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HauioHaAbHa MeAMYHA aKaAEMISt MICATIAUTTAOMHOIL
ocBiTH iMeHi TT.A. LLlynnka, Kuis

Merta po0oTH — BU3HAYNTH TOPMOHAJIBHI MOPYIIIEHHS Y XBOPUX i3 cutapoMoM [Tpagepa—Bisuti (CIIB), 1o npusBoAsATh 10 OKUPiH-
Hsl Ta HOTO TIPOrPeCyBaHHs, 3 TOIAJIBIIOI PO3POOKOI0 HOBKX MIJIXO/IB /10 JIKyBaHHS I MEIMKO-COMIa/IbHOI peabisiTallil TAKMX XBOPHUX.

Marepiauu ta metoau. O6ereskeHo 24 marienTn BikoM Bij 6 10 18 pokis, y 19 3 sikux giarsocrosano jesertii 15-i xpomocomu
(del. 15 (q11—13)) 3 kainiunumu Bussamu CIIB. TIpoTsirom gociizKeH st yciM XBOPUM 00YUCTIOBAJIY 1HIEKC MACH Tijia, nepesi-
PsLIH PiBeHb TUIiKeMii HaTie Ta mpoTAToM A06H, BU3Hayamu riaikosanuil remoriobin (HbAlc, %), piBerb C-tientuy, iHCyTiHy,
KOPTH301y, TPOJIAKTHHY, JIEITHHY, TOPMOHA POCTY — 6a3aibHUI Ta CTUMYJIbOBaHUIL, iHCy IiHONOAIOHOTO (hakTOpa pocTy-1, THpeo-
TporiHy i TupeoinHux ropmonis, ronagorporinis (JIT, @CT) ta romorucreiny.

Pesyusrati Ta o6roBopeHnns. Y Beix naiientis i3 CIIB BusiBieno oxupinsst 111 IV crynenst, 70,83 % manu aprepiajibHy rinep-
TeHsito. [HCyTiHO- 1 TeNTHHOPE3UCTEeHTHICTD Ha TJTi eilUTy TOPMOHA POCTY Ta TOHAIOTPOIIIHIB i, IK HACTIIOK, TiTOTOHAIOTPOITHHIA
TiOroHa/[M3M, BUSIBJIEHO Y BCiX XBOpHX. BusiBu sncdyHKIi rinotamamyca (HeitpoeHokprHHO0OMiHHA hopma, 1-if abo 2-if KriHiu-
HUI BapiaHT) CIIOCTEPIraich y IOBHOMY 00Cs13i, X0ua B OKpeMux XBoprx (2 marieHnt Bikom 111 14 pokiB) He BUSBJIEHO AUCITiTTiIE-
Mii Ta y 9 nmanieHTiB He BiMivain IOPYIIEHHS TOJIEPAHTHOCTI /10 BIJIEBOAIB, X0ua II7IacKa IIiKeMiuHa KpHBa CIIoCTepirasach y BCix
narienTis. [inepromormcreinemis BusiBiena y seix narientis i3 CIIB, ocobmuso nipu rinortupeosi. [pu CIIB BusiBlicHO He3HAUYHe
Ii/IBUIIEHHS KOPTU30JTY 1 IposiakThiy B KpoBi, a y 70,83 % XxBopux crocrepirajiach TpaH3UTOPHA TiNepIposakTHHEMIsI, 1110 Bijirpae
OCHOBHY POJIb ¥ PO3BUTKY i IPOrPECYBaHHI OKUPIHHS 3 YCKIAHEHHSIMH Ta OCHUJIIOE BUSBH TiTOTOHAI3MY.

BucHOBKH. AHAJII3yI04H TOKA3HUKN FOPMOHATBHUX | METAbOIYHIX MOPYIIEHb TIPOMOHYIOTHCS TATOTEHETHYHO HOBI TAX0/N
1o sgikyBarHsg xBopux Ha CIIB ma 111 IcnxocomniarbHOi KOpeKIi maToJiorii.

Kmouosi cioBa: Cunapom Ilpanepa—Bisii, oxxupinns, qucdyskiis rinotazamyca, iHcy1iHOPe3UCTEeHTHICTD, JIEITHHOPE3NC-
TEHTHICTb, TIIOrOHa/IN3M, JIiKyBaHHs cunapoma [Ipagepa—Bisri.

3Ha‘-IHe HOUIMPEHHST OXKUPIHHSI, OCOOJMBO ce-
pejt iiTel i miUTiTKIB, @ TAKOK MOPYIIEHHST B HUX
y TIOZAJTBIIOMY PEpPOAYKTUBHOI (DYHKIlI — O/HA 3
HAMBaKIMBIINX 1 aKTyaJbHUX HPOOJIEM CydacHOI
JIUTSYO01 eHJOKPUHOJIOTIT Ta CYCITIJIBCTBA, a/[’Ke OKU-
PiHHSI — 1le He JIuIie KOCMETUYHA Bajla, & i PU3UK
aTePOCKJIEPO3Y, TiIIOrOHAAM3MY, IYKPOBOTO iabeTy
(IL), ceprieBo-CyIMHHOI i UXATbHOI HEOCTATHOCTI
Ta oHKompolecis [1, 3, 24, 26, 28].

Cungpom IIpagepa—Bin (CIIB) (Prader—Willi
syndrome) — 11e MyJIBTECHCTEMHE F'eHETHYHE 3aXBOPIO-

BaHHs, SIKe BAHUKAE B PE3YJIBTaTi HEZIOCTaTHOCTI €KCIIpe-
cii 6aTbKiBCHKMX IMIPUHTUHIOBUX T'eHiB 15-1 xpoMocoMu
(s1okycn 11—13) abo MarepuHChKoi aucomii 15-i xpomo-
comu [13, 14, 18]. Y noBonapopkennx CIIB BusBistiors
i3 gacroroio 1:15000—1: 25000 [12—14, 18].

CIIB BugBJISETHCS HEOHATATBHOIO M 'SI30BOIO TiT10-
TOHI€I0, 3HMKEHHAM pedreKciB (CyX0KUITbHUX, KOB-
TaJIbHOTO, CMOKTAJIbHOTO, Mopo), TinmoTepMmi€io, He-
JOCTaTHIM HAOMPaHHSM MacH Tija B IEpIIUX 8—
12 micsuiB KuTTs, a B noganbmomy (IpubIU3HO 3
12—14-micgaunoro Biky) — rinepdari€ro i mporpecy-
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BaHHSIM OKMPIiHHSI, &K A0 MOPOIHOrO, TaJbMyBaH-
HSIM TEMITiB POCTY, 3aTPUMKOIO TICUXOMOTOPHOTO PO3-
BUTKY, TillOTOHQJIM3MOM. 3aTPUMKa POCTY — OJHA 3
ocnopumx oszuak CIIB: ii Bizmivaiots y 60—90%
Bunakis [11—13, 17], xoua mpu HApOXKEHH] TTOKA3-
HUKHU POCTY BIANOBIAAOTh HOPMI a0 HMIKHINA MesKi
HopMmu. Y neskunx xBopux i3 CIIB B mursauyomy Bimi
CIIOCTEPITAETHCST TPUCKOPEHHST TEMITIB POCTY i HOP-
MaJIbHi POCTOBI MOKAa3HUKHU, ajie MPOTHO3 KiHIIEBOTO
POCTY 3aJIUIIAETLCS HETATUBHUM Yepe3 MPUCKOPEHE
3akpuTTs 30H pocty. CepesHiil KiHIEBUH 3picT malli-
entiB i3 CIIB Hukuuii Biji cepeHbOTIONYJISAIIITHOTO
Ha 1—2 SD [13, 16—20, 29]. Temmu pocTy 3HUKYIOTH-
cs1, 0COOJIMBO B MiZJITKOBUI 1IEPiojl, TOMY IO POCTO-
BUI cKayoK abo HesHauHWii, ab0 B3araji BiJCYTHiil.
Barato eHIOKpUHOJIOTIB BUSBUJIN HU3bKI MOKA3HIUKN
ropmona pocty (I'P) i HeoctaTHiCTh COMATOTPOITHOI
ynxii rimodisa i yac mpoBeieHHs PiI3HUX CTUMY-
jsniiiaux npo6. Cryminp HegmoctatHocti I'P npu
CIIB kosmBaeTbcs Bij jierkoi ao Tsixkkoi [11, 16—20].
OpnHak 0CTaTOYHO He BCTAHOBJIEHO iICTMHHUN BIIJITNB
nedimuty I'P va possurok oxkupinast. Poas I'Py cTu-
MyJIIOBAaHHI POCTY peasisyeThbcsi Ge3locepesHbo Ta
yepes CTUMYJIALII0 CHHTE3Y 1HCYyIiHOIoAIGHOTrO (hak-
topa pocty-1 (IDP-1), skuii iHayKye pict M's3iB,
TKaHUH 1 KicTOK. /lesgKki MOCHiIHUKN BUSIBJSIN 3HU-
skenHst konnenrparnii IOP-1 y xsopux i3 CIIB, Toxi
SK 3a iHmmx ¢opMm oxupinns nokasuuku [MP-1
Gysin B HOpMi abo HasiTh migsuieni [11—13, 16—20,
25]. OmHak mig 9ac MOAZaTKOBOTO TOPMOHAJILHOIO
obcreskerHst i MPT rosioBHoro Mosky 0yJiu 3po6JieHi
MPUITYTIEHHS, 1[0 PO3BUTOK OKUPIHHS B MAII€HTIB 13
CIIB moxe GyTH BUSABOM TilIOTAJIaMiYHOTO CHHIPO-
My, To0TO mucdynkiii rinoramamyca (IAT) [4, 11, 23].

