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Prader—Willi syndrome: new possibilities for its treatment in the children

E.A. BOGOVA, N.N. VOLEVODZ

DIBY «HAOKPUHOAOTMHYECKUI HayUHBbI LeHTp» MuH3apasa PO, Mocksa

Cunapom lMpaaepa—Buaau (CIB) npeactaBasieT co00i reHeTUHeCKoe 3a00AeBaH1e, FAAaBHBIMM CUMITOMaMKU KOTOPOTO SIBASI-
10TCsl TshKeAasi runepdparusi, NPUBOAsILLIAs K BbIDAXXEHHOMY OXXMPEHUIO, 3aAepXkka pOCTa, XapaKTepHble BHelHne 0CO6eHHOCTH,
CAOXKHOCTU B 0DY4€HMM, MOBEAEHYECKME U MCUXMATpUUecKue npodaembl. B HacTosiee Bpemsi eauHCTBEHHbIM 3¢hhekTUBHBIM
cpeactBom Aeyenusi CINB, 3HaUMTEABHO YAYHLIAIOWMM KAY€CTBO XXM3HU NALIMEHTOB, SIBASIETCS PEKOMOMHAHTHBI FOPMOH poCTa
(p-T'P). MpoBeAeH aHaAU3 MHOTOYUCAEHHBIX MOAOKNTEABHDbIX 3(DHEKTOB M BO3MOXHbIX puckos Tepanuun p-I'P npu CIB.

Katouesbie croBa: cuHapom [Npasepa—Buanm, 3asepxka pocta, OXMUpeHue, KOMMNO3ULMOHHbIA COCTaB TeAd, FOPMOH poCTa, arl-
HO3.

Prader—Willi syndrome (PWS) is a genetic disease characterized by such symptoms as severe hyperphagia leading to marked
obesity, growth retardation, peculiar outward appearance, cognitive disorders, behavioural and psyschiatric problems. At
present, recombinant growth hormone (rGH) is the sole effective agent for the treatment of PWS; it significantly improves the
quality of life of the patients with this pathology. Numerous beneficial effects and possible risks of rGH therapy of PWS are

discussed.

Key words: Prader—Willi syndrome, growth retardation, obesity, body composition, growth hormone, apnoea.

Cungpom Ilpanepa—Bunnu (CIIB) — mynbTucu-
CTEMHOE TeHeTHYecKoe 3a0ojieBaHle, BO3ZHUKAIOIIEEe B
pe3yjibTaTe HEAOCTaTOYHON 3KCIPEeCCHU OTLOBCKUX
UMIIPUHTUHTOBBIX T€HOB 15-i XpOMOCOMBI (JIOKYCBI
11—13) [1]. YacTroTra BCTpeuyaeMOCTM CUHApOMA —
1:15000—1:25 000 HoBOpoXneHHBIX [2—4]. CITB xapak-
TEPU3YETCS HEOHATAJIbHOM MBILLIEYHOU TMIIOTOHUEN, HE-
JIOCTaTOUHOI TPHOABKOI MacChl Teja Ha MEPBOM TOAY
JKM3HM, a B JaJbHEHIIEM — pa3BUTHEM Tunepdaruu u
MPOTPECCUPYIOLIETO OXUPEHUS (BILIOTh 1O MOPOUIHO-
r0), 3aMellJIEHUEM TeMIIOB POCTa, 3aIePKKOIl IICUXOMO-
TOPHOTO Pa3BUTHUSI, TUTIOTOHAAU3MOM [5]. [l mauueH-
ToB ¢ CI1B xapakTepHbl crieliipuyeckue (peHOTUMmYe-
CKHe O0COOEHHOCTHU: y3Kasl BUCOYHAs YyacThb yepena, A0-
Jxoledanusi, akpOMUKpUs (MajleHbKHUE pa3Mephbl Ku-
cTel, cTymHel). OTMevaeTcsl TakKe CHYXKEHUE MbIIIey-
HOI1 MacChl, DHEPreTUUECKOro OOMeHa, MUHEpaJIbHONI
IUIOTHOCTU KOCTHOM TKaHu. PaccTpoiicTBa mbIxaHus,
BKJIIOYAsl altHO® CHA, TMITIOBEHTWISILUSIO, PECIIMpaTop-
Hble UH(PEKLIMOHHbIE 32a001€BaHusI, BCTPEUAIOTCSI HE Me-
Hee yeM B 50% ciydaeB U SIBJISIIOTCS TIABHOM NTPUYMHOM
netayibHOro ucxona CIIB [6—8]. MHorue aeTu ¢ 3TUM
3a00JIeBaHEM OTJIMYAIOTCS OCOOEHHOCTSIMU IMOBEICHUS
(00cecCMBHO-KOMITYJILCUBHbBIEC paCCTPOIMCTBA, Mepenaibl
HACTPOEHHUsI, YIIPSIMCTBO), MOCIEACTBUS KOTOPBIX IPO-
SIBJISIIOTCS B TMOAPOCTKOBOM M B3POCJIOM BO3pacTe, CKa-
3BIBASICh MPEKIIE BCErO Ha KaUeCTBE XKM3HU MallMEHTOB.

