
Hej0CTaTHIO 06i3HaHicTh JiKapiB mojo miei
MaToJIOTii, a TaKOX y 3B’S3KYy 31 CKJIAJAHICTIO
nudepenIlinHoro ii iarTHOCTYBaHHS, BBAKAEMO He-
00XiHUM noiuTrCc KiainiyHuM Bunaakom B/ICI
y 5-piuHOi IiBUNHKY, 3 IKUM CTUKHYJIUCS 1 YCIIIIITHO
Briopanucs daxisii /1Y «BceykpaiHcbkuii meHTp
MatepuHcTBa Ta iutnHcTBAa HAMH Y)painu».

[ocaipkeHHsT BUKOHAHO 3Ti/IHO 3 TPUHITATIAMUT
Tenncinenkoi gexmapaitii. Ha mpoBeneHHS OCTIKEHb
OTpUMaHO iH(HOPMOBaHY 3ro/Ty OaTHKIB TUTHH.

Kainiunwuii BUniaiox

JliBunHKa BiKOM 5 POKIB rocIriTaiizoBaHa 10 BiJ-
IJIeHHs XBOPOO MediHKu 3 pehePEHTHUM LIEHTPOM
pizkicaux (ophaHHNX) 3aXBOPIOBAHb IIEYiHKY B [Ti-
teil 1Y «BceykpaiHCbKuUil 1IeHTp MaTepUHCTBA Ta
nutunctBa HAMH Ykpainus» 3i ckapramu Ha 3a-
TPUMKY (Pi3UYHOTO PO3BUTKY, HU3bKI ITOKa3HUKHI
MacH Tijia i 3pocTy, piJiki BATIOPOKHEHHS 3 JIOMIIITKa-
MU CJIU3Y 4acToToio 1—-2 pasu Ha 100y, 31y TTsI, ab10-
MiHAJAbHUN AUCKOM@OPT, 30iMbIIeHHS KUBOTA
B 06’€Mi 3a paXyHOK ITiIBUIIEHOTO Ta30yTBOPEHHSI,
M’SI30BY CJIa0KiCTh, NIBUIKY BTOMJIIOBAHICTD, 3a-
TPUMKY HEPBOBO-TICUXIYHOTO PO3BUTKY. 3 aHAMHE3Y
Bizmomo, 1o autrHa Hapoauiacs Bix 11 BaritHocTi,
IT disiosorivanx mosoriB Ha 38-My TIKHI TecTarlii,
3 macoro Tisia 3700 1, 1oBXKUHOIO Tija 52 ¢M; 10JI0TU
Oy yCKJIa{HeHi OOBUTTSIM IyIIOBUHOIO HABKOJIO
mui. 3i cJ1iB MaMu, BiJl HAPO/KEHHsI TUTHHA OyJia
IJIAKCUBOIO, BiJI3HAYAJIOCS YPYaHHs i OYIbKOTIHHS
B ’KMBOTI, 4aCTOTa BUIIOPOKHEHb csrasia 7 pa3iB Ha
11006y. Jlo poKy IMTHHA POCJia i PO3BUBAJIACS BiIO-
BiJTHO /10 BiKY: y 3 MicCsIli ToYajia TPUMATH TOJIOBY,
y 7 MicA1iB — cuziiT, y 9 MicsIiB — roBOPUTH JIBO-
CKJIaJIHi cJ10Ba, y 10 MicsiiB cTosiia 6e3 miATPUMKH,
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B 11 micsiiB pobuiia ekinbKa KPOKiB 6e3 ImiATpruM-
ku. Y Biti 8—9 micsa1iB npupicT mokazHuKa Macu
Tijla 3ynuHuBC, a 3 13 Mics11iB U THHA IToYasa BTpa-
YaTHW Macy Tijla i 3ro/IoM TepecTaia PO3MOBIISTH
it xoguTtu. B 1 pik Maca Tijla AUTUHU CTaHOBUJIA
8700,y 4 poku — 9500 1, y 5 pokis — 11 000 r. ITpo-
TSTOM O POKiB BUPa3HICTh raCTPOIHTECTUHAIBHOI
CHMIITOMATUKH, 30KPEMa, CUMITTOMIB 371y TTs1, aG/10-
MiHQJIBHOTO TUCKOMMOPTY MOCTYTIOBO HAPOCTAJIH.
3a peKOMeHIAIliSIMU JIiKapiB, MaMa MepPioJINIHO BU-
Jiydajia 3 pallioHy mornepeMiHHO MOJIOUHI, TJII0TeH-
BMICHi, KUPHI TTPOJLyKTH, TIPOTE TI€ HE CIIPUSLIO T10-
JITIIIEHHIO CTaHy AUTUHU.

