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B cTaTbe npenctaBneHo KAMHMYeCKoe HabMAeHUe Cyvas XMPYPruyeckoro fe4eHus OXupeHus npu cuHapome lMpane-
pa - Bunnu -Jlabxapta (PWS). Y naumMeHTKM UMenucb xapaktepHbole GpeHoTunuyeckne 0cobeHHOCTM 3aboneBaHus: HU3KUN
pOCT, y3Kas BMCOYHAA YacTb Yyepena, gonuxouedanus, akpomukpus. Habnopganacb 3aiepxka NCMXOMOTOPHOIO pa3BUTHUS,
runoroHaansm. M36biTo4Has Macca Tena oTMeyanach C Tpex JIeT C MoCTerneHHbIM nporpeccupoBaHnem oxunperus. K 23 ro-
nam npu pocte 150 cm, Bec — 159 kr (MMT — 70,7 kr/m?). ConyTcTBYtOLLAs NaTosorms 6bina npefcTaBieHa apTepuanbHOM
runepTeHsnen, caxapHoiM auabetom 2-ro Tuna, GpoHXMaNbHOM acTMOW. [ToKa3aHMeM K XMPYPruyeckoMy NeyeHuto SBASI0Ch
obycnosneHHoe cuHapomom lpagepa - Bunnu - Jlabxapta mopbugHoe (Il cteneHun) oxxmpeHue, OCNOXKHEHHOE Pa3BUTUEM
ACCOLMMPOBAHHBIX C M3ObITOYHOM MACCOM TeNla U He NOAAALWMXCS MeAMKAMEHTO3HOW Tepanuu 3abonesaHuii. Nocne npo-
BeeHUs ANUTeNbHON (TpexHeaenbHOM) npefonepauuMoOHHOM MOATrOTOBKM, HAMpPaBNEHHOM HA KOPPEKLUMI0 NpOSBAEHWUN
OpPOHXMANbHOM acTMbl M COMYTCTBYHLWMX OXMPeHUO 3aboneBaHui, Oblia BbINOSHEHA NlanapoCcKonMyeckas NpoaosibHas
pesekuns xenyaka. Boilbop MeToamku onepauuun onpepnensncsd ee natoreHeTM4ecko 060CHOBAHHOCTLIO (yaaneHue 60b-
el YacTu XenyaKa, npoaAyLMUpYIOLLER FPennH), TSKeNbIM KOMOpOouaHbIM GOHOM (OrpaHMYMBAIOLLMM BPEMS XMPYPrUYeCcKoro
BMeLlaTeNbCTBa) M Tkenon runepdarnert (TpeboBaslue BbINOAHEHUS NPOLLEAYPbl C NPEUMYLLECTBEHHO PeCTPUKTUBHbLIM
MeXaHW3MoM aencTsus). NocneonepaumoHHbIv nepuos npoTekan 6e3 ocnoXHeHui. ocne onepauuu nauueHT oTMedvan
yMeHblUeHMe anneTuTa, 3HauuTenbHO obnerynnoce cobnofeHne pexunma nutaHusa. Yepes ron nocne nanapockonuyeckon
NpoAO/IbHOM pe3eKL MM xenyaka noteps Beca coctaBuna 59 kr. boina goCTUrHyTa peMmnccmns cConyTCTBYOWMX 3a60neBaHUN.
MonoxutenbHoe BAMSHME Ha MeTabonuyeckuit npoduab NMO3BOASIOT paccMaTpuBaTh NAaNapOCKOMMUYECKYD MPOAONbHYIO
pe3ekumio xenyaka kak 3dpdeKTUBHbIA MeToA NeYeHns NaumMeHToB ¢ cMHapoMoM [Mpaaepa - Bunnu - labxapra.