3anepxxka pocTa SIBISIeTCSl OMHUM U3 IIaBHBIX MPU-
3HakoB CIIB, BK/IIOYEHHBIX B TMepeuyeHb KIMHUYECKUX
KpUTEpUEB CUHAPOMa, onMcaHHoro emie B 1956 r. Ha-
pyuenue pocra otmedaetrcst B 60—90% ciyuaes CIIB
[9, 10]. ITpu poxxaeHUM oKa3aTeard pocTa y MalkeHTOB
COOTBETCTBYIOT HOPME MJIM HECKOJIbKO HUXE CPETHMX
3HavyeHuii (—0,23 SDS y manbuukoB u —0,53 SDS y ne-
Bouek) [11, 12]. B nmanpHeillieM MOXET OTMeYaThCs
CHYDXEHME TEMITOB POCTa, KOTOPOE OCOOEHHO 3aMETHO B
npernyoepTaTHOM U MyOepTaTHOM TMEPUOJIE 3a CUET HU3-
KOT'0 pOCTOBOI'O CKayKa.

Xots y yactu 6oabHbIX ¢ CIIB B geTckoM Bo3pacte
MOXET OTMeYaThCsl YCKOPEHUE TEeMIIOB pocTa U HOP-
MaJIbHbIE POCTOBBIE MOKa3aTe 1 (B OCHOBHOM B CBSI3U C
MPEeXIeBPEMEHHBIM aJpeHapXxe), MPOrHO3 KOHEYHOIo
pocTa ocTaeTcsl HeOJIarompUsATHBIM U3-32 YCKOPEHHOIO
3aKpbITUS 30H pocTa. CpenHUit KOHEYHbII POCT B3pOC-
JbIX nayeHToB ¢ CI1B HuxXe cpeaHenonyasiliuoOHHOTO
Ha 2 SD [9, 11, 12] u cocraBmsier 159,0%5,3 cMm nas
MYXUMH 1 148+5,5 cMm it xeHnuH [ 13]. [MepueHTrib-
HbIE KpUBBbIE pocTa 300pOBbIX 1 00JbHBIX CITB Manb-
YUKOB U1 J€BOYEK IpeAcTaBieHbl Ha puc. 1 u 2. Yxe B
paHHux pabotax y gereit ¢ CIIB Obu1u oOHapyKeHbI
HU3KMe 3HaYeHusi ropmoHa pocrta (I'P) mpu nposene-
HUU pa3IMYHBIX CTUMYJISLMOHHBIX Mpob [14—16, 18].
OpHako yuyuThiBasi HU3Kuil ypoBeHb ['P u npu «mpo-
CTOM» OXXMPEHUM, HE CBSI3aHHOM C CUHIpOMOM [17], He
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Puc. 1. MNepueHTUAbHbIE KPUBbIE POCTA 3A0POBbIX MAALYMKOB (MYHKTUPHAs AMHUS) U MaAbuukoB ¢ CIB (cnaowHas Aunmns) (M. Butler u co-

aBT., 1991).
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Puc. 2. MepueHTUAbHbIE KPUBbIE POCTa 3A0POBBIX AeBOYeK (MYHKTUpPHas AuHuS) n Aesouek ¢ CIMB (cnaowHas aunms) (M. Butler u coasr.,

1991).