3a pesyJbraTaMi MOTEPEIHIX 00CTeKEHb, sIKi [Ti-
BUYMHKA ITPOXO/INJIA 32 MiCI[eM ITPOsKUBAHHS: XJIOPUIN
noty cranosusu 30,5 Meks/ (Hopma); 25(OH)D —
12,49 ur/ma (nedinuT); maHKpeaTUYHA €J1acTa3a:
y Biti 14 micaniB — 426,8 Mxr/T (HopMma), y 16 mics-
1iB — 376,51 Mxr/r (HopMma), y 4,5 poky — 122,7 MKr/T
(3HMIKEHUT TOKA3HUK ), y 5 POKiB — 89,8 MKT/T (3H1-
JKEHWH MOKa3HUK); PeKaTbHUN KaJbITPOTEKTHH —
19,5 mrk /T (HOpMa); miamiHOOKcHa3a — 4,2 Om/mi
(cepenHs1 IMOBIPHICTD HEIIEPEHOCUMOCTI TiCTaMiHY ).
3a peayabratamu ALEX-tecty (nocnimkenns IgE-
06yMOBJIEHOT XapUOBOI HEIIEPEHOCUMOCTI ) BUSIBJIEHO
ceHcubiizariito 1o JinHY i aMOposii. 3a JTaHnMn
peHTreHorpadii KicTOK KucTel pyk, KiCTKOBUI BiK
BiZITIOBi/Ia€ TTAaCTIOPTHOMY, 30HU POCTY BiAKpuTi. /(u-
THHA KypCaMU OTPUMYE KPEOH 1 TPOTATOM OCTaHHIX
6 MicsI1iB — I0ATKOBE XapUyBaHH: Y BUTJISI/I CyMillTi
«Nutrilon kombopt 25 y kisbkocti 300 mi1/100y.

[l yTouHeHHS [1iarHo3y 1 BU3HAUEHHS TaKTUKU
JIIKYBaHHS IIBUNHKY TOCIIITAII30BAHO 3 TIOTIEPE/IHIM
JIIaTHO30M «XpOHIYHA HYyTPUTUBHA HEJIOCTATHICTh
TSKKOTO cTynens. Cuaapom ManbabcopOirii. CuH-
npoum IlIBaxmana—/latimona? Mykosiciiuo3? 3a-
TpUMKa (Hi3UUHOTO Ta IICUXOMOBJIEHHEBOTO PO3BU-
TKy? /[BOGiuHA Mi€T0EKTa3ist HUPOK».

OG6’eKTUBHO Ha MOMEHT TOCITITAIi3allil: IiBYNHKA
B’slJ1a, He aKTUBHA, Ha 3alTUTaHHS BiITIOBi1a€ HEPO3-
6ipJMBO Ta i3 3aTpUMKOIO, Maca Tijia — 11 kr, 3picTt —
95 cM (0bOmMaBa TIOKA3HUKK — HUKYE -3 Z-1HIeKCY),
MIKipHI TOKPUBHU OJIiZI0-KOBTI, CyXi, 31 3HUIKEHOIO
eJIACTUYHICTIO, TYPTOP M'IKUX TKAHWUH 3HUKEHUH,
MiIITKIPHA JKUPOBA KJIITKOBUHA CTOHIIIEHA, ITi/1BU-
IeHe OBOJIOCIHHS Ha KiHiliBKax. [lepudepruuni Ha-
Opsiku BicyTHI. SI3uK BoJoTHii i3 OLIMM HaapyBaH-
HsiM. Hacrora quxanss — 22 /xB. 3 60Ky [UXalbHOI
Ta CepIieBO-CYIMHHOI CUCTEMU 32 Pe3yJIbTaTaMu
00’€KTUBHOTO 00CTEKEHHSI HE BUSIBJIEHO MTATOJIOTII.
Po3wmipu neuinku BiZINOBiIal0Th BIKOBiM HOPMI, ce-
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KAIHIYHMI BUTTAAOK