¥ namientis i3 CIIB BigMivaeThCst 3HUKEHHST Mach
M's131B, €HepreTHYHoro OOMiHY, MiHepaJbHOI IIiJIib-
HOCTI KiCTOK, 1[0 TAKOK MOsKe OYTH IIOB’sI3aHe 3 HU3b-
kuMu Koumentpariisvu [P i IOP-1 [13, 17—20, 25].

[Tamientn i3 CIIB mafoTh crerudivai GeHoTUI0-
Bi 0COGJIMBOCTI: By3bKa CKPOHEBa YaCTHUHA YepeElla,
iHomi monixoredasntist, akpomikpisg (MajJeHbKi KHCTI
pyk i crorn) [13, 18]. [lopymennst nuxanus, 30Kpe-
Ma amrHoe BBi CHi, TilTOBEHTWJAIiS, peclipaTopHi
iHdeKIiiiHI 3aXBOPIOBAaHHS BiAMIYalOTh Mali’ke B
50 % sumnaznxis CIIB i BoHu MOKyTh 6YyTH OCHOBHOIO
MPUYNHOIO JIeTAIbHOCTI TIpu 1iHl martosorii [11, 13,
18, 25—27]. Bararo miteit i migmitkis i3 CIIB Bupis-
HSIIOTBCSL TIOBEAIHKO0 (00CeCHBHO-KOMITYJIbCUBHI
posJiajiu, IMepenajyu HacTolo, yIepTicTh, MOTAHUI
KOHTPOJIb CBOIX €MOLii Ha T 3arajbHoi J00po3ud-
JINBOCTI), HACTIAKM SIKOi MOXKYTh BUSBJATHCI 1 B
JIOPOCJIOMY BIIIi.

Jlo 30 % miteii i3 CIIB HapoKy0ThCsI 3 HUBBKIMU
nmokazHuKaMu Mac Tija i 3pocty (—0,87 SDS y xson-
yukiB i —1,17 SDS y xgiBuarok) i, 9k mpaBuJio, y cij-
HUYHOMY Tepemnexanni [11, 13, 14, 17—20].
OskupiHHS, 0COOIUBO TSAKKOTO CTYIEHS, PO3BUBAETh-
csI TMi3Hille, HAa PYTOMY POITi JKUTTS, 1 32 BIZICYTHOCTI
BI/ITOBIZTHOTO JTIKYBAaHHSI MOXe IMPU3BECTU /10 PaH-
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HBOI CMEPTI Bijl yCKJIaZHEeHb, 0COOIMBO Bij ceplieBo-
JerereBoi HegoctatHocTi [11, 13, 17—20, 27].

CIIB 3apaxoByOTh /10 CIIQJIKOBUX CHH/POMIB 3
OKMPIHHSIM 1 TIIOTOHAU3MOM, OCHOBHUM BUSIBOM
SKUX 3 PAHHBOTO BIKY € TIOETHAHHS OKUPIHHS, nedi-
nuty I'P Ta rimoronajiuamy Ha TJIi iHIIINAX TIOTAIaMO-
rinogizapHUX MOPYIIeHb, 3 PO3BUTKOM Y IIUX TAIli€H-
TiB y nopasnbmomy I/ 2 Tuny [4, 11, 13, 14, 16, 17,
25]. OxHak poci He 3’sicoBaHi MeTabOJIUHI Ta TOPMO-
HaJIbHI TIOPYHIEHHS, IO 3YMOBJIOIOThH crienndiuHi
KJTIIHIYHI BUSIBY M1ATOJIOTI1. 30KpeMa, I0Ci He yTOUHeHi
YUHHUKH, SIKi CIPUSIOTh PO3BUTKY 1 TIPOTPECYBAHHIO
OKUPIHHS Ta BiJICTABAHHS TICUXOMOTOPHOTO PO3BUT-
ky mnarienTiB i3 CIIB i BnimB Ha HUX TiABUIIEHHS
cekpettii iHCyJiHy, JenTuHy Ta npomaktuny (IIpx),
JCTiIm iemii, surskenHst ronagorporinis, I'P i IDOP-1,
TUPEOIHNX 1 CTaTeBUX TOPMOHIB. JlesIKi AOCTiTHUKI
11 JTikapi BUSBJISIIA B TAKUX XBOPUX ePIlIUT OKPEMUX
rinogizapHUX TOPMOHIB, TTOPYIIEHHS TOJEPAHTHOCTI
JI0 BYIJIeBOAIB ab0 HaBiTh CTiiiKy Tinepriaikemimo i
LA 2 tuny [1, 3,4, 9, 11, 12, 14, 17, 25].

Pisni osnaku CIIB, 30kpema HeoHaTaJbHA TIilIOTO-
Hisl, Bi/ICYTHICTh Xap4OBOTO HACUYEHHS, TOPYIIEHHS
TePMOPETYJIALii, 60JbOBOI Uy TJIMBOCTI, A€HHA COHJIM-
BIiCTPb i amrHOe BBi CHi, IIEHTPAJbHUI TilTOTOHAINU3M,
nosicHiofoThest HasgBHicTO AT, ledinuT I'P, MoxauBoO,
Texx oauH i3 kommoneHTiB /I mpu CIIB, amxe maro-
(iziosoris 1IHOTO TIPOIlECY HEIOCTATHHO BUBUeHaA [11,
14, 25]. He BuB4YeHa TakosK poJjib IOPYIIEHHS CHHTE3Y
HellpoMemiaToOpiB IEHTPaJbHOI HEPBOBOI CHCTEMH,
30KpeMa cepoToHiny, fodaminy (/A) i ramma-amino-
MacsistHoi kucaotn (FAMK), a takosx 3miHu cekpertii
MIPOJIAKTUHY B PO3BUTKY OKUPiHHS, TIIOTOHAU3MY i
ncuxoMotopaux opyuiens mpu CIIB [5, 11, 15, 25].

Hwni npoBifiHy poJib y MaTOreHeTUYHNUX acleKTax
posButky oxupinnsg i JII' BinBogsars IIpa gk ocHoB-
HOMY CTPECOBOMY TOPMOHY i1 OpPeKCUTeHy Ha TJi
opyIIeHHs odaMiHepTivHOol peryJisiii 31 3HUKeH-
uaMm piBHg [IA i TAMK Ta migBuineHHs aKTUBHOCTI
CEpPOTOHIHY Yy BIJIOBI/Ib HA XPOHIYHWI €H/IOTEeHHU
crpec, 1o skoro Hasmexuts i CIIB [5, 9, 10, 15, 26].

[TpunyckaioTp, IO cepesl OCHOBHUX TTPUYUH OKH-
pinng npu CIIB € incyninopesucrentricts (IP), aka
3YMOBJIEHA B TAaKMX XBOPUX He JIMIIE eHETUIHUMU
YUHHUKAMH, a I TTi/[BUIIEHHIM CEeKpeIlil CEpOTOHIHY i
sumskerHsM JIA i TAMK 3 mogambImmM po3BUTKOM
JT. MosmBo, 1o came ipu CIIB nopyiyerbcest B3ae-
MOJIisI MiXK TIEHTPAJbHUMU 1 TTepuGepUIHIMU €HJI0-
KPUHHUMU 3a7103aMU 3 TIOPYIIeHHIM (DYHKITIi Maiike
BCiX €HJIOKPUHHUX 347103, 3MiHAMU PELENTOPHOI UyT-
JINBOCTI TKAHWH /[0 TOPMOHIB i3 MTOPYIIEHHSIM JIITi/I-
HOro, BYIJIEBOAHOTO Ta OinkoBoro oOMiHy. Bimomo,
1110 po3BuUTOK IP 1108’ s13anmii 3 perientopauMu Ta,/abo
MOCTpenenTOpHuME JeheKTaMu il iHCYJTiHY, 3 MyTa-
1i€I0 HU3KW TeHiB — pelenTopiB iHcyminy, PI3-
kinasy, daxrTopa Hekposdy nyxJiuH-anbda, PPAR-y,
aryTi-nogibHoro 6iska, GiJIKiB — TPaHCIOPTEPIB IJI0-
KO3M, a TaKOXk 31 3MiHOIO TeHiB 15-1 XpoMocomMnu —
UBE3A, SNRPN Tta ISW, gKki KOHTPOJIIOIOTH pellen-
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TOPHY UyTJIUBICTD /10 iHCYJIiHY, PO3BUTOK OKUPIHHS i
rimorajaMivHUX OpyIiens [6, 7,9, 14, 17, 18, 23, 26].
To6to sikio oxpasy asa rein UBE3A maTepuHCHKOI
15-i XpoMOCOMHU 3aMiCTh OJHOTO 3aJy4aioThCs B
pobGory, aie He mpaiioe skoueH red SNRPN GaTbkis-
ChKOi 15-1 XpOMOCOMU, TO PO3BUBAETHCS 1 TIPOTPECYE
OKMPIHHS Ta TinmoTajaMivyHa AuchYHKITL. Y maiien-
tiB i3 CIIB miz yac reHeTHYHOro OOCTEKEHHS BUSIB-
JISTFOTH 3MiHU reHiB came 15-1 xpomocomu, 1110, iMOBip-
HO, 1 3ymMoBiioe oxupinug ta /II' 3 ycknajgneHHsIMA
[6, 13, 14, 23, 26].