OIIMH roJl BBICKA3bIBAJIUCh COMHEHUSI B UCTUHHOCTU JIe-
¢urmra I'P mpu naHHOM CUHIpPOME.

I'P cunTe3upyercsl B nepenHeil nojie runogusa u,
MOCTYyI1asl Yepe3 KPOBSIHOE PYCIIO B IIeYeHb, CTUMYJIUPY-
eT obpa3oBaHNE MHCYJIMHOIIOOOOHOro (hakTopa pocTa
(U DP-1), KOTOPBI U THAYLUPYET POCT TKaAHEM, BKJIIO-
yasg KocTi M Mblbl. [Tpyn nctunHom nedunure I'P
ypoBeHb MMDP-1 GbiBaeT 04eHb HU3KMM, YTO aCCOLMM-
pPYETCS CO CHIDKEHUEM JIMHEeHOro pocTa. B Hacrosiee
BpEMsI UMEIOTCSI MHOTOUMCIIEHHBIC JaHHbIE, YKa3bIBaIO-
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mue Ha cHkeHHyto cekpeuuto ['Py nanmenros ¢ CITB.
ITo meHbIICl Mepe B 15 MccnenoBaHUsIX, BKIIOYABIIMX
noutu 300 mereit ¢ 3TOi MaToyiorMeit, HabIOIaTU CHU-
XKeHHYI0 0a3anbHyo cekpeuuto I'P, ee cimadyo Makcu-
MaJIbHYIO peaKInIo Ha IPOBOKAIMOHHYIO IPO0Y U HU3-
Kyo koHueHtpauuio M®P-1 B ceiBoporke [10, 15,
19—23]. Crenenp HepoctaTrouHocTH I'P Konebnercs ot
cnaboii 1o Tskenoit [10], u y 3TUX MTallUeHTOB BhISBIIS-
I0TCS XapakTepHble Wi gepuunta ['P mpusHaku: oxu-
peHue, U30BITOYHOE OTVIOXKEHHE XHUPpa Ha XHUBOTE, Ha-
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pYIIEHWE COCTaBa Tejla C YMEHBIIEHMEM MBIIIECYHOM
MacChl U MUHEPAJbHOM IJIOTHOCTM KOCTHOM TKaHM.
VY yacTu malueHTOB OTMeYaeTcsl OTCTaBaHWE KOCTHOTO
Bo3pacra [11].

Heduuut I'P, BO3MOXHO, SIBJSIETCS OMHUM U3 KOM-
IMOHEHTOB rurnoTrajgaMmuyeckoro cuaapoma npu CIIB, u
MaTo(M3MOJIOTHSI 3TOrO IIpoliecca Majio u3ydeHa. Pas-
auyHble TipudHaku CIIB (HeoHaTajnbHasi TMIIOTOHMS,
OTCYTCTBME HACHIIICHUSI, paCCTPOMCTBA TEPMOPETYIISI-
LU, 60JIEBOI YyBCTBUTEIbHOCTH, JHEBHASI COHJIMBOCTD
M aIllHO® BO BpeMsl CHA, LIEHTPAJIbHBIN TMITIOTOHAIN3M)
TOXE OOBSICHSIOT HAJTUIMEM ITMIIOTAJIaMUYECKOTO CHH-
npoma [24].

B nonw3y uctunHoro nedunura I'P npu CIIB cBu-
JIETETbCTBYIOT CJIEIYIOIIME apTYMEHTHI: 3aJepXKKa pocTa
y 60—90% narenTos [9, 10], Huskuit yposens ['P pu
MMPOBEICHNY CTUMYJISIITMOHHBIX TecToB (58—100%) [10,
25, 26], nu3kuii yposeHb UDP-1 1 UOPCB-3 (noutu B
100%) [18, 27], Torma KaK Ipu «IIPOCTOM OXHUPEHUN»
9THU TTOKAa3aTeJId HaxoAsSTCs B IpeeiaX HOPMbI WIH T10-
BbIlIeHBI [17], runomia3usa runodusa, ooHapyKuBae-
Mag nipyu MPT ronosHoro mosra (50—60%) [28, 29],
HaJu4yue runoTalaMu4eckoro cuHapoma [24].