JIe3iHKa He BUCTYIIAE 3-111J Kpato JiBoi pebepHoi
ayru. JKuBiT mpaBusbHOI (hOPpMU, CUMETPUYHNT,
30isb1IeHIIT B 06’ €Mi, 3y THII, yPUYUTH 32 TIOBEPXHE-
BOI masibIanii, GoicHMIA y AiISHII IyIKa, TIMO0Ka
MaJIbIIAI] yCKJI/[HEHA Yepes3 3HauHe 3y TTs. Mixy-
poBi cumniToMu HeraTuBHi. Ce40BUTYCKaHHS He TO-
pylieHe, BUMopokHeHHs — 1—2 pasu Ha 100y, pijike,
3 JIOMIIlIKaMU CJIM3Y i HellepeTpaBJIeHOl 1Ki.

3a pesyJibTaTaMy MapakJIiHIYHOTO 00CTeKEHHS
B 3araJIbHOMY aHaJi3i KpOBi BUABJIEHO 3HUKEHHHI
BMmicTy TpomOboruTis — 88%10° /71, HeliTpotenito, ab-
COJIIOTHA KiJIbKICTh HeHTpo(disiB 3HMKEHA 10
1,03x10°/71, 32 HOpMATTPHIX MOKA3HUKIB 3arajIbHUX
imynorno6yminis (Ig) G, M i A, 6ioximiune goci-
JUKEHHS KPOBI He BUSBUJIO TTATOJIOTIYHUX BiJIXUJICHb.
ImyHOTI06YTiH A 10 TKAHWHHOI TPAHCTITyTaMiHA3U
HeraTUBHUIA, Jinizorpama — 6e3 ocobimuBocTeil. 3a
JIAHUMY JIOCTIiJIPKeHHS TOKa3HUKIB KaJbIlili-doc-
(hopHOTO 0OMiHY BUSIBJIEHO HOPMAJIbHUI PiBEHD I1a-
paTTopMOHY 1 3HUWKeHHS piBHS docdopy n0
1,26 MMOJTb /7T 32 HOPMATBHUX TTOKA3HUKIB 3arajib-
Horo KaJbitiio i 25(OH)D. Xmopuau nory —
34,2 mexB/n1 (HOpMa), TaHKpeaTUYHA ejacTa3a —
<10 mkr/T (HOpMa >200 MKT/T).

3a ITaHUMU YJIBTPa3BYKOBOTO JOCTI/IPKEHHST: TIETJT
TOHKOTO KUTIIEYHNKA 3 aKTUBHOIO MTEPUCTATBTUKOIO,
He3HayHa KiJIbKICTh PIAMHU MiXK HETIsIMU 06’ €MOM
1o 50 mm?, 1BOGIYHA ieoeKTa3is.

JIuTHHY KOHCYJIBTOBAaHO HEBPOJIOTOM, BCTAaHOBJIE-
HO giarnos «Merabostiuna eHiedasonaTis: CHHAPOM
M’sI30BOI TIMIOTOHI1, 3aTPUMKA ICUXOMOBJIEHHEBOTO
PO3BUTKY».