Kntouesble cnoBa: cuHapoM lMpagepa - Bunnu —Jlabxapta; oxupeHue; runepdarung; Metabonmyecknini CUHAPOM; NPOAOIb-
Has pe3eKkuus Xenyaka.
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The article presents clinical case surgical treatment of obesity in the patient with Prader-Willy-Labhart syndrome (PWS).
The patient had characteristic phenotypic features of the disease: low growth, narrow temporal part of the skull,
dolichocephaly, acromicria. There was a delay in psychomotor development, hypogonadism. Excess body weight was
noted from three years old with a gradual progression of obesity. Now patient is 23 and her weight is 159 kg with an
increase of 150 cm (BMI 70.7 kg/m?). The co-morbidities were represented by arterial hypertension, type 2 diabetes
and bronchial asthma. The indication for surgical treatment was the morbid (Il degree) obesity by the Prader-Willy-
Labhart syndrome, complicated by the development of diseases associated with overweight and non-medicated therapy.
After a long (three-week) preoperative preparation aimed at correcting the manifestations of bronchial asthma and
obesity-related diseases, laparoscopic sleeve gastrectomy was performed. The choice of the procedure of operation was
determined by its pathogenetic reasonability (resection the most part of the stomach, which is producing ghrelin), and
severe comorbid background (which is limiting the time of surgery) and severe hyperphagia (which is requiring a pro-
cedure with a predominantly restrictive mechanism of action). After operation period flowed without complications.
The patient noted decrease of the appetite and the relief keeping nutrition's regime. A year after laparoscopic sleeve
gastrectomy the patient achieved reduction of 59 kg body mass and remission of co-morbidities. A positive effect in
metabolic profile allows us to consider laparoscopic sleeve gastrectomy as an effective method for treating patients

with Prader-Willy-Labhart syndrome.

Keywords: Prader-Willi-Labhart syndrome; obesity; hyperphagia; metabolic syndrome; sleeve gastrectomy.

Cungpom Ilpagepa—Bumu—Jlabxapra (Prader-
Willi-Labhart syndrome, PWS) — wmynbrucucremuoe
HACJIEZICTBEHHOE 3a00JIeBaHWE, BIIEPBBIE OIMMCAHHOE
B 1956 1., mpUIMHON KOTOPOTO SIBIISETCS OTCYTCTBHE
OTLIOBCKOM KOMMU y4yacTka XxpomocoMmbl 15q11-13.

Berpewaercst nanHoe 3aboneBaHuEe HE3aBHCUMO
OT PacoBOM WJIM T'€HIEPHON MPUHAICKHOCTHU, B CPEe-
HeM y 1 u3 15000-25000 »uBBIX HOBOPOXKIACHHBIX.
BonbmuHCTBO citydaeB OONe3HH SBISIOTCS CIIOpa-
YECKUMH, TO €CTh OOYCIIOBJICHBI BHOBBH BO3HHKIIICH
MyTalnuell B ykasaHHoOU xpomocome [3, 7, 9, 10].

Cungpom Ilpanepa—Bunnn—Jlabxapra — camast ya-
CTas TeHeTHYecKasi MPUIMHA OKUPEHHS. YK B JETCKOM
BO3pacTe y BceX OONBHBIX pa3BHBACTCS THIepdarsi,
00yCJIOBTICHHAs] THIIEPIPONYKIMEH TpeirHa (TOpMOHA
ronoza), BeipabareiBaeMoro P/D1-kierkamu ciu3ucToi
00oouky kemyaka. [ urepdarust mporpeccupyer ¢ Bo3-
pacToM ¥ K 5 romaM TpHOOpETaeT THKEIBIA XapakTep
C pa3BUTHEM IOCTOSHHOTO YyBCTBa romnoja. bes crpo-
TOr0 OrpaHUYEHUS MHIIU OXHUPEHHE CTAHOBUTCS MOp-
OHMTHBIM C TIOCIIIYIOIUM PAa3BUTHEM TSKEIBIX OCIIOK-
HeHuil. Bce 3TO mpHBOIMT K paHHEW WHBAIUAHOCTU
W 3HAYATEIILHOMY COKPAIEHHUIO MPOJOIDKUTEIIEHOCTH
)ku3Hu. CMepTh TakuxX OOJBHBIX MPEUMYIIECTBEHHO
CBsI3aHA C OCJIOKHCHUSIMHU OKUPEHHUS: CaXapHbIM Jrade-
TOM 2-TO THIIA, IBIXaTeIIbHOW HEIOCTAaTOYHOCTHIO U Cep-
JIEYHO-COCYIMCThIMU 3a0oneBanusmu [1, 2, 6, 9, 10].