Heyrouneni MexaHi3MU PO3BUTKY €HIOKPUHHUX
nopytenb ipu CIIB i, sik HacsTioK, Mi3H AiarHOCTHIKA
[aTOJIOrii YacTo IPHU3BOAATH [0 HECBOEYACHOIO abo
HEaJIeKBATHOTO JHKYBAaHHS 3 MOJAJIBIINM TIPOTPECY-
BaHHSIM OXKUPIHHS 3 TSDKKUMU YCKJIQJIHEHHSAMU, TaKU-
mu gk IIJ[, aTtepockiepos, aprepiasibHa TilepTeH3is
(AT’), mopy1ieHHsT PernpoyKTUBHOI CUCTEMH, TillOTO-
HA/IU3M 1 TIOPYIIEHHS ICUXOEMOIIHOTO CTaHy XBOPUX
i3 CIIB, 1o cyTTeBO 3HMKYE SIKICTH iX JKUTTS i MPH-
3BOJUTD /10 1HBaJIAM3aIll IAIli€HTIB 3 J0JaTKOBUMU
ciMEHHMMU Ta COLAIBHUMU TPOOIEMAMU.

Osxupinnag sk npu CIIB 3a3Buuaii moB’s13y10Th
JIUIIE 3 TeHHUMU Y1 XPOMOCOMHUMK aHOMAJTISIMU 1 He
posrisigaioTs sk Buas AT [13, 14, 18].

Mera poOOTH — BU3HAYUTHU TOPMOHAJIbHI MOPY-
menHst y xgopux i3 CIIB, 1110 npnu3BoasTh 10 O5KUPiH-
H#1 Ta fI0T0 IIPOrpecyBaHHs, 3 OAAJIbIION PO3POOKOI0
HOBUX TI/IXO/IIB ZI0 JIKYBaHHSI I MENKO-COIIaIbHOI
peabiitanii TaKUX XBOPUX.

Marepianu Ta MeTOIU

O6c¢resxkeno 24 maiientu Bikom Big 6 10 18 pokis
(y cepemubomy (12,6 £ 5,8) poky) 3 KJIHIYHO Ta reme-
TIYHO miATBepaKennM miarnozom CIIB. /liarros Becra-
HOBJTIOBAJIM 110 KJITHIYHUX BUSIBAX OCHOBHUX 1 /10/1aT-
KOBUX CHUMIITOMIB, TIPE/ICTABJIEHUX B aTJacax KJiHi4-
HOI TeHEeTHKH 5], i Ha OCHOBI 0ATKOBOTO IIUTOTEHE-
TUYHOTO nocikeHHst (kapiotunyBanna Tta JITHK-
METOJIN JOCII/IPKEHHST XPOMOCOM ). 3arajibHa XapakTe-
prCcTHKa 00CTEKEHNX XBOPUX HaBeleHa B TabJL. 1.

Y nmocaipkeHHs 3asryday MAIieHTIB, SIKI TOTiepe/i-
HbO He OTpUMyBaJM JiKyBaHHs. IIpotsirom pocuiz-
JKEHHsI B YCIX XBOPUX OOUMC/IIOBAIN IHAEKC MACH TiJia,
HepeBipsAIy PiBeHb IIKeMil HATIIE Ta IIPOTATOM 100U,
BU3HAYaJIM IikosuiboBanuii remorsiobin (HbA1c, %),
piBenp C-mienrtupy, iHcyminy, koptusodny, [Ipa, mentu-
Hy, TP — 6asasbHuii i crumyJsiboBanuii, [OP-1, Trpeo-
tporiny (TTT) i TupeoimHUX TOPMOHIB, TOHAZOTPOITi-
HiB (smoteinizyBasproro (JIT) i1 domikyroctumysio-
BasibHOro (DCT) TopmoniB) Ta romormcreiny (Imir)
(1abur. 2). IluToreHeTruHi OOCTEKEHHS 31HICHIOBAIM
B MEJUKO-TeHeTUYHUX JsabopaTopiax Ykpainu i
Himeuunsn.

[lin wac aHamidy AaHWX JOTPUMYBAJINCS BUMOT
JI0KA30BO1 MEAUIIMHN Ta G10CTATUCTUKH, 3aCTOCOBYIO-
YU TXO[M Cy4acHOI HeiH(EeKIIHHOI errieMionorii
[2]. CrarucTrunnii aHami3 37IHCHIOBAIN METOIAMH

Ne 3—4 2017
Tabamug 1
3araAbHa xapakTepucTuka xsopux i3 CIB
Moka3Hunk 3HaveHHs
KiAbkicTb xBOpMX, N 24
CepeaHin BiK, poku (o) 12,6 (5,70)
ABAOMIHAABHWI TUMN 24 (100)
OXMPIHHS, N (%)
AT, n (%) 17 (70,83)
IHAEKC Macut TiAa, KT/M2 (o) 47,92 (6,15)
[AlOKO3a KpoBi HaTLle, 4,90 (0,46)
MMOAB/A (o)
HbA1c, % (o) 5,65 (0,78)
MyTauii xpomocom, n =19 (79,166 %) — (del 15 (q11—13))

)_
n =3 (12,50 %)*
n=2@833%)#

n (%), Aokycm

MpumiTka. * TaTOAOriIUHMX 3MiH KapioTUMy He BUSBAEGHO;
# umTOreHeTUHe 0BCTEXKEHHS He MPOBOAMAM.

BapiaIliifHOl CTAaTHUCTUKU 3a JOIIOMOTOI0 IPOTPaMU
Origin 7.5. [l craTucTiaHOl 06POOKHU JAaHUX BIKO-
puctoByBanu kputepiit CtpiozienTa (t) 3 BU3HAYeH-
HSIM MIHIMQJIBHOTO (JIOCSITHYTOTO) PiBHS 3HAYYIIOCTI
(p) ta xputepito Binmkokcona—Manna—YiTHi a5
MasIiuX BUOIpOK. Pi3HUINO MiK ITOKA3HUKaMU BBa)Ka-
JIM cTaTHCTUYHO 3Havytoio npu p < 0,005, mo cBix-
910 11po 95 % BipOriAHICTD.

Pe3sysbraTi Ta 00rOBOPEHHS

¥ Bcix xBopux i3 CIIB BusBIEHO ITepeBaKHO OKHU-
pinHs IIT i IV crynens 3a aGmoMiHaJbHUM THUIIOM,
ame AT 6yma y 17 (70,83 %) xBopux (p < 0,005).
IMopyienHs riikemii HaTIe He BiagMivaau B oO6cTexe-
HOI KOTOPTH TAIliEHTIB, ajle y BCiX XBOPHUX IIiJ[ Yac
[JIIOKO30TOJIEPAHTHOTO TECTY BHUSIBJIEHA CILJIONIEHA
nykposa kpusa. Bomrouac HbAlc Gy y Mexkax
Hopmu y 22 (91,66 %) naiienTis, y BOX XBOPHUX Il
MOKa3HUK OyB Tpoxu miasuiiernm — 6,23 i 6,28 Bix-
MOBi/IHO Ta 3 MOPYIIEHHSAM TOJIEPAHTHOCTI JI0 ByTJIe-
BOJIIB Y HUX.

[TokasHUKM rOPMOHAJIBHOTO 00cTeKeHH st (Tabur. 2)
CBiJlYaTh TIPO COMATOTPOITHY ¥ TOHAZOTPOIHY HEJIO-
CTaTHiCTh, TIpK 11bOMY ToKasHuku [MOP-1 momipHo
3HUKEHI ab0 1epedyBaroTh HA HUKHIA MeXKi HOPMH,
1110 36ira€Tbes 3 AEIKUMU THIIMMU JOC/IIPKEHHSIMU
[11, 13, 14, 17, 25].