Jpyroii BaxKHBIM aHTPOIIOMETPUYECKUIT KpUTEpUt
CHHIpOMa — aKpOMUKpHMS. KMCTU 1 CTOIIBI pacTyT Mel-
JICHHO, U MX pa3Mephl K 10 rogaM Xu3HU OOBIYHO Ha-
XOISITCS HUXe 5-i mepueHTUau [5, 9]. CpenHsisa Benu-
YMHA CTOIT Y MYXXUYMH cocTaBisieT 22,3 cM, y XKeHIIUH —
20,3 cm [9, 30, 31]. DToT mMpuU3HaK SBIsETCS BechbMma
BaXKHBIM B CUMIITOMOKOMILJIEKCE CUHIPOMA.

Ho 30% nereit ¢ CIIB poxnaloTcsi MaJOBECHBIMM
[30]. Macca Tena HOBOPOXIEHHBIX COOTBETCTBYET
—0,87 SDS y manbuukoB u —1,17 SDS y geBouex [11,
12]. OxupeHue, 0cOOEHHO TSKEJION CTeNeHU, HauuHa-
€T pa3BUBaThCA MO3NHEe — Ha 2—4-M rofny XXU3HU U B
OTCYTCTBUM IPEBEHTUBHBIX MEP CIIOCOOCTBYET paHHEMH
CMEPTHOCTH OT OCJIOKHEHHUIA, B OCHOBHOM OT Cepiey-
HO-JIETOYHOI HEIOCTaTOYHOCTU. VY !/, MAaLMEHTOB ¢
CIIB otMeuaeTcs peBbllIEHUE UIeaTbHbBIX BECOBBIX I1a-
pametpoB Oosee yeM Ha 200% [32]. IlepueHTWIbHBIC
KpYBBIE Macchl Tesa 300poBbiX U 00abHbIX CIIB mManb-
YUKOB U eBouek [9] mpenctasieHsl Ha puc. 3 u 4. Ilo-
kazatesqu UMT B cpegHeM y My>KUMH 1 KEHILIMH COCTaB-
qstot 31,940,4 u 35,240,229 kr/m? cooTBeTCcTBeHHO [13].

KoMITO3UIIMOHHBIM COCTaB Tejla y IalMeHTOB C
CIIB oTinyaeTcsl OT TAaKOBOIO MPU OOBIYHOM OXKHUpe-
HUU (TTOBBIIIEHHOE COAEpPKaHUE XKUPOBOM M CHUKEH-
HOE cofiepKaHKe TOILE MacChl), naxe y neTeit 1o 4 jJet
¢ HopMasibHO#1 Maccoiil Tena [33, 34]. Cuuraercs, 4YTO
TOIlIasi Macca CHYKEHA 3a CYET MBIIIIEYHOTO KOMIIOHEH -
Ta, YeM MOXKET OOBSICHSITHCSI TUITOTOHMS U CHUKEHHBIM
pacxofl PHEPIUM y TaKuX NanueHToB (22,4+3,4 kkan/
M?%/4 1o cpaBHeHMIO ¢ 43,6+3,2 kkan/m2/4) [10]. Hus-
Kasl Tolllasi Macca Tejla XapaKTepHa TakKe JUIsl TTalueH -
ToB ¢ nedurmutom I'P [35, 36].

Jleyenune mamueHtoB ¢ CIIB moKHO OBITH KOM-
IJIEKCHBIM M BKJIIOYaTh O0OecIeueHUe aleKBaTHOIO MK -
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TaHUSI C KOHTPOJIEM ITMIIEBOTO MOBEAEHMS, TO3MPOBaH-
Hble PU3MYECKUE HATPY3KU, CUMIITOMATUYECKYIO Tepa-
muio. [TonydyeHne peKOMOMHAHTHOTO TOPMOHA pOCTa
(p-T'P) npownsBeno HACTOSIIILYI0 PEBOMIOIMIO B JIEUEHUUN
JeTeil ¢ pa3IuYHBIMU (hopMaMU HU3KOPOCIOCTH, U B
2000 r. FDA omo6puiia ero npuMeHeHue Mpu JedeHUn
neteit ¢ CITB.