HeaddextuBHOCTh KOHCEPBATUBHOW TEpamuu MpHU
cBs3aHHOM ¢ PWS oxxupeHun u pa3BUTHE COIYTCTBY-
IOIMX M30BITOYHON Macce Tesia 3a00JIeBaHMA CITy:KaT
MOKa3aHNEeM K XHUPYPTrHYeCKOMY JIEYCHHIO, KOTOPOE
B HACTOAIIEEe BPEMs CIIEAYyeT CUHUTAaTh ETUHCTBEHHO
pe3YJIbTAaTUBHBIM BUIOM JICUCHUS TPU NAHHOM IaTo-
noruu [5, 8].

B cBsi3u ¢ OTHOCHTENBHO HEOOJBIION YacTOTOH
pactpoctpaHeHHOCTH  cuHzapoma  llpanepa—Bun-

1 —JlabxapTa B HOMYJISIMH OIBIT OTACIBHBIX KIMHUK
B XHPYPrHUECKOM JICUCHUH OXHPEHHS y MaIMEHTOB
¢ MONOOHBIM 3a00JI€BaHWEM OOBIYHO OTPAHHYUBACTCS
eNVHUYHBIMI WU HECKONBKUMH [1eCATKaMu HaOIro-
nenmit [5, 8].

B cepenune HosiOpst 2016 1. B LleHTp XMpyprudecko-
IO JICUCHHUS O’KUPEHHS U METaOOIMYECKUX HapyIIeHUH
[ICIIGI'MY um. W.I1. ITaBnoBa 0OpaTHIUCh POICTBEH-
HUKH TTaIlMEeHTa XeHCKoro mona, 23 ser (1993 . p.),
ctpanatomiero oxxupenneM Il crenenn va pone PWS.
Poct — 150 cm, Bec — 159 xr (UMT — 70,7 xr/m2,
n30bITOYHAs Macca Tterna — 105,9 kr).

VY manmeHTa UMeNHCh XapaKTepHbIe (eHOTHITHYe-
cKre 0coOeHHOCTH 3a00JIeBaHMs: HU3KUN POCT, y3Kas
BUCOYHAS 4YacTh uepena, onuxonedanus, aKpoMHu-
kpust. OTMeuanach 3aJep)KKa IICHXOMOTOPHOTO pas-
BUTHSI, TUTIOTOHAIU3M.

N30piTouHass macca Tema ormedanach ¢ 1996 r
(TpexyeTHero Bo3pacra) C MOCTENEHHBIM MPOTrPECcCH-
poBanueM oxupeHus. C 3TOTo ke BPEMEHH POAUTE-
JIM TTOCTOSIHHO KOHTPOJHMPOBAJIH MUILEBOE MOBEACHHE,
OCYIIECTBIISUT  CUMIITOMAaTHYECKYI0O MEIHMKaMEHTO3-
HYI0 TEpanuio, TMPEeANPUHUMAIN MHOTOYHCICHHBIC
MOIIBITKA CHUKGHUSI Beca, B TOM YHUCIIE JUTMTEIbHBIN
MpUEeM TPEnapaToB, YMEHBIIAIOMIUX YYBCTBO TOJIOJA,
0e3 JKellaeMoro pe3yJbrara.