Binmomo, 1110 B peryJisiiii romeocTasy Ta eHepreTuy-
HOro oOMiHy, SIKUI IepIl 3a BCe PEryJioe Macy Tija,
GepyTbh y4acTh LEHTpasbHi 1 HepudepruHi MexaHis-
MU, Jie TinoTajaMyc BiJlirpa€ rojioBHY poib. lleHT-
PaJIbHUI KOHTPOJIb BiZIOYBAETHCS 3 yUacTIO eheKTOp-
HUX CHCTEM TOJIOBHOTO MO3KY 3 JIOTIOMOTOIO HEHpo-
MIENTH/IB, MOHOAMiHiB, €HI0KaHabiolMiB Ta iHIIMX
GioreHHux amiHiB. [TepudepruHa peryJsiis eHepre-
TUYHOTO OOMIiHY i ToMeocTasy 3IiiCHIOEThCS CUTHA-
JIAMM BiJl TOPMOHIB, IKi KOHTPOJIOIOTH 06’€M KUPO-
BUX Jieno (JIeNTUH, 1HCYJIH), TOPMOHIB TILJIYHKOBO-
KHIIKOBOIO TPakTy (TJIIOKaroHOmomioHuii mentui-1,
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Tabanug 2

TopmoHaabHe obcTexxeHHst xBopux i3 CIB

INMoka3Huk

XBopi i3 CIB

PechepeHTHi 3HauYeHHs

Aodamit (A060BOT ceui),
HMOAB/AOBY

347 £ 158 (189,75—506,84)

256—3000

[poAaKTUH KPOBI, HI/MA

Yonosikm — 12,93 (10,2—14,7)
>KiHkM — 19,2 (17,85—22,84)

YonoBikn — 3—14
XKiHkn — 3—20

KopTnsoa kposi (BpaHLi),
HMOAbB/A

516, 44 (463,56—549,24)

BpaHui = 171-535

AEnTUH KPOBI, HI/MA 41,23* (29,75—56,88) 18—25
C-nenTmA KpoBi, MMOAb/A 1543,92* (994,91—2864,36) 206—934
Inaekc HOMA-IR 8,56* (5,48—11,68) < 2,5

_ . * —
Inaekc F. Caro n=6:0,21*(0,16-0,25) 0,33 + 0,03

n=18:1,1* (0,82—1,26)

MU, KpOBi, MKMOAB/A

14,6* (9,75—18,98)

< 6 MKMOAb/A

P KpoBi, Hr/MA, 6a30BMi

1,81 + 0,48 [6,18 + 1,46]*

2,14 + 0,44 [12,34 + 1,86]

i [cTuMyAbOBaHWMIA]

IDP-1 KpoBi, HI/MA 226,44 (180,55—278,25) 219—644
TTT kposi, MMO/A 2,84 + 0,48 0,17—4,05
T4 (BiAbHWIA) KPOBI, MMOAbL/A 14,24 + 2,38 11,5—-23,0
AT kpogi, MKOA/MA 2,44 £ 1,06* 10,84 + 3,45
DCT kposi, MKOA/MA 2,56 £ 1,75% 12,36 + 3,66

MpumiTka. * Pi3HMUS AOCAIAXKYBaHMX MOKA3HUKIB CTAaTMCTMUHO 3Havywwa (p < 0,005).

TPeJIiH TOIO) Ta HYTPI€HTIB (TJII0K03a, BIJbHI KUPHI
kuciaotu tomo) [1, 3, 5,9, 14, 24, 26, 28].

Kpim rinoranamyca, BakJIMBY poJib y peryJisiiii eHep-
rooOMiHy i alleTUTy Bifirpae cToBOYp MO3KY, KyIu Oe3-
MOCepeIHbO HAIXOSATh CUTHATHM NP0 HACHYEHICTb.
UucenHi HEHpPOHHI 3B’SI3KM MiXK CTBOJIOM MO3KY i
rimotasaMiuHUMK  sIpaMi 3a6e3MedyioTh ajabrep-
HATWBHY KOMYHIKAI0O CUTHAJIIB TOJIO/LY 1 HACUYEHOCTI
3 rinotasiamycom. Hefipoanaromiuauii 3B’130K MixK
IITYHKOBO-KUIITKOBUM TPAKTOM i MO3KOM 3abesredye
nerous vagus, apepeHTHi BOJIOKHA SIKOTO IepeaaloTh
iH(hOpMaILifo Tpo HAMOBHEHHST IIUTYHKA, PiBEHb TacTpo-
IHTECTUHAJIBHUX TOPMOHIB 1 BITPHUX KUPHUX KUCJTIOT.

Heitpoengokpunosorn BcranoBwan, 1mo A —
HalBaKJIWBIIIUN PETYJISATOP HE JIUIIE CUHTE3Y 1 CeK-
perii TIpJ, a il eHepreTnyHOro GajaHCy OpPraHiamy i
Macu Tisa. BpaxoByioun mopyiieHHs godaminepriv-
HOI peryJsiii 3 MiIBUIIEHHSIM CUHTE3y CEPOTOHIHY i
sumkenuam piBas A 1 TAMK, nmposigny posb y
MaTOTeHEeTUIHUX acrekTax po3BuTKy /1" i oxkupiaHs
BiZIBOAATH 1IpsT IK OCHOBHOMY CTPECOBOMY TOPMOHY
il OpeKcHTeHy, 3 OISy Ha HOTO 0COOJIUBY yJ4acTh B
a/IuIoreHesi Ta BIVIMB HA PENPOAYKTUBHY CHCTEMY i
depruibHicTs |5, 9, 10, 14, 15, 21, 22, 24, 26, 28].

Bimomo, mo IIpsr y monquam cekpeTyeThes He Tijib-
KU B rinodisi, a i B iHIINX OpTraHax i TKAaHWHAX, 30Kpe-
Ma B aINTIONHUTAX, TIePeBakKHO B MAIMKIPHUX 1 BicIie-
pampaux. [Ipn BmmMBae Ha audepeHIliiOBaHHSI He
e 61nx, a i Gypux aAUIIONUTIB, GJIOKYE CEKPELito
AJIMTIOHEKTUHY, TPUTHIUYE TPOAYKINIO iHTEpJIeiKi-
HY-6, MJICHITIOE TTPOYKITIIO JIEITUHY 1 CIIPUSE JIeTITH-
Hopesucrentrocri |9, 10, 15, 24, 26, 28].
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[1lix yac oberexenns nauienTis i3 CIIB BusBaeHo
miaBumienHs IIpa 10 BepxXHBOI Meki HOPMH, a B
17 (70,83 %) xBOpPUX Bi/IMiY€HO TPAH3UTOPHY rimep-
nponakTuHemiio. Ockinbku IIpa — e opekcureHHNn
TOPMOH, SIKUU MIiJIBUIIYE CUHTE3 JIETITUHY 1 CIPUSIE
IHCYJIiHO- ¥ JIENTUHOPE3WCTEHTHOCTI, TO, IMOBIpHO,
came TIpJs Gepe akTUBHY y4acTh y PO3BUTKY 1 IIporpe-
cyBaHHI oxkupinHs B namienTis i3 CIIB. Ha 1ie Takosk
YKasye Ii/IBUIIEeHH, HeXail | He3HauHe, KOHI[eHTPaIlil
IIpa xposi y Bcix narientis i3 CIIB Ta mosutusHa
JIMHAMIKa ITiJ] 9ac KOMIJIEKCHOTO JIKyBaHHSI TaKNUX
XBOPHUX 3a JOMOMOTOIO aroHiCTiB AodaMiHOBHUX
PEIIeNnTOpiB.

Binomo, mio IIpa HeratuBHO BIITMBAE He JUIe HA
CEeKPeIlifo TOHAJIOTPOTIIHIB 3 TTOPYIIEHHIM iX TTUPKA/I-
HOTO PUTMY, a I Ha iHIII TOPMOHU PEMPOYKTUBHOI
cucremu [5, 9, 10, 15, 21, 22, 24, 25, 28] 3 nopy-
I[IEHHSIM eCTPOreH-IIPOreCTHHOBOTO OAJAHCY, a TAKOK
BusB/se Metaboiuni edexTy, 1Mo IPUSBOAATD 10
MTIBUITIEHHS MacH Tija ¥ o’kupiHHs. BusgBieHa HaMu
He3HavHa TiepIpoakTHHeMIsT (JacTilie TPAH3UTOPHA )
npu CIIB, BoueBujib, came i 3yMOBJIIOE MeTaOOIIUHI
edeKTH TimepuposaKTUHEMII, SIKi BUSBJISIOTBCS: TTi/T-
BUIIEHHSM alleTUTY, 10 CHIPUYUHEHO SIK OPEKCUTEH-
M edextoMm IIpa, Tak i 3HMWKEHHSIM €CTPOTEHiB,
TECTOCTEPOHY i KiCIIENTUHY; aKTUBAIEIO aiuIoreHe-
3y 31 3MiHOIO TIpOAyKIlii Ta edeKTiB a[UIOKiHIB,
30KpeMa TPUTHIYeHHSIM CeKpellii aJuIOHeKTUHY, i
3 PO3BUTKOM JIETITHHOPE3UCTEHTHOCTI; 3HUKEHHSIM
eHepro3arpar yHacJiJIoK OPYIIeHHs TpaHcaudepeH-
[ifoBaHHs OLIMX aAUNONUTIB y Oypi; 3HUIKEHHSIM
no0haMiHepriyHOTO TOHYCY; TiePiHCYIIHEMIEIO 3 PO3-
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BuTKOM [P; mopyienHsm enjgorestiaabHol DYHKITI 3
AKTHUBAIIIEIO TTOCTYTIOBOTO 3arajieH s, AUCIIIIeMi€ro,
AT [9, 10].

3asnaveni meraboiuni eekTr rineprpoIaKTHe-
Mii, HaBiTh TpaH3UTOPHOI, y XBopux i3 CIIB y nogamns-
IOMY MOKYTb TPaHC(OPMYBATHCS B PO3BUTOK are-
pockiepody, oxkupinng i I/ 3 yckmapnenusamun
[9—11, 15, 21].

Mera6oniuni edexTy TieprpoJakTuHeMii mocu-
JIIOIOThCS 3a HasgBHOCTI IP 3 inmux mpuywun: rimep-
KoptusoseMmii, gedinury BiTaminy D, mopymieHHs
cunrtedy I'P i IMP-1 ta aBTOIMYHHUX i TeHETUYHUX
aHOMAJIil pPerenTopiB iHCYJIIHY HA TJIi 3HUKEHHS PiB-
uis TAMK i [IA, a tako)k reHeTHIHUX MyTariil 15-1
XPOMOCOMU. YCi BKazaHi YMHHUKH CITIOCTEPIraroThCs
mpu CIIB.