IMepBoHauanbHbIE KCCEAOBaHUSI ObLTN CHOKyCH-
poBaHbI Ha pocToBoM 3¢ dekre p-I'P u cBUAETENLCTBO-
BaJIi O 3HAYMTEILHOM MOBBIIIEHUN CKOPOCTH POCTa Ha
¢oHe Tepanuu [37, 38]. OgHaKO OHU HE ObLIU KOHTPO-
JIMPYEMBIMU U BKJIIOYAJIU He3HAYUTEJIbHOE YMCIIO0 6O0JIb-
HbIX. B manbHeiilieM cTaOUIBbHBIN POCTOBOM 3(hheEeKT U
yJIy4llleHUue MPOrHO3UPYEMOro KOHEYHOro pocTa Ha
¢doHe pnutenbHoro npumeHeHus p-I'P (2—5 net) orme-
YyaJich y OOJIBIIMHCTBA alMeHToB [36, 39, 40].

CoracHo pe3yJbTaTaM MeXIyHapOIHOTO UCCIeI0-
BaHus pocta (KIGS) [41], onybaukoBaHHoro B 2007 1.,
B TeYeHHUe NepBoro roga tepanuu y 652 nereit ¢ CI1B
(368 manbumkoB, 284 neBouek; MeaMaHa BO3pacTa Ha-
yaja JeyeHus 5,5 roma) CKOpocTh pocTa yBeJIUYMUIach C
5,1 (—1,4SDS) no 10,4 cm/ron (+4,0 SDS), a noka3zare-
Ju pocTa Bo3pochau ¢ —2,2 no —1,2 SDS. Cnycra 8,4
rona Tepanuu p-I'P y 33 mauueHTOB 13 3Toi rpymmbl (21
MaJIbYUK U 12 1eBOYEeK) KOHEYHbI POCT cocTaBuid —1
SDS. B aT10i1 601b1101 MYJBTUHALKMOHAJIBHONM KOTOPTE
ObLIO OTMEUEHO IToJIoXUTeJlbHOe BausHue p-I'P u Ha
BecoBble MapameTpbl: SDS UMT B TeyeHue mnepBOro
roga Tepanuu cHuswics ¢ +1,7 go +1,3 u K mydepTaTt-
HOMY Bo3pacty coctaBua +1,3 [41]. B aToM Xe romy uc-
cnenoBatenu u3 CIHIA [42] npencTtaBUv pe3yabTaThbl
nnutenbHoro jedeHus p-I'P (7,9 roga) 21 manuueHTa c
CIIB (13 manbyukoB, 8 n1eBOYEK), KOHEYHbII POCT KO-
Topbix coctaBui —0,3 SDS. Psn paboT cBuaeTeILCTBYET
U O TOJIOXKUTeNbHOM BiausHuM p-I'P  Ha mapamerpsl
aKPOMMKPHUHM, BILIOTh 10 HOpMaJIU3allUKM Pa3MEePOB KH-
creii u cror [43—46].

B koHTponMpyeMOM paHAOMU3MPOBAHHOM S5-JIeT-
HeM HccllefoBaHUuU y MajeHbkux IaiueHToB ¢ CIIB
(Bo3pact o1 3 mo 7 net) A. Lindgren u coasT. [39] moka-
3aJIM TIOJIOXUTeIbHOe BiussHue p-I'P Ha Macco-pocrto-
Bble ITapaMeTpbl U KOMIIO3MIIMOHHBIA COCTaB TeJa.
PenTreHoBckasi neHCUTOMETpUs Ha (OHE Tepanuu
p-T'P B psne padot [44, 47—49] BbIsIBUJIa YMEHbIIEHUE
KUPOBOM MAacChl M yBEJIWYCHUE MBIIIEYHOTO KOMIIO-
HeHTa Tolleld Macchl. IloJoXuTenbHOE BIUSIHUE Ha
KOMITO3MIIMIO TeJla OTMEYaJoCh M IpU MPUMEHEHUU
p-TPy nereii ¢ CIIB no 2 net xkusuu [50—52].