[laruenT momryunn cpegnee oOpa3oBaHne B KOPPEK-
nuronHoi mkoire. C 2010 mo 2014 1. padoran Ha mpen-
npustun 1 uaBauaoB. C 2014 1. TpymoBast nesreib-
HOCTB OblJIa MPEKpaIleHa B CBA3H C HEBO3MOKHOCTBIO
MIEPEHOCUTh YMEpPEHHbIE (PU3UYECKHE HATrPY3KH H3-3a
BO3HHUKAIOIIEH BBIPAXKEHHOM OfbIIIKHU. Torja sxke auar-
HOCTUPOBAHBI apTepualibHas TUIEPTCH3HS M caxap-
HBIH qraber 2-ro Tuna (KOMIEHCUPOBAHHBIN TPHEMOM
Merdopmuna 1000 mr B cytku). C 2015 1. nosiBunach
OJIBIIIIKA B TIOKOE.
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[Ipu oO6cnenoBanun B LleHTpe Xupypruueckoro
JICYCHUSI OKUPEHHS M METabOIMYeCKUX HapyIeHUH
[ICII6I'MY um. W.II. IlaBmoBa y mammeHTa OBLT
JIMAarHOCTHPOBAH METa0OJMUYECKUI CHUHJPOM: BBI-
pakeHHOe abIOMUHAIIBHOE OXHpEeHHE (OKPYKHOCTh
Tamuu  — 135 cM), aprepuanbHas TUIEPTEH3USL
(AL 150/90 mm prt. cT.), caxapHblii quabeT 2-To THIA
(TiIroKO3a B IIa3Me KPOBW HATOIMAK — 7,7 MMOJIB/I,
B TeueHue JHS — 110 10 MMOJIB/JI, TIIMKO3UINPOBAH-
HEIH TeMornooun — 6,3 %, C-nentug — 11,6 Hr/Mmi,
uHCyauH — 14,7 MkME/Min). JlononHUTENbHO Y namm-
eHTa ObUIa BbISIBICHAa OpOHXMajbHAs acTMa, aToluye-
CKasi, CPETHETSHKEIIOT0 HEJJOCTaTOYHO KOHTPOIUPYEMO-
TO TEUEHHUSI, C TKEIBIMH 000CTPEHHUSIMU (EKEAHEBHBIC
CHUMIITOMBI, OTrpaHu4yeHrne (U3NUYECKOH Harpys3Kdu,
O®B1-38,6 % ot nomxkHoro, npoda ¢ CanpOyTamo-
JIoM TonoxkuTenbHas — mnpupoct ODBI1 cocraBisn
14,27 %, TUDDOHO — 84,3 %).

[lokazanueM K XUPYyprudecKOMy JIEUCHHUIO OBLIO
oOycnoBnenHoe cunapomoM IlIpanepa—Bunmn—Jla6-
xapra mopOuanoe (III cremenu) oxupeHwe, OCIOXK-
HEHHOE Pa3BUTHEM aCCOLMUPOBAHHBIX C M30BITOUHON
Maccoi Tena W He TOAJAIONIMXCS MeINKaMEHTO3HOM
Tepanuu 3a00JIeBaHUM.

[locne mnmutenvHOW (TpeXHEAENHHOW) Mpenonepa-
LUOHHOM IOJITrOTOBKH, HAIPaBICHHOW Ha KOPPEKLHUIO
MIPOSIBIICHNH OPOHXHAIBHON aCTMBI M COITyTCTBYIOIINX
oxupenuto 3adonesanuit, 05.12.2016 Oblia BbINOJIHE-
Ha JIanapoCKOMMUYEeCcKas MPOIOIbHAs PE3CKLUS JKEeIy/-
ka (puc. 1).

[IpomoneHas pezeknus xenyka (slleve gasrectomy)
MPEATIOKEHA ISl XUPYPTHUECKOTO JICUCHHSI TSKEIIOTO
oxupenus J. Regan, W. Inabet u M. Gagner B 2000 1.

Onepanus npenycMarpuBaer yaanenue 50-70 %
obbema oprana (BmoJib OONBIION KPUBU3HEI) C (op-
MHPOBAHHEM TPYOKH auameTpoM 15-25 MM BHOJB
MaJIO KpHUBU3HBI.

(0
S

Puc. 1. MpoponbHas pesekuus xenyaka (cxema)
Fig. 1. Laparoscopic sleeve gastrectomy

Br16op MeTonuku onepanuy onpeaessuics ee naro-
TeHETUYECKOH 000CHOBAaHHOCTHIO (ymalieHHe OObIIei
YacTH KeIyJIKa, MPOAYIUPYIOMIEH TPENHH), TSKEIBIM
KOMOPOUIHBIM (POHOM (OrpaHUYHMBAIONINM BpEMsI XH-
PYPTHUECKOTO BMEIIATENILCTBA) U TSKEJION Tunepdaru-
el (TpeGoBaBIIeli BBIMOTHEHHUS IPOLEAYPHI C IPEUMY-
[IECTBEHHO PECTPUKTUBHBIM MEXaHU3MOM JICHCTBUS).

ITocneonepamnoHHBIA TTEpHO TIpOTeKan 06e3 oc-
noxHeHui. Ilocne onepanuM DAnUMEHT OTMedas
YMEHBILICHHE aNleTUTa, 3HAUYUTEIbHO OO0JEerdmuiIoch
COOJIIOICHNE PEKUMA TUTAHHA.