BusiBjiene HaMU CTAaTUCTUYHO 3HAUYYIIE 3HAUHE
migsuieHHs pisaa C-nentumy, ingekcy HOMA-IR i
HU3bKI Ta BiAMIHHI Big HOpMU (3HAYHO 3HUKEHI 200
Ha/MipHO TiaBuIeHi) nokazuuku ingexcy F Caro, a
TAKOK CYTTEBE IIi/[BUINEHHS JIENTUHY B KPOBI ITiJI-
TBEP/KYE IHCYJIHO- 1 JIEMTUHOPE3UCTEHTHICTh Y
narientis i3 CIIB [4, 7,9, 11, 14, 15, 17, 25, 26], o
TEX 3YMOBJIIOE PO3BUTOK i MPOrPECYBaHHS B HUX
OKUPIHHA 3 YCKJQJHEHHSIMH. 3MiH aHAJOTIYHUX
[OKa3HUKIB IIPU aJliMEHTaPHO-KOHCTUTYIiITHOMY a6o
rinoTajaMivyHOMY OKMPIHHI JTOCJITHUKN HE BUSBJIS-
au [1, 3, 4,9, 11, 14, 17, 23—26].

Orixke, cepesl OCHOBHUX TIPUYHH, IO IPU3BOJSTD /10
oxupinusg npu CIIB, Bugisnsiotses 1P i genTuHope-
3UCTEHTHICTb, SIKi 3yMOBJIEH] B TAKUX XBOPUX He JIHIIE
reHEeTHYHUMU YUHHUKAMU, a I TOPYIIEHHSIM CHHTE3Y
netipomemiaropis IITHC, 3okpema miiBUIIEHHSIM CeKpe-
1ii cepotoniny i 3umwkenusMm /A i TAMK 3 nopasns-
muM pos3BuTkoM /[T 3 ycimMa KIIIHIYHUMHU BUSIBaMU,
0CO0JIMBO TIPOrPECUBHUM OKUPIHHAM. Bigomo, mo
ocHoBoIO TatoreHesdy /[T € mopytrenHs ¢iziosorivHOTO
3BOPOTHOTO 3B’3KY MiK IEeHTPAJIbHUMU 1 ieprudepud-
HUMU €HIOKPUHHUMHU 3aJI03aMH 1, SIK HACJIiIOK, KOH-
HeHTpalis nepudepuyHux TOPMOHIB, 0COOIUBO TOP-
MOHIB Ha/[HUPKOBUX 327103 (HacaMIiepes KOPTU30y) i
IIpo, 110 He 36iraeTbes 3i CTyIIeHEeM aKTUBALIl rinoTa-
JIaMiYHIX TOPMOHIB 1 TPOITHUX TOPMOHIB Tirmodiza. Mu
TAKOK BUSIBUJIM HE3HAUHE IiBUINEHHS (TIePEeBasKHO
JI0 BEPXHBOI MeXi HOPMATUBHUX TOKA3HUKIB) PiBHS
KOPTU30JLy i, IK yske OyJl0 3a3HAYeHO, IiABUIIEHHS
ITps ab6o TpaH3UTOPHY rineprposakTuHemMiro. Taki
TOPMOHAJIBHI 3MiHM MiZITBEP/UKYIOTH MOPYIIEHHS CUH-
Te3y HeiipoMesiaTopiB — ceporoniny, A i TAMK, saxki
crpustiorh po3BUTKY /II' 3 oskupiHHSAM y MallieHTiB i3
CIIB. Kpim Toro, 06cTesKeHHs Naii€HTiB BUABUIO CTa-
TUCTUYHO He 3Hauyllle 3HMKeHHs KoHleHTpaiii /JA B
1000Biit ceui. YeTBepo XBOPUX OOCTEKYBAIM IOAO
KOHIIEHTPAIlii CEPOTOHIHY Y KPOBI 11 BUSBUJIN TIOMipHE
itoro migsuienus. OQHAK, BpaXOBYOUN Masy BUOIPKY
00CTeKEHNX, BUCHOBKU CTOCOBHO 3MiHM KOHIIEHTPAIIii
CEPOTOHIHY POOUTH 3apaHO.

ImogipHo, came ripu CIIB nopytiryeTbcs B3aemotist
MiK TIEHTPaJbHUMU i TepUDEPUIHUMI €HAOKPUHHHI-

N° 3—4 2017

MU 3a7103aMU HA TJIi 3HUKEHHSI CUHTE3y HelipoMesria-
topiB [IA i TAMK, mo 3ymoBmoe possurok /(I 3
nopytieHHsiM (yHKIli Mali’ke BCiX €HJIOKPUHHUX
327103, 3MiHAMU PEIENTOPHOI YyTIMBOCTI TKAHUH /10
TOPMOHIB 3 ITOPYIIEHHSIM JIiITiTHOTO, BYTJIEBOJHOTO Ta
61JIKOBOTO OOMIHY i B IOZAJIBIIOMY IIPOrPECYBaHHSIM
OKUPiHHS, rimoronaansmy (y naiieHTiB 060x craTeii)
3 YCKJIQJHEHHSIMU — aKCeJIEPaIli€lo aTepOCKIepo3y,
I 2 Tumy, 6esmrigasam. KpiM toro, y naimieHTis i3
CIIB mijg yac reHeTMYHOro OOCTEeKeHHI BUIBJISINA
3MiHU TeHiB came 15-1 XpoMOCOMH, II10, BipPOTiZHO, TeX
cripusie O>kUpiHHIO 1 po3BuTKy /I’ 3 yckimaanenusamu
[3, 5,6, 11, 23, 25].

Topmonasbhi obcrexenns B nanientis i3 CIIB
paHillle TPOBOAWIN YaCTKOBO I TEPEBa’KHO JOCJII-
skyBasn cekpettito I'P i IMP-1. Kpim Toro, BcTanosJie-
HO KOPEJISLio abaoMiHAILHOIO OKUPIHH 3 Aedilu-
TOM CTaTEBUX CTEPOI/iB, 30KpeMa aHAPOTEHiB, Ta iX
BIJINB Ha PO3BUTOK Horo yckyamHensb [1, 3, 4, 9, 11,
17]. Hama pobora IiATBEpIKy€E IPOBejeH] paHilie
JIOCTIJIPKEHHST, SIKi BUSIBUJIN 3HM)KEHHSI COMATOTPOII-
HOI (yHKIIi1 Tinodisa pisHOTO cTyIeHd — BiJl He3HAY-
HoTO sledinuTy 10 BUpaskeHoi HejmocratHocTi [P i,
Bigmosigmo, IOP-1.

¥ Hammomy ocstizpkeHi BiiMIYeHO CTaTUCTUYHO 3Ha-
yyIIe 3HIKEeHHs KOHIeHTpallii ronazoTporniniB — JIT' i
ODCT y kposi namieHTiB 000X craTeii, 1110, 30KpeMa,
MO:KHa PO3IIHUTH SIK BUSIB 3HIKEHHS CEKPEITii Helipo-
tpancmitepiB TAMK i JIA B IIHC i ix HemocraTHiit
BIUTMB Ha CHHTE3 TOHAJOTPOIIH-PENTi3UHT TOPMOHIB
rimorajamyca Ta MiABUINEeHHS cuHTedy I[lps, saxwmii
CBOEIO YEPTOI0, KPiM 1HITIOTO, 3HUKYE PEIENTOPHY YyT-
JuBicTh crateBux 3ano3 mo aii JII' i OCI, mo Takoxk
MIPU3BOJIUTH JIO MTOPYIIEHb PEMPOLYKTUBHOI CUCTEMU.
Tomy B martienTis i3 CIIB BizmiuatoTh He Jutire rinoro-
HaJu3M, a ¥ TIoTeHiTai3M Ha TJIi OKUPIHHS.

¥ HayKOBUX IOCJI/KEHHSIX 13 HEHPOEHIOKPUHOJIO-
ril MOBelleHO TPUHANEKHICTh HEWPOMEIiaToOpiB 10
HeMPOEHOKPUHHOI iHTerPaTUBHOI il HEHPOHIB, SKi
PETYJIIOI0Th CEKPeIlito TPOITHUX TOPMOHIB Tinodiza. [[o
X HelpoMemiaTopiB HaJleKaTh HOPaApeHasiH, ajpe-
nautie, /1A, cepotonin, TAMK, rictamis, alie TUIXOJTiH,
comarocrarut, Tuposibepun (TPT), koprukosidepux
(KPT), comaroibeput TOm0. 3-TIOMiXK HepeiyeHnx
HEpPOMe/iaTOpiB TIepIIOYeproBO PeTyJIioTh eH/I0-
KpuHHI (DYHKIIIT i B3BAEMO3B’SI30K MiXK TIITOTATaMYyCOM,
rinodiszom Ta nmepudepuIHIMU eHJOKPUHHUMHA 32710~
samu cepotoHil, /A, TAMK, comarocratun, TPI i
KPT. ITig uac o6crexkenns nauienTis i3 CIIB BusiBie-
HO 3HWKeHHS /[A 3 BiATOBIZHUMY 3MiHAMU CEKPeEIii
3aJIe;KHUX BiJl HbOTO TOPMOHIB. OCKIiIbKHU TirmoTaja-
MYC PETyJIIO€ MePioANIHICTh (hi3i0JOTIYHUX MTPOTIECiB
i peaxiiiif, Ma€ IEHTPU CHY i aKTUBHOCTI, TOJOMY i
HAaCUYEeHOCTI, TEPMOPETYJIsAIii, (HOPMYE 3aXMCHI pPeak-
mii (THIB, cTpax) Ta CHUHTE3YE PUJII3MHT-TOPMOHU
(1ibepuHu i cTaTHHNM), SIKI PETYJIOI0Th QYHKIIIO rilo-
diza Ta mepudeprnIHUX eHJIOKPUHHNAX 3aJI03, TO OUe-
BUHO, 1o ipu CIIB Ha 111 TTiIBUIIEHHS CEPOTOHIHY i
sumkenHst cunredy A i TAMK dopmyersca [T 3
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migsuierasM cuntedy [Ipa, KPT 31 crumyssiiero
CUHTE3Y KOPTH30JIy HAJHUPKOBUMHU 3aJI03aMU i, SIK
HACJI/I0K, PO3BUBAETHCS IHCYTIHO- W JIENTHHOPE3UC-
TEHTHICTD 13 TIOPYIIEHHSIM BYTJIEBOJHOTO i eHepre-
THYHOTO 00MiHy 3 Timepdariero i Manidecraiie Ta
[IPOTPECYBaHHIM OKUPIHHA |5, 22, 25, 26].