3 OrJIAly Ha TPOTPeCcyovy racTPOiHTECTUHATBHY
CUMIITOMATHUKY (i3 IpeBaJ0OBaHHAM CUMIITOMIB
3HAYHOTO 3AYTTs, abA0MIHAJIBHOTO AUCKOMMOPTY),
nopyuieHHsa Gi3u4HOTO i HEPBOBO-TICUXIYHOTO
PO3BUTKY (BUKJIMKAHWUX, HalliMOBipHille, TpUBa-
JIOI0 HyTPUTUBHOIO HEIOCTATHICTIO ), BPAXOBYIOUHN
BiZICYyTHICTh edeKTy Bij esiMiHANIUHUX JI€ET
(6e3M0I04HOT, 6e3rTI0TEHOBOI, HU3bKOKHPOBOI),
1110 MOTrJI0 6 BKa3aTu Ha IMOBIPHY HasSIBHICTb Y JIM-
THHU HEIIEPEHOCHMOCTI JIAKTO3H, MOJIOYHOTO OijIKa,
[JIIOTeH3aJ1e5KHOI IATOJIOr], @ TAKOXK Ha BiJICYTHICTD
MapKepiB 3alajJeHHsT KUIIeYHUKa, OepydH JI0 yBaru
TPOMOOIIMTOTIEHITO Ta EK30KPUHHY HEJOCTATHICTh
HiJINIIIYHKOBOI 32J103U, IPOBEJIEHO MOJIEKYJISIPHO-
reHeTudHe O0OCTeXeHHs, 30KpeMa, MOBHE
CEeKBEHYBaHHA reHOMY. Pe3yibratu 10CTiIsKeHHS
HaBeJeHO B TaOIHIL.

3a JaHNMU MOJIEKYJISIPHO-TEHETUIHOTO 00CTe-
JKeHHS BUSIBJIEHO T'eH KOH(DITIKTYI04O01 TaTOTeHHOCTI
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Tabruys
Pe3ynbTatn MonekynsipHo-reHeTU4YHOro AOCNiAKEHHS NaLiEHTKN
leH Monimopdizm YcnagkyBaHHS, 3UroTHICTb BapiaHT
NM_001041.4(S1).c.5234T>G (p.Phel745Cys) | AyToCOMHO-pelecrBHe, iIMOBIPHO IMOBIPHO NaTOreHHW
S/ Tun: SNV, missense rs79717168 KOMMNayHa-reteposnrora (ClinVar)
NM_001041.4(Sl).c.2737-1G>C AyTOCOMHO-PELECUBHE, reTeposu- | IMOBIPDHO NaToreHHu
Tun: SNV, splice acceptor rs1294620045 rota (ClinVar)
NM_000080.4(CHRNE).c.1327del AyTOCOMHO-peLecrBHeE, reTeposn- s
CHRNE | fipn: INDEL, frameshift rs 763258280 rota MarorexHun (Clinvan)
RBMSA NM_005105.5(RBM8A).c.67+32G>C AyTOCOMHO-PEeLeCHBHE, reTepo3n- NaTorennui (ClinVar)
Tun: SNV rota

S1I, acomittoanmnii i3 B/ICI. Ien CHRNE po3sraioBa-
Huii y cermenTi 17p13.2 i acomiitoBanuii 3 ayTocom-
HO-PEIeCBHUM BPOIKEHUM MiaCTEHIYHUM CHH/IPO-
MOM, a TaKOX i3 7eillUTOM aIeTUIX0JiHOBOTO
perenitopa (MOPYNIeHHS TOCTCUHATITUIHOTO
HEPBOBO-M sI30BOT0 3’ €IHAHHSI, 1110 KJIIHITHO XapaK-
TEPU3YETHCST PAHHBOIO M'SI30BOIO CIAOKICTIO PI3HOTO
crymnens TsKKocTi). Ten RBMS8A posramoBanuit
y cermenTi 1q21.1 i acouniiioBanuii i3 CUHAPOMOM
TPOMOOIIUTOIEH]T, TII0 TAKOK MOJKE TTPOSIBJISITHCS
Bi/ICYTHICTIO TPOMEHEBOI KiCTKH.

Ha ocuoBi aHasi3y pe3yabTaTiB AOCHIIKEHHS
B qutnHM giarnocrosano B/ICI.