Tepamust p-I'P nereii ¢ CIIB no 1 roga (6—12 Mec)
OKa3bIBaeT IOJOXUTEIbHOE BIMSIHAE HE TOJIBKO Ha
aHTPOIIOMETPUYECKHE MTapaMeTPbl 1 Ha KOMITO3UIIM-
OHHBII COCTaB Tejla, HO U Ha MOTOPHOE pa3BUTHE,
Onaromaps yJIydlleHUIO MblllIeYHO pyHKLMM [53, 54].
VY nereit paHHEeTO Bo3pacTa HOpMajau3alus KOMITO3U-
IIMOHHOIO coCTaBa Tejia, yaydlleHue (yHKIIUU MBbI-
1IeYHOI cucTeMbl Ha (poHe Tepanuu p-I'P mpuBoguT K
MOJOXUTEIbHON IMHAMUKE MOTOpHOTo pa3Butus [50,
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Puc. 3. MNepueHTUAbHbIE KPUBbIE MACChl TEAQ 3A0POBbIX MAaAbUUKOB (MYHKTUPHasi AMHUS) U MaAbunkoB ¢ CTB (cnaowHas Avkus) (M. Butler
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150
140

120

95th _|

120

110

100

Soth

80
0

e P 95th normal

Weight (kg)

-

Sdth normal

Y

50
40

-

P P et 5th normal

.
-

5th

0
20

10

10

12

14 16 8 20 22 24

Age (years)

Puc. 4. TepueHTUAbLHbIE KPUBbIE MACChl TEAQ 3A0POBbLIX AeBoUekK (MYHKTMpPHas AuHMs) U AeBouek ¢ CIB (cnromwHas aunmns) (M. Butler n co-

aBt., 1991).

51]. IMapamnenbHo ¢ yIy4ylieHueM KOMIO3ULIMOHHOTO
cocraBa tena y 54 peteit ¢ CIIB oTMedeHO M TTOJIOXKU-
TeabHOe BiausiHue p-I'P Ha sHepreTnueckuit oOMeH
[36]. 3HauuTeIbHOE MOBBILIEHUE OCHOBHOI'O OOMeHa
(HenmpsiMasi KaJlopuUMETpUsI) OTMeYajochb U IPYruMu
aBTopamu [51, 55]. UMeroTcst paboThl, yKa3blBalolre
Ha IMOBEIIIIeHNE (DU3MUECKON CHITHI U IOBKOCTH OETe ¢
CIIB Ha done Tepanuu p-I'P [44, 50, 56]. Uepes 12 mec
tepanuu p-I'P peructprupoBasioch yBeJIMYeHUE CKOPO-
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ctu Oera, IJIMHBI MPHIKKOB, KOJIMUYECTBA IIPUCEIAHUA.
[Monoxwurenbable 3GGEKTH COXPAaHSINCh W 4epes3
48 mec nociie otmeHbsl p-I'P [36]. [1pu mojaroBpeMeH-
HoM JeueHuu p-I'P y nereit ¢ CI1B oTMedanoch Takke
yBeJIMYeHHE MEBIIICYHON MacCHl U ee (YHKIMOHATb-
HOM akTUBHOCTHU [57].

VY 6ombHBIX ¢ CIIB cHMXeHa XU3HEHHAs eMKOCTh
JIeTKUX [44]. DT0 MOXET OBITh 00YCIIOBJIEHO MBIIICYHOM
TUIIOTOHUEH TNOO0 HAPYIIEHUEM IIEHTPAIbHOM PeTyis-
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uuu. K HacTostieMy BpeMeH! OITyGIMKOBaHO HECKOJIb-
KO UCCJIeIOBaHUM, B KOTOpPbIX Ha (oHe Tepanuu p-I'P
Ha0J1I01a7I0Ch 3HAYUTEIBHOE YIYYIIEHUE TbIXaTeJIbHOM
(byHKIIMM 3a CYET YBEIMYECHUST CUJIbl MHCIIMPATOPHBIX U
SKCIUpPaTOPHBIX MBI [44]. A. Carrel 1 coaBT. [36, 44]
OTMETWJIM 3HAYMTEJbHOE YIIYYIIeHUE IbIXaTeJbHOU
¢ynkuun y 20 nereit ¢ CIIB uepes 1 ron Tepanuu p-I'P,
JIOCTUTHYTHIN 3((HEeKT COXpaHsLICS CIyCTs 24 Mec Tocie
MpeKpalleHus JeYeHus.