Omsxe, npu CIIB na i AT BinOyBaerbest 361 y
(byHKITIOHYBaHHI PI3HUX CUCTEM OPTraHi3MYy, 1[0 BUSIB-
JISETBCS TOPYHIEHHSIM I[EHTPIB MapacuMIIATUYHOI i
CUMIATUYHOT HEPBOBOI CHUCTEMH, SIKi PEryJIol0Th
po6oTy cepls, TOHYC M'SI3iB 1 CyIWH, 3iliICHIOIOTH
TEPMOPETYJIATIII0, KOTHITUBHUM 1 eMOIIIHNN KOHT-
POJIb ATIETUTY, KEPYIOTh TICUXOEMOIITHUM CTAHOM, 1110
MPU3BOUTH JI0 TIMOTOHII, TTOpyiieHHs (YHKINT A1-
XaHHS 3 alTHOe BBI CHI, cepIieBO-CY/IMHHOI i TUXaTbHOI
HEIOCTATHOCTI, TIOPYIIEHHS] TEPMOPETYJISALT Ta are-
TUTY i, TK HACJIIOK, TPOTPECYBAHHS OKUPIiHHSI.

Haii6inbin BupaseHi i 3HaUy I 3MiHH TOPMOHAJIb-
HUX TIOKa3HUKIB 1 kiiHiuHy kaptuny /I Mmu Bin3Ha-
yuian B ycix mamientiB i3 CIIB, xoua mnepBuHHUI
rinorupeo3 6yB Busisnenwii auimie B 4 (16,66 %), a
Bropunnuii — y 9 (37,50 %) narienris, me B 11 Biz-
Mi4eHO €yTHPEO3.

Y neskuxX XBOPHMX BUSIBJISLIA HE3HAUYHO 3HUKEHWIA
piBenb BimbHOTO T4 TIp1 HOpMaTBHUX TIOKasHUKax TTT
i 3HauyHe migsuienHs Tvi. OcobaMBO Taki gBUIA CIIO-
CTepITafoThCs 32 HASIBHOCTI B MAllieHTa HoponediuTy
abo B pasi Mawidecraiii BTOPMHHOIO TilOTUPEOSY.
[TigBumenns [MI1 Bzl TOMiPHOTO 0 3HAYHOTO BUSIBUJIN
B ycix marienTiB i3 CIIB. Bigomo, mo 3navne migBu-
1meHHst piBHst [MI| GesrocepeIHbO HEraTUBHO BILIMBAE
Ha eH/IOTeJIiH Cy/IUH i CTIPUSIE PAHHBOMY aTEPOCKIIEPO3Y,
HaBITh 32 HU3bKOTO X0JIlecTeprHy B KpoBi. limBuienHs
vy Takox ranmemye cunte3 TAMK B ITHC i 3Hmkye
Yy TJIUBICTB perenTopis rinortazamyca o TAMK i IA Ta
neprepudaHIX PelenTopiB TKaHWH 0 BitamiMmy Bs i
oJTiEBOI KHUCJIOTH, IO CBOEIO YEPTOI0 MTPU3BOAUTH /10
sHmkenHst aktuBHOCTI ITHC i po3ymoBoi misibHOCTI,
MaHicecrartii i mporpecyBanss J[I' 3 0:KUPiHHSM i TiTO-
TOHA/IU3MOM, ITPOTPECYBAHHST aATEPOCKIIEPO3Y, CEPIIEBO-
CYZIMHHOI TIATOJIOTII Ta PO3BUTKY CEPIIEBO-MXATBHOI
HEJIOCTATHOCTI 1, SIK HACJI/IOK, PAHHBOI JIETAIBLHOCTI |5,
24, 26]. Takosx piBenb [MI1 miZIBUIIYy€E€THCS 32 HASBHOCTI
cTeaTorenarosy, o cnocrepiraerbest i mpu CIIB.

3’dacyBaHHS TinoTasaMo-TinodisapHUX TOPYIIeHb
BiIKpUBAE HOBI NMPUYMHHO-HACJIKOBI 3B’SI3KM MixK
MaHidecTallielo OKUPIHHS Ta akKceJepalli€eio aTrepo-
CKJIEPOTUYHO-CYIMHHUX 3aXBOPIOBAHb i PO3BUTKY
yckiaanens y namienTis i3 CIIB i, oTxe, 1ae Mmoxan-
BiCTbh 3/IHCHNUTHU JIOTIThHE 1 e(heKTUBHE JTIKYBAHHS B
MOE/IHAHHI 3 MCUXOCOIAThHOI0 KOPEKIIEID TaTOJIO-
TIYHOTO CTaHYy.

Pexomennartii
nro/1o JikyBaHHs nanientis 3 CIIB

JlikyBanHs nauienTis i3 CIIB mae 6yTi KOMILIEKC-
HUM, PO3IOYATHUM SIKOMOTa paHilie (6akaHo Ha mep-
IIOMY POIIi JKUTTST), 3 a/[eKBATHUM XapuyBaHH:IM, i3
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KOHTPOJIEM XapuoBOl MOBEAIHKHA U PEXUMY, Y TTOE-
HaHHI 3 /1030BaHUMHU (Di3WYHUMU HABAHTAKEHHSIMU,
i3 6a30BOIO Tepalmicro, sKa OXOILIIE MperapaTu
TAMK, BitaminiB B; i Bs, domieBoi kucmoru, ;Kupo-
po3unHHUX BiTaMiHiB D i A Ta 3 KOpPEKIli€o BUsIBJIIE-
HUX TOPMOHAJIBHUX TIOPYIIIEHb.

[l parioHaTbHOTO PAaHHBOTO KOMILJIEKCHOTO JIi-
KyBaHHsI HeoOXiZHO sskoMora paHiiie ussutu CITB.
Tomy motibHO BCiX /IiTEll MEpIoro PoKy KUTTS 3
TIIOTOHIEI0, 3HWKEHHSIM pedJeKciB, TOpPYIIeHHSIM
dyHKIIT AuxaHHSA [ aKpOMIKpielo 06OB’SI3KOBO KOH-
CyJIBTYBaTU B TEHETHKIB i3 MTPOBEIEHHIM BiIIOBII-
HOI0 XPOMOCOMHOIO i T€HETHYHOr0 OOCTEKEHHS 3
METOI0 BHABJEHHSI aHoMasmiin 15-i xpomocomu i B
€H/IOKPUHOJIOTIB 13 TPOBEJIEHHSIM JI0JIATKOBUX FOPMO-
HaJIbHUX JIOCJi/P)KeHb — BU3HAUEHHAM IJiKeMii, I'mii,
I'P, IOP-1, IIpn, koprTusony, iHcyminy (iHaexc
HOMA-IR), C-ienrtuuy, 1enTuny.

¥ narientis i3 CIIB BusiBneno incysrino- i jentu-
HOPE3NCTEHTHICTh, TPH 1bOMY HAWBUPAKEHIIIT 3MiHN
KOpeJIIoIoTh 31 cTyrnmeHeMm okupiHHA. [IporpecusHi
Bucoki piBai C-nentumy, ingexkcy HOMA-IR mosxkna
BBakaTu Mapkepamu po3sutky I1/] 2 Tumy, arepocy-
JIMHHUX YCKJIAJHEHb Ta HECIIPUSTIUBOIO MPOTHO3Y
quist sknTTst namienTis i3 CIIB. Iucynino- it sentuxo-
pesucrentricTs ipu CIIB — moxasHwkm 1st cBOE-
YACHOTO W paIlioHAJIbHOTO NMPU3HAYEHHS TIPENaparis,
110 HOPMaJIi3ylOTh BUSIBJEHI MOPYIIEHHS, 30KpeMa
Bi/IHOBJIIOIOTH PEIENTOPHY YYTJUBICTh JI0 IHCYJIHY.
3 1i€10 METOI0 B KOMIIJIEKCHY Tepariio B TAIli€HTIB i3
CIIB noxatorh npenaparu GiryaHigis — MeTdhopMiHy
TiIPOXJIOPU/T y BIKOBHUX I03aX (Taka Teparris J03BoJie-
Ha 3 3-PIUYHOTO BiKY) Kypcamu 1Mo 3—6 MicsIliB.