BBaskaiouu Ha BiICyTHICTb Ha PUHKY YKpaiHH Ji-
KapChKOTO 3ac00y caxapo3uiasy, IUTHHI TpU3Ha-
YeHO JIiKyBaJIbHe XapuyBaHHS 3 TAKUMU PEKOMeH/1a-
LisgMU:

1. Buryuuru 3 pamiony npoaykTu, 6arati Ha
caxapoay:

* Oisnii IyKOp Ta yci MPOAYKTH, 110 HOTO MICTSIT;

* pykru (26syKa, abpukocu, GaHauu, JuHi, ¢i-
HiKH, TpeiTihpyTH, HEKTAPUHHU, alleThCHT, MaH/[a-
PUHU, IEPCUKHU, aHAHACH, CJTMBU, MapaKyiio, ryaBy,
MaHTO, XypMY, POJIBUHKH, KaBYHN );

* 0BOYi Ta 6060Bi (OypsIK, YOpHI 600U, CITAPIKEBY
KBaCOJII0, MOPKBY, rap0y3, MaHiOKY, KyKyPy/I3y, 4ac-
HUK, 3eJIEeHWI TOPOIITOK, COUEBHITIO, Malll, HyT, KBa-
COJTI0, TACTEPHAK, IUOYJIT0, KAPTOILITIO, COEBI TIPO-
JyKTH, barat, aMc, eaMame, 6amiio, remiie, Tody);

* yci 3epHOBi, OPOIIHO Ta CTPABY 3 HIUX,;

* 06p0o6JIeHi M'AICHI IPOLYKTH (COCKCKHU, CapAe/ib-
K1, KoBGacH (KpiM JIOMaIIHboi ), basInK, MIWHKY, Oe-
KOH, TTAIIITETN );

* yCi IPOJYKTH MPOMHUCJIOBOTO BUPOOHUIITBA
3 JI0/IAaBaHHSIM OY/Ib-SIKOTO THITY KPOXMAJTIO;

* aJIBTEPHATUBHI IyKpH Ta ixHi 3amMiHHUKY (OyPsi-
KOBWH I[yKOP, KOPUYHEBUH | KOKOCOBUH IIYKOP, KJie-
HOBUU CUPOII, KyKYPYA3SHUN CUPOT, TPOCTUHHUHN
CiK 1 IyKOp, KapameJib, KoH(piTIop, (hiHIKOBHI IyKOD,
MaTOKY, IyKop-padinaj, anecyabdam, HeEKTap araBH,
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MeJI, Ti[poreHi30BaHu IiIpoJIi3aT KPOXMasio, iHBep-
TOBaHU ITyKOP, MATBTO3Y, CaXapuH, CyKpaIo3ay, IIy-
KPOBi CIIMPTH, 30KpeMa, COpOITOJI, MAHITOJI, MAJIBTi-
TOJI, KCUJIIT, EPUTPITOJI, JTAKTITOJI, CTEBIIO).

2. [lomaty 1o paltiony:

* M’sico, pu6y, MOPENTPOLYKTH, M’SICHI CyOTIPOIYK-
THU, IPUTOTOBJIEH] 6€3 J01aBaHHs COYCiB (SIKI MO-
JKYTh MICTUTH IIYKOP 1 KPOXMaJih), crielliit (i3 Thx
POCJINH, SIKi MICTSITh KPOXMaJIb), bopomHa (Hampu-
KJ1aJl, MaHipyBaJbHUX cyXxapiB abo GOpPOIIHA /st
IPUTOTYBAHHS KJISIPY ); MOXKHA /10/1aBaTH HaTypaJib-
Hi coycu (s16ydHU | BAHHUN COYCH, T1PYUITIO, TO-
Mar), CiJib, ITepPellb Ta iHIII IPUIIPABU, 1[0 HE MiCTATh
YKpPY 1 KpoxmMaio;

o JUIL;

* MOJIOKO 1 KUCJIOMOJIOUHI TTPOJIYKTH; TIepe]l BAKU-
BAHHAM KMCJIOMOJIOYHUX MTPOJYKTIB TPOMUCIOBOTO
BUPOOHUIITBA CJTi/l TIEPEKOHATHUCS, TII0 BOHU He Mic-
TATHh MYKPY (Mara3uHHi MOTYPTH) i 3TYIIyBaviB
(OCKiZIbKM 3TyIIyBadi 4aCTO MIiCTSTh KPOXMAJb);
y pa3i BUHUKHEHHSI CUMIITOMIB Ha 1[I0 TPYIy TPO-
IYKTIB CJIiJl TPOUTH ANXAJIBHUU BOJIHEBUU TECT HA
[ePeHOCUMICTb JIAKTO3H;