IMocne 6—9-mecsunoit Teparu p-I'P y 9 nereii ¢
CIIB oTMeuajioch 3HAUUTEJIbHOE YJIy4llIEeHUE MUHYT-
HOW BEHTWISILIUM JIETKUX, OKKJIIO3MOHHOTO JIaBJICHUS B
IBbIXaTENbHBIX TMYTAX, YyBcTBUTENbHOCTU K CO, [46].
B paHnoMu3MpoBaHHOM TEPEKPECTHOM MCCJIEIOBAHUN
BBISIBJICHO YBEJIMYECHUE MAaKCUMaJIbHOI 00BEMHO CKO-
pPOCTH BbIIOXa, CKOPOCTU (POPCUPOBAHHOIO BbIAOXA,
KU3HEHHOIN eMKOCTH JIETKUX M CHIDKEHUE KOJIMYECTBa
U TIPOAOJDKUTEILHOCTH 3MM30[0B allHO3 mocje 6-Me-
csiyHoit Tepanuu p-I'P [55].

Ponurenu u onekynsnl gereit ¢ CIIB Hepenko yka-
3BIBAIOT Ha YJIy4YIlIEHUE ITOBeACHUsI Ha (hOHE Teparuu
p-T'P. U. Eiholzer 1 coaBT. [56] cOOOIIMIN O MOBBIIIIE-
HUU KOHIICHTPALIMM BHUMAHMS M aKTUBHOCTH Ha (hoHe
tepanuu p-I'P. OgHako pe3ynbTaThl KOHTPOJIUPYEMOTO
uccienoBanus 27 nereit ¢ CI1B He moaTBepAWIM TOJIO-
KUTEIbHOTO BivsiHus p-I'P Ha moBeneHue.

B Hacrosiee Bpemsl Npu JICYEHUU ITallUEHTOB C
CIIB pekoMeHIyIOT MCHoab30BaTh Te ke n03bl p-I'P,
yto u npu JeueHuu aeteit ¢ CTI-gepuurom I'P. OHu
coctaBistioT 1 mr/m?, unu 0,035 Mr/Kr/cyT, HO He OoJee
2,7 mr/cyt [58, 59]. Ilpu oxXvpeHuU y IalMeHTOB C
CIIB pexoMeHnyeTcs paccuuThiBaTh 103y p-I'P Ha mio-
1a/1b TOBEPXHOCTHU TeJIa, YTOOBI CHU3UTh PUCK BO3ZHUK-
HOBEHMSI TTOOOYHBIX 3(hdeKToB Tepanuu [60].

B KoHTposMpyeMOM paHIOMU3MPOBAHHOM HCCIIE-
nmoBaHuM A. Carrel u coaBT. [36] pa3aenviy NaleHTOB
Ha TPU TPYIMIIbI, B 3aBUCUMOCTHM OT Ha3HAYeHHOM U I10-
JiyyaeMoii B TeueHue 2 jget no3sl p-I'P: 0,3, 1 unum 1,5 mr/
M?2/CYT COOTBETCTBEHHO. YJIy4llleHNE KOMIIO3UIIMOHHO-
rO cocTaBa Tejla U dHEPreTUYeCKOro ooMeHa OoTMeva-
Jock Ha oHe Tepanuu p-I'P B no3e 1 u 1,5 mr/m2/cyt n
OTCYTCTBOBAJIO Yy MAllMEHTOB IIpM MCIOJb30BaHUU
MeHbIIIeH 103bl. CUnTaeTCs, YTO ISl YIyJIIeHUST KOM-
MO3UIIMOHHOTIO COCTaBa TeJla M SHEPreTUYECKOro ooMe-
Ha TpeOyeTcs no3a He MeHee 1,0 mr/m2/cyT [59].

o HacTOSIIero BpPeMEHW HET COINIACOBAHHOTO
MHEHUSI 0 Bo3pacte Havaja tepanuu p-I'P. KnuHuye-
CKUIi OIBIT MHOTUX CIIELIMAJIMCTOB CBUAETEILCTBYET 00
appexkTuBHocTU Tepanuu aeteir ¢ CIIB, HauuHas c
2—3 Mmec xu3Hu [1]. B xoae vccnenoBaHuii He ObLIO BbI-
SIBJICHO OCJIOXXKHEHUI Tepanuu p-I'P, m MHorue skcrep-
Thl pEKOMEHIYIOT HauMHaTh JiedeHue p-I'P no passutus
OXMPEHUSI, KOTOPOE OOBIYHO MOSIBIISIETCS KO 2-MY TOIY
XKW3HU [61].