Y xBopux i3 CIIB BusBieno nedinmut comaToTpoIi-
Hoi dyHKIii rinodisa, 1o noTpedye 3aMiCHOI TOPMO-
HoTeparii npenaparamu pekombGinantaoro I'P (p-TP)
[16—20, 29]. IIpoTumnokasanusi [Jigd NpU3HAYEHHS
teparii npenaparamu p-I'P y mamientis i3 CIIB raxi:
3HayHe OXUPiHHA (1epebiablleHHs jealbHol Macu
tina Ha 100 % i Giznbine a6o IMT 6Ginbiue 95-ro mep-
LEeHTHUJIS ), TToeiHannd 3 yekuaaaenasamu CIIB (amnoe
BBi CHi, HEaJKOTOJbHA KHUPOBa iHMIABTpAIlis TediH-
KM, TIOPYIIEHHSI BYIJIEBOJHOTO 0OMIHY) Ta BUPaKeHe
MOPYIIEHHS JIUXaHHS 3 AllHOE TSIPKKOTO CTYIIEHS.
Bigomo, mo Tepamis p-I'P crpuse miaBUIeHHIO
6aszaJlbHOrO PIBHS iHCYJiHY, po3BUTKY IP i, Takum
YIHOM, MiaBuInye i 6e3 Toro Bucokuii pusuk IJ1 y
namienTiB i3 CIIB [29]. 3Baxkatoun Ha 11e, XBOPUM i3
CIIB pexomeHIIOBAaHO CHUCTEMATUYHE JOCII/IKEHHS
MOKa3HUKIB BYIJIEBOAHOTO OOMiHY (KOHTPOJIb TJIiKe-
Mil — HarTIe i moCTIpaHAiaJbHOI, CTAHIAPTHUI TJII0-
KO30TOJIEPDAHTHUI TeCT) SIK Tiepes] TI0YaTKOM Tepartii
p-T'P, Tak i mporgarom ychboro Kypcy JiKyBaHHS.
[Tpusnavaoun p-T'P, HeoOXiAHO 3aBKAKU ITaM sSTaTh
PO MOJIUBI pusuky Teparii. Tomy, K i GinbiicTb
€KCIEePTiB-eHIOKPUHOJIOTIB, MU PEKOMEH/IYEMO TTOUH-
natu tepatifo p-I'P B mamienTis i3 CIIB 3 mamux 103
(0,25—0,3 mr/m2/m06y, a6o 0,009—0,012 mr/kr/mo6y)
3 TIOCTYTIOBUM ITi/IBUIIIEHHSIM JIO3H TIPOTSITOM MTEPIITUX
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3—6 MicsIIiB 3 JOCITHEHHSIM CTaHAAPTHOI 03U 3aMic-
Hoi Tteparii 1,0 mr/m2/mo6y, a6o 0,035 mr/kr/moo0y.
ITpu nboMy HEOOXIIHO He JOIYCKaTH BUCOKOTO PiBHSI
IDP-1[16, 17, 19, 29]. Jlikysauus p-I'P mokHa mipu-
3HAYaTH i Kypcamu 1o 3—6 MicsIliB, OCKIJIbKY 11031~
TuBHi ederTr 36epiraloThes yepes 48 MicsliB micss
Bimminm p-I'P [16, 19, 20, 29].

3’gacoBano, mo teparis p-I'P y miteit i3 CIIB no
onHOpiuHOTO BiKYy (y 6—12 MicsIiB) MO3UTUBHO
BIJINBAE HE JINIIIE HA AaHTPOIIOMETPUYHI ITapaMeTpH it
KOMTIO3UITIMHUI CKJIa Tija, a i HA MOTOPHUI PO3BU-
TOK JIMTUHU 3aBJASKH ITiJIBUIIIEHHIO M'SI30BOI0 TOHYCY
[19]. ITokazanns nug 3ynunenss teparmii p-I'P y nari-
entiB i3 CIIB Taki: HEKOHTPOJIbOBaHE TPOTPECUBHE
O’KWPIHHS; TOTipineHHs (YHKINI AUXaHHS BBI CHI;
BizicyTHiCTH pocTOBOrO edekTy (306iIbLIeHHS MBU/I-
KOCTI POCTY MeHIlle 3 cM 3a PiK MPOTSATOM TEPIIOTO
POKY JIIKyBaHHS ); IOCATHEHHS KIiHIIEBOTO 3POCTY.

¥ xBopux i3 CIIB BusiBienuii nedinut roHaoTpo-
IiHiB, M0 moTpeby€e TOPMOHAIBHOI KOPEKIlii B AiTeil
M/ITTITKOBOTO BIKY.

IMigsummenns Ipa abo TpaH3UTOPHY rinepHpoJIaK-
truHeMifo pu CIIB MokHa BBaKaTwm MapKepoM TIpo-
rpecyBaHHS OKMPIHHS U TIMOTOHAAU3MY 3 TOANh-
HIMM PO3BUTKOM YCKJIa/[HEHb TIATOJIOTTYHOTO CTaHY i,
BiANOBIZHO, MOTPeOy€e NOofaBaHHS 10 KOMILJIEKCHOI
Teparnii aroHicTiB s0(aMiHOBUX PeIenTopiB y MiHi-
MaJIbHUX BIKOBUX I03aX KypcaMu 2—4 MicsIIi.

[ligBumenns piBHg ['MIT B KpoBi MOKHa BBasKaTU
YUHHUKOM PUBHKY PO3BUTKY PAHHBOTO aT€POCKJIEPO-
3y #l CepIeBO-IUXaNbHOI HEIOCTATHOCTI Ta HECTTPHSIT-
JINBOTO TIPOTHO3Y i KuTTd narientis i3 CIIB, a
TaKOXK CJIYTYE MMOKA3AHHSIM JIJISI IPU3HAYEHHS TIperia-
patiB domieBoi kucaotu i Bitaminy Bg (TpuBasio) Ta
rernaToTPOIHUX MperapaTis.

Bucokwii piBeHb JIeNTHHY KOPEJTIOE 3i CTYTIeHEM 03KH-
PIHHS 1 CBIUNTH PO JENTHHOPE3UCTEHTHICTH, IO B
nartienTis i3 CIIB Bumarae teparrii mpenapatamu aabga-
JIITIOEBOI KUCJIOTH 1 JKMPOPO3UYNHHUX BiTaMiHiB D i A.

3 MeTOI BIJIHOBJIEHHST MOpPYIIeHoro (HoJIaTHOTO
IUKJy Ta CUHTE3y HelpomemiaTopis, 3okpema [[A i
F'AMK, Ta nnst Hopmautizarntii cuaTesy it cexpertii JIT,
DCT nanienram i3 CIIB nokasani: npenaparu TAMK,
BiTamiau By i Bg; cipkoBmicHi aminokucaotu (MeTio-
HiH, TaypuH ); hOJIiE€BA KMCJIOTA; TIPerapaTu cyabdarTy
IIMHKY Ta POCJWHHI MpenapaTy 3 AodaMiHeprivHOT0
AKTUBHICTIO.

KoHcpaikTy iHTepeciB Hemae.

N° 3—4 2017

BucHoBku

1. ¥V namientis i3 CIIB BusaBiieno sHmKeHHs coMa-
ToTpoiHol (yHKIi rinmodisa, ocobauso B aomydep-
TaTHOMY Billi, 1110 TIOTPeby€E 3aMicHOI TOpMOHOTEpaIIii
npernapataMu p-I'P 3 paHHboro BiKy (OaskaHo, Ha
MEPIIOMY POTIi JKUTTS ), MOYNHAIOUN 3 MAJIUX /103 Ta 3
MTOCTYTIOBUM iX TTi/IBUTIIEHHSIM.

2. ITpu CIIB BusHavaeTbCst iHCYJTIHOPE3UCTEHT-
HIiCTh, sIKa 301LJIBIIYETHCS 3 BIKOM AMTUHU YU M-
JIITKA, i, TAKMM YMHOM, 3yMOBJIE IPU3HAYEHHS TIpe-
naparis MetdopMiny rigpoxaopuay (Kiaac Giryai-
JIiB) y HEBEJMKUX /103aX, TOUMHAIOYH 3 3-PiUHOTO
Biky. Oco0JIMBO Takoro JIKyBaHHS MOTPEOYIOThH
mijuritkn i3 CIIB. Take mikyBaHHS TPU3BOAUTDH He
TIJIBKU /10 3MEHIIEHHST OKUPIHHS, a 1 TOJTINIIeHHS
PO3YMOBHUX 31i6HOCTEN 1 IICHXOJOTIYHOIO CTaHy
namientis i3 CIIB.

3. ¥V namientis 3 CIIB BusgBsieHo He3HauHe 3HU-
JKeHHS odaMiHy Ta, SIK HACJII0K, MiABUIIEHHS KOP-
TU30JIy 1 TPOJAKTUHY B KPoBi ab0 HaBiTh TpPaH3M-
TOPHY TillepIIPOJIAKTUHEMIIO, 1[0 CIIPUIE PO3BUTKY i
porpecyBaHHIO0 OKupiHHA 1 Manigecrarnii /[T 3
yCKJIaHeHHIMU. Taki TOPMOHAJIbHI 3MiHU 3YMOBJIIO-
10Th BKJIIOUeHH B KoMIliekcHy Tepatito CIIB arownic-
TiB 0(haMiHOBUX PEIIENITOPIB Y MAJINX /I03aX.