* ;kupu (OJIMBKOBY OJIiI0 1 MACJIO aBOKAO /1JIs
CTpas, sIKi He MOTPeOYIOTh TEMJIOBOI Ky IiHAPHOT 00-
pOOKHM, BEPIITKOBE, KOKOCOBE MACJIO JIJIst CTPaB, SAKi
moTpeOyI0Th TEMJIOBOI Ky IiHApHOI 06POOKH, KOKO-
coBe HepadiHOBaHe MacJjI0, MAaCJI0 KAKao i BEPITKOBE
MacJIO — JIJIs1 JIeCEPTiB);

* TOPiX¥ i TOpixoBe HOPOIITHO JIJIst TIPUTOTYBAHHST
JIeCEPTIB;

* MiZICON0/KYBaYl (IEKCTPO3Y, (GDPYKTO3Y, TITIOKO-
3y, JIAKTO3Y );

* hpyKTH Ta 0BOYi (aBOKA0, IOXUHY, OKUHY, BU-
IIHIO, KYPaBJIUHY (CUPY ), CMOPOJMHY, CUDUIL IHKUD,
apryc, BUHOTPaJ, IpPaHar, KiBi, IMMOH, JJaliM, OJIUBKH,
nanaiio, rpyIry, YOpHOCJIUB, MAJIUHY, PEBiHb, I10JIY-
HUIIIO; aPTUIIOK, PYKOJLY, CIIap:Ky, OOK Y0, GpOKO.Ii,
OPIOCENbCHKY Ta IBITHY KaIyCTY, CEJIEPY, MAHTOJIb/I,
3eJieHy 1ubyJIio, IIMKOPIii, Kpec-cajaT, KalycTy KaJie,
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GakJiasKaH, OTipKHU, IIOMIZIOPU, PEUCKY, pilly, Kabay-
KW, JIATYK, TpuOu, 60JTapChKUil Mepellb, IMIMUHAT,
eHIUBil, OpYKBY).

3. O6uuCIUTH KiBKICTh KPOXMAJIIO B TIPOLYKTaX
IPOMUCJIOBOTO BUPOOHUIITBA MIJISIXOM BifiHIMaHHS
KisbKOCTI BOJIOKOH («fibers») i irykpy («sugar») Bin
3araJbHOI KiJIbKOCTI Byr/ieBoiiB («total carbs/
carbohydrates»), BKaszaHUX Ha €TUKETIII IIPOAYKTY;
MaKCUMAaJIbHO YHUKATU TIPOIYKTIB i3 BMiCTOM KPOX-
MaJio.

4. Yepes 3 micsIli JOTPUMaHHS JI€TH, 32 YMOBHU
3a3/I0BIJIBHOTO CAMOTIOUYTTS 1 BiZICYTHOCTI CUMIITO-
MiB 3aXBOPIOBAHHS, TOCTYTIOBO BBOJIUTH /IO PAIliOHY
rapOy3, MOPKBY, KapTOILTIO i OYPSIK /IJIst BA3HAYEHHST
IHIWBIIyaJ bHOI 03U CaXapo3u 1 KPOXMaJIio, Ka 3a-
JIOBIJTBHO TTePeHOCUTHCS AUTHHOT0. KOXKHUIT TPo-
JYKT CJIiJl BBOJUTHU IIOCTYIIOBO, TIOUUHAIOYH 3 KiJb-
KOCTi, ekBiBaJleHTHOI 1 9aiiHill JTOXKII TEPMIYHO
006pOOIEHOTO TIPOYKTY, 301JIBIITYI0UHN 110 KiJIbKICTh
1 pa3 Ha 3 106u Ha 1 YaiiHy JIOKKY i/l PeTeJbHIM
KOHTPOJIEM XapuoBOTo Mo/ieHHnKa. OBoUi Kpare
JaBaTH MPUTOTOBJIEHI JeHb ab60 aBa Tomy. ITicis
BCTAHOBJIEHHS KIJIBKOCTI OJTHOTO TIPOAYKTY i3 32710~
BIJIHOIO TOJIEPAHTHICTIO MOKHA IIEPEXOIUTH [0 BBe-
JIEHHS HACTYITHOTO (TIPU IIbOMY He CJIi/l TIOEHYBATH
MIPOLYKTH, 110 BBOJSTHCS, B OTHOMY TTPUHAOMI T:Ki).
[Ticsis BBeZIeHH /10 PaIliOHYy OBOYiB MOKHA BBOJIUTH
3epHOBI, TPOTE BUHATKOBO HepadiHOBaHi (HeTLTi-
(hoBanmii prc, MakapoHU 3 TBEP/MX COPTIB IIIEHMUII],
MIIOHO), IOTPUMYIOYNCH TUX CAMUX MIPUHITUTIIB, IO
3aCTOCOBYBAJIMCS TIPU BBE/IEHHI OBOYIB.