Uepes rox Bec marmenTa cocraBi 100 xr (MMT —
44 xr/m?, notepst Beca — 47 % 0T U30BITOYHON MAaCChI
tena). OTMeYanoch 3HaYUTENIbHOE YIIydIllieHHe MeTado-
JAMYEeCKoro mpoQuis: HOpMalH3alUd apTepUaTbHOTO
JIABIICHHS, YIJIEBOAHOTO OOMeHa (TNIOKO3a B IUIa3Me
KpOBHM HaTomak — 4,5 MMOJIB/JI, TIUKO3HINPOBAHHBII
remoriooun — 4,5 %, C-nentug — 4,1 Hr/mi, UHCY-
anH — 5,8 MKME/Mn Ge3 npuema MeaukamMeHToB). Tak-
K€ KOHCTaTHPOBAHO 3HAYUTEILHOE YITy4IlICHHE B TeUe-
HUU OpOHXMAIBHOW acCTMBI: JIETKOE KOHTPOJIUPYEMOE
TEUYEHHUE, PEMUCCUS (CUMITOMBI 3a00JIeBaHUS — pPEXKe
1 paza B megenmto, O®B1 — 73,1 % ot momkHOTO, TIPO-
0a c CansOyramonom orpuuarensuas, TUODOHO —
102,5 %). Perpecc accoumMpoBaHHBIX C H30BITOUYHOMN
Maccoil Tela CHMIITOMOB ITO3BOJIMJ TIAIMEHTY YBEIH-
YUTh (PU3NYECKYIO aKTUBHOCTb ISl TOJJICPIKAHUST OT-
PHILIATEILHOTO YHEPTeTUUECKOro OaaHca.

3AKNIOYEHUE

OnauM u3 TmposiBiieHUi cuHApoMa [Ipamepa—Brir-
mu—Jlabxapra sBISETCS 3HAUYUTEIHHOE TIOBBIIIICHIEC
nponykiuu  P/D1-kieTkaMu  CIU3UCTONH  00OJIOUKH
JKENMyJIKa TPENMHA, NPOTPECCUPYIONIEEe CO BPEMEHEM
U TIPUBOJSIIEE K PA3BUTHIO TSDKEIOTO OXHPEHUS
W aCCOIMHMPOBAHHBIX C M30BITOYHOW MAaccoil Tena 3a-
OoneBannii [1]. OmpaBraHHOCTH (hapMaKoOIOTHUECKOH
KOPpEKIMH M30BITOYHOTO CHHTE3a TpenuHa npu PWS
OCTaeTCsl MPEIMETOM JUCKYCCHH B CBSI3U HEAOCTATOY-
HOM KIMHUYECKOW 3PPEKTHBHOCTHIO M 3HAYUTEITHHBIM
KOJTMYE€CTBOM TOOOYHBIX peaKInid, MMEIOIINXCS Ha ce-
TOAHSIIHUA JIEHh B apceHaje mpemnaparoB [3].

Xupypruueckue BMEIIaTebCTBa, B TOM YHCIIE MPO-
JIOTIbHAS PE3EKIUS KeIyIKa, TPEANoIararolue yaae-
HUe OONbIIeH YacTH MPOAYIHPYOIINX TPEITUH KIIETOK,
MIPENICTABIISIOTCS IMaTOTCHETHYECKH O000CHOBAHHBIMHU
U Ha CETOJHSINHUN JCHb Oe3ajbTepPHATUBHBIMU Me-
TOJAMU JICUCHUS OXKUPEHHsI y TAIUEHTOB C CHUHAPO-
moMm llpanepa—Bummm—Jlabxapra [4].

OnucanHOe BHIIIE KIWHUYECKOE HAONIOACHWE WII-
JIIOCTPUPYET OINpPaBIaHHOCTh M 3PPEKTUBHOCTH BbI-
OpaHHOW TaKTHKH OKa3aHWs MEJIUIMHCKOH ITOMOIIIH
MAIUeHTy C TOKENION maroinorueii, 00yCIOBICHHOM
MOpPOUIHBIM OXUpeHueMm 1pu PWS.
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