4. ITpu CIIB croctepiraeTbcs TineproMoIicTeine-
Mis, [II0 CITPUSIE PAHHBOMY aTE€POCKJIEPO3Y i PO3BUTKY
MeTaboIIYHOoI KapaioMionaTii 3 mogasbiioio Mmanidec-
Tanio imemiuHoi xBopobu cepig. Yacro rinepromo-
IUCTEIHEeMIsI CTIOCTEPITAETHCS TTPU 3HUIKEeHHI (DYHKITIi
MUTONOAIOHOI 3a/m03u KM 1pu HogomedinuTi, 1m0
norpebye JoAaTKOBOrO 00CTEKEHHSI eHOKPHHOJIOTa
miteir i migmitkiB 3 CIIB Tta BiamoBimHOI KOpekIii
MOPYIIEHb.

5. BusiBiiena jienrTHHOPE3UCTEHTHICTD Y TAIIEHTIB
i3 CIIB 3yMOBJIIOE 3aCTOCYBaHHSI PUO’STUOTO IKUPY,
BitaminiB /[ i A, B i Bs, mpenapatiB anmbda-J1imoeBoi
kucaotn ta npenaparie TAMK y kommiekcHomy
JIIKyBaHHI MATOJIOTII.

6. PanHst KOMILJIEKCHA, TTATOTEHETUYHO 3yMOBJIEHA
Tepartis, 3 pallioHAIbHUM XapuyBaHHSM Ta JI030BaHU-
Mu Qi3UYHUMHU HaBaHTa:keHHAMH marmienTiB 3 CIIB
JIaCTh 3MOI'Y 3HM3UTH ab0 HaBiTh JIKBiZyBaTH MaTo-
JIOTTYHI BUSABM 1 YCKJIQJIHEHHSI CHHAPOMY, 0COOJUBO
OKMPIHHS, Ta 3HU3UTU PU3UKHU CEpPIeBO-CYANHHOI i
nuxanbHoi HepoctatHocTi ipu CIIB i, oTke, migBu-
HIUTH SKIiCTh )KUTTSI TAKUX XBOPHX.
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[opMoOHaAbHbIE NMPEAUKTOPbI 0XKMPeHUst Npu cuHApome lpaasepa—Buaaum:
HOBble BO3MOXXHOCTU B A€YeHUU AeTel U NMOAPOCTKOB

B.H. NuAunenko
HaumoHaAbHas MeAMUMHCKas akaAemms MOCAEAMITAOMHOro obpasoBatms nmenn MN.A. LLynmka, Kues

Iesb paGoOTBI — OTIPE/EUTH FOPMOHAJIbHBIE HAPYIIEeHHsT Y GOJbHBIX ¢ curapoMom IIpagepa—Buiu (CIIB), npuBogsiinue K
OKMPEHNUIO ¥ €TI0 TIPOTPECCUPOBAHMIO, € MOCJIEMYIONIEN Pa3pabOTKOl HOBBIX MOAXO/O0B K JIEYEHHIO U MEJUKO-COIMATIBLHON peadi-
JIATAINE TAKUX GOTBHBIX.

Marepuaiubt 1 Metoabl. O6cieioBato 24 nanuenta B Bopacre ot 6 10 18 ser, y 19 13 KOTOPHIX AUATHOCTUPOBAHBI JIeJIEIN
15-it xpomocombt (del. 15 (q11—13)) ¢ kmnuyeckumu npogsierusmu CIIB. O6cnenoBanne BKIIOYAN0 ONPeAeIeHne NHIEK A
MaccChl TeJia, TToKasaresiell TAIMKeMIU HATOIAK ¥ Ha MPOTAKEHUU CYTOK, ONpe/Iesisiin Tinkuposanubiii remornobun (HbAlc, %),
yposHu C-TenTra, HHCYIMHA, KOPTU30JIa, TPOJTAKTHHA, JENTHHA, TOPMOHA POCTa — Ga3aIbHBII 1 CTHMYJIMPOBAHHDIN, HHCYIH-
HOTI0106HOTO (hakTOpa pocra-1, THPEOTPOITIHA U THPEOUIHBIX TOPMOHOB, ToHa0TponnHOB (JIT, DCT’) 1 romonucrenta.

Pesyabrats! u 06cysxaenne. Y seex maipentos ¢ CIIB BusiBreno oxupenne 111 u IV cremnenu, 70,83 % umenn apTrepraibHyio
runepren3uio. VHCynInHo- 1 JIeNTHHOPE3UCTEeHTHOCTD Ha ¢oHe HedunuTa TOPMOHA POCTa ¥ TOHAOTPOIINHOB U, KaK CJIe[CTBUE,
THITOTOHAOTPOITHBINA TUTIOTOHA/N3M, BBLISIBIEHBI Y BCeX O0ubHBIX. [IposiBienus mucdyHKINM THHOTaTamyca (HEHpOsHIO-
KpuHHOOOMeHHas hopma, 1-it niin 2-i KIMHUYECKUiT BapHaHT) HaGJIO/QIICh B TOJTHOM 00bEME, XOTsI Y HEKOTOPBIX MAIlMEeHTOB
(2 marenTa BospactoMm 11 1 14 jeT) He BBIABICHO AUCIUIHMAEMIN Uy 9 HAIMEHTOB He OTMeYasN HapyIIeH!s TOJePAHTHOCTH K
YIJIEBOZIAM, XOTSI [JIOCKAsT TIIMKEMUYECKasi KpUBasi HAOJI0/Ialach Y BCeX MalueHToB. [MIeproMonucrenHeMus BbIsIBJIEHA Y BCEX
narmentoB ¢ CIIB, ocobenno npu runoripeose. [Ipu CIIB BbisiBI€HO HE3HAYNTETBHOE MOBBIIEHIE KOPTU30JIA U MTPONAKTIHA B
KpoBu, a 'y 70,83 % GosibHBIX HAGJIIO/[A/IACH TPAH3UTOPHAS TIIEPITPOJIAKTHHEMISI, KOTOPAsk UTPAET OCHOBHYIO POJIb B PA3BUTHH 1
MPOTPECCHPOBAHIN OKUPEHHS C OCTOKHEHISMU ¥ YCHJINBAET MPOSIBJIEHUS THITOTOHA/IN3MA.

BbiBobI. AHAIM3UPYSI OKA3ATEN TOPMOHAJIBHBIX U MeTabONMIECKUX HAPYIIEHUH MPEJIAraloTCsl TATOTeHETHYECKH HOBbIE
No/IX0/1bI K Jtedennto naiueHTos ¢ CIIB Ha done menxoconmaabHON KOPPEKIMH TTaTOTOTHN.

Kmouessie cioBa: cungpom [Ipagepa—Buim, oxupenue, AnchyHKINS THIIOTAIAMYCA, HHCYJIUHOPE3UCTEHTHOCTD, JIEITUHO-
PE3UCTEHTHOCTD, THIIOTOHA/IN3M, JledeHue cuHapoMa IIpagepa— B
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Hormonal predictors of obesity against Prader—Willi syndrome:
new opportunities in treatment of children and adolescents

V.M. Pylypenko
Shupyk National Medical Academy of Postgraduate Education of the MHC of Ukraine, Kyiv

Objective — to identify in patients with Prader—Willi syndrome (PWS) hormonal disorders that lead to obesity and its
progression with subsequent development of new approaches to treatment and medical social rehabilitation of such patients.

Materials and methods. 24 patients aged 6—18 years were examined; 19 of them were diagnosed with deletion of chromosome
15 (del. 15 (q11—13)) with clinical manifestations of PWS. In the course of research all patients were subject to body mass index
calculation, checking of glycemic level in the fasted state and throughout the day, determination of glycated hemoglobin
(HbA1c, %), level of C-peptide, insulin, cortisol, prolactin, leptin, growth hormone — basal and stimulated, insulin-like growth
factor-1, thyrotropin and thyroid hormones, gonadotropins (LH, FSH) and homocysteine.

Results and discussion. In every patient with PWS obesity of III and IV degree was identified, 70.83 % had arterial
hypertension. Insulin resistance and leptin resistance against deficiency of GH and gonadotropins and, as a consequence,
hypogonadotropichypogonadism, was identified in all patients. Manifestations of hypothalamic dysfunction (neurometabolic
endocrine form, 1st or 2nd clinical version) were observed in full form. However, in certain patients (2 patients aged 11 and
14 years) there was no dyslipidemia identified while in 9 patients there were no noted disorders of carbohydrate tolerance, despite
all patients displaying flat glycemic curve. Hyperhomocysteinemia was identified in every patient with PW'S, especially against
hypothyroidism. There was an insignificant increase of cortisol and prolactin in blood against PWS, while in 70.83 % of patients
was observed a transient hyperprolactinemia, which plays a key part in development and progression of obesity with complications
and aggravates manifestations of hypogonadism.

Conclusions. Based on analysis of hormonal and metabolic disorder values, pathogenically new approaches are proposed to the
treatment of patients with PWS against psychosocial correction of pathology.

Key words: Prader—Willi syndrome, obesity, hypothalamic dysfunction, insulin resistance, leptin resistance, hypogonadism,
treatment of Prader—Willi syndrome.
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