5. 3 IOPOCIIITAHHAM IUTUHH TOBTOPHO BBOJIUTH /IO
PaIlioHY ITPOYKTH, SIKi MiCTSTb CaXapo3y 1 KpOXMaJb.

6. PeTesbHO TPOJKOBYBATH 1KY.

7.Y pasi HeraTUBHOI TUHAMIKY TTOKA3HUKIB MacH
Tijta mpoTsiroM micstiist (a6o 3a BiICYyTHOCTI IPUPOC-
Ty 1IbOTO TIOKa3HMKA) 10/IATKOBO BXKUBATU JAUTIUY
CYMIlll, ByTJIEBOJJHUII KOMIIOHEHT $IKOI [1pe/icTaBJIe-
HUH JJAKTO3010.

8. 3acrocoBysaru nankpearu (4000 MO /kr/n00y
110 JTiTIa31, PO3/IIJIEHNX MiXK yciMa TIpUioMaMu 1Ki ).

Ha tui gieTorepariii BUsiBJIEHO NIBUIKY TO3UTUBHY
JIMTHAMiKy OCHOBHHUX TIPOSIBiB 3aXBOPIOBAHHS: 3HUKJIN
CUMIITOMM 3y TTsI, METEOPU3MY i a6JOMiHAIBHOTO
JIrcKkoMdopTy, BIIHOBUINCS TIOKAa3HUKYA MACH TiJjia
13pocTy, HOpMaJIi3yBaJIMCsl BUTTOPOKHEHHS (YacToTa
i KOHCUCTEHILisT ), MOJIMIIUIINCS TIOKAa3HUKU HEPBOBO-
HICUXIYHOTO PO3BUTKY, HOPMaJIi3yBalINUCs IIOKAa3HUKU
(bexanbHOI es1acTasy i HyTPUTUBHUH CTATYC AUTUHU.

Yepes 3 micdrri Bij movarky Tepartii 3picT AUTUHA
ctanoBuB 98 cM (+3 cM Bij MoYaTKy JiKyBaHHST;
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KAIHIYHMI BUTTAAOK

Z-iHJieKC 3pOCTy /10 BiKy CTaHOBUB -2,6), Maca Tijia —
12,3 xr (+1,3 Kr Bii movaTKy JIiKyBaHHS; Z-1HIEKC
MacH TiJia 10 BiKy cTaHOBUB -3,15); Z-iHaeKc iHek-
Cy MacH Tisia 7o Biky ctaHoBus -1,93. Uepes 10 mics-
IiB BiJl TOYATKY Teparrii MOKa3HUK 3POCTY CATHYB
107 c™m (+13 cM Bij movyaTKy JIKyBaHHS; Z-iHIEKC
3POCTY /10 BiKy cTaHOBUB -0,52), a TOKa3HUK MacH
Tina — 15,5 kr (+4,5 Kr BiJ MOYaTKy JiKyBaHHSI;
Z-inmexc Macu Tijsa 10 Biky ctanoBus -1,13);
Z-ianexc IMT no Biky cranoBus -1,28. 3i cyiiB Mmamu,
IUTUHA PETEJbHO TOTPUMYBAIACS HAJJAHUX PEKO-
MeHaaIii mozo pieTorepartii. [licas 8 micsis mo-
BHOI eJIiMiHAIlil 3 PaIlioHy XapuoOBUX JKepeJi caxapo-
3W Ta KPOXMaJio MaMa Ioyaja MOBiJbHY
PEIHTPOIYKIIITO TPOAYKTIB, IO MiCTSATh KPOXMAJb JI0
PaIlioHy JUTHUHH, i CTAaHOM Ha Tio4aTok 11 Micsis -
KyBaHHS JIUTUHA CIIOKWBAE HEBEIUKI KiJTbKOCTI
MOPKBH, Oarary i Oypstky 6€3 BUHUKHEHHS TaCTPO-
IHTECTUHATBHOI CUMIITOMATHKH.

3arpuMKa Gi3MyHOTO i ICUXOMOBJIEHHEBOTO PO3-
BUTKY, CHMIITTOMU €K30KPWHHOI HETOCTATHOCTI, TTPO-
SIBU CUHIPOMY MaJibabCOPOIIii B IUTUHY JAaJIH ITijI-
CTaBY /I TIOITYKY TAaKUX 3aXBOPIOBAHb, SIK CHHIPOM
[ITBaxmana—/laitmona i MykoBicinzo3. Bogrouac
BiJICYTHICTb 4iTKOI TO3UTUBHOI Bi[TTOBI i HA 3aCTO-
COBYBaHI eJliMiHAIlITHI 3aX0/IN B XapuyBaHHI Bi/IBO-
JIIKQJIU BiJl TPUIYIIIEHHS 1I[0/I0 XapYOBOi HellepeHo-
cumocti B gutuHu. OO6UABa YNHHUKUA CYTTEBO
BIJIMHYJIM HAa TPUBAJICTD 1iarHOCTUYHOTO TIOUIYKY.
Y pesymsraTi petesbHOTO MU ePEHIiitHOTO AiarHoc-
TYBaHHA i3 3allepeueHHIM 3aXBOPIOBAHbD 13 MO/Ii-
OGHOIO KJIIHIYHOIO CUMIITOMATHKOIO 1 TapaK i HIYHM-
MU TIPOSIBAMY HAM BIAJIOCS TIPUITYCTUTH 1 YCITITITHO
Bepudikysatu giarnos B/ICI. lieTnune xapuyBaHHS
3 BUJIYYEHHSIM XapyoBUX JIKEePes caxapo3n i KPoX-
MAaJIO CIIPUSJIO BiJIHOBJIEHHIO TIPOIIECIB POCTY 1 I1CH-
XOMOBJIEHHEBOTO PO3BUTKY, 3HUKHEHHIO INCTIeTI THY-
HUX CUMIITOMIiB, HOpPMaJisallii BUITOPOKHEHD
i MOKa3HUKIB TaHKPEATUYHOI eJ1acTa3u.

BucnoBku

Bpomkennii nedinmut caxapasu-izoManabTrazu —
(bepmenTonaris, 1o TpamisieTbes B 10% maiieHTis
i3 racTpOiHTECTUHAJIBbHOIO CUMIITOMATUKOIO. Hepes
HOAIOHICTh TUITOBUX KJIIHIYHKUX MPOSABIB i€l dep-
MEHTOTATil 10 CAMIITOMAaTUKN HU3KHU iHIIUX MaTO-
JIOTIYHUX CTaHiB (TaKUX SK CUHIPOM TIO/I[Pa3HEHOTO
KUIIEYHNKA, 3a11aJIbHI 3aXBOPIOBAHHS KUIIEUHUKA,
CHHIPOM HaZIMiPHOTO GaKTepiaJbHOTO POCTY TOHKOI
KHUIIKK, TJI0TeH3aIeKHI XBOPOOH, a TaAKOXK i1HIII
(bepmenTomnatii) BcTaHOBJIEHHS 1i /IiaTHO3Y 4aCTO

123



Yntante Hac Ha canTi: https://med-expert.com.ua
CLINICAL CASE

€ ckaaanuM i HecoewacuuM. O6i3HaHiCTh Hejia-
TPiB, TACTPOEHTEPOJIOTIB, CIMEWHUX JIIKAPiB MO0
ocobBOCTEl epebiry 3aXBOPIOBaHHS, IHCTPYMEH-
TaJBHOTO JiarHOCTYBaHHS, [UMePEHTIiINHOTO Jia-
THOCTYBAHHS Ta MEHE/PKMEHTY BPOJ/I’)KeHO1 HeJl0-
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