Tlokazanusimu mJis nipekpaiieHus tepanuu p-I'Py
nanureHToB ¢ CIIB SBIAIOTCS: HEKOHTPOJIMPYEMOE MPO-
TPECCUPYIOLIEE OXXUPEHNE; YXYALIeHUE DYHKIUU IbIXa-
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HUSI BO CHE, HECMOTpsS Ha HOpMaJIbHbIe 3HAYCHUS
NUDP-1, ameHo- U TOH3WIISKTOMUIO; JOCTIKEHHUE KO-
HEYHOTro pocTa (C MOCIeAYIOIIMM PellIeHUEM BOIIpoca o
3aMecTUTeNIbHOM Tepanuu p-I'P B MeTaboauueckux 10-
3ax); OTCyTCTBUE 3(ddekTa (MPUPOCT CKOPOCTU pocTa
MeHee yeM Ha 50% wim MeHee 2 ¢M/To1 Ha IIepBOM IOy
nmeyenwmst) [58, 60, 62].

IIpu HazHaueHuu p-I'P HeoOXOOUMO MOMHUTHL O
BO3MOXHBIX pPHCKAaX TepaIvu.

Y 50—100% neteit ¢ CIIB yacrto BcTpeudaercs
OCTaHOBKA JbIXaHUs BO CHE KaK IIEHTPaJIbHOIO, TaK U
OOCTPYKTHBHOTO reHesa [6, 7]. BeipaxkeHHOe OXUpe-
HU€ WIU MPUCOSIUHEHVE WHTEPKYPPEHTHBIX BOCIa-
JIUTEJbHBIX 3a00JIeBaHUII BEPXHUX IBIXaTeIbHBIX ITy-
Teii MOTYT YCYIryOUTb OOCTPYKTMBHOE allHO® M Jaxe
MPUBECTU K BHe3ammHoi cMeptH [63]. C okTsaopst 2002 r.
ObLIO OITyOJMKOBAHO HECKOJBKO COOOIIEHUI O BHe-
3amHoit cmeptu aeteit ¢ CIIB (kak Ha ¢oHe Tepanuu
p-T'P, Tak u 6e3 Hee); OOJBIIMHCTBO 3TUX ClIydyaeB
OBLIO CBS3aHO C BOBHMKHOBEHMEM altHO? CHA, OCJIOX-
HEHHBIM TeYeHHEM WH(GEKIMOHHOTO MOpPaKeHUS
BEPXHUX JbIXaTeJbHBIX ITyTel, TUIIepTpOoduUEii ageHo-
WMIOB U/WJIM HEOHBIX MUHAAJIWH, TUTIOBEHTWISILIUEH U
acnupaumeil. AHaIM3 64 cMepTeIbHbBIX CIyJyaeB IeTeid
¢ CIIB B Bo3pacte ot 0 1o 19 ser (42 manbuuka, 22 ne-
BOYKH), 28 13 KOTOPhIX Mojaydanau Tepanuto p-I'P, no-
Kazajl, 4TO NPUYMHON CMEPTHOCTU B OOJIBIIMHCTBE
ciydaeB (61%) siBUIIOCh pacCTPOMCTBO AbIXaHUS (IbI-
XaTeJibHasl HelOCTaTOYHOCTh, MH(MEKIIMOHHBIC MOpa-
xeHus). Y 75% mnanueHToB, IOJIYYaBIIMX Teparuio
p-T'P, cMmepTbh HacTymaja B nepBble 9 Mec Tepanuu (B
cpenHeM B mepBbie 3 Mec) [8]. Bo3aMoxHo, ogHOI U3
MPUYMH PACCTPOMCTB IbIXaHUSI B Hayaje Tepanuu
p-T'P aBnserca paspacraHue JuMdaTnyeckoil TKaHU
HOCOIVIOTOYHOM 00j1acTH (32 CUET BBICOKOTO YPOBHSI
WU ®DP-1), mpuBopsiiee K yXyIIIEHUIO O0CTPYKTUBHOTO
amHo3 cHa [1, 64].

YuuThiBasg 3TO, MHOTHME 3KCIIEPThl PEKOMEHAYIOT
HauuHath Tepanuio p-I'P npu CIIB ¢ meHbIMX 103
(0,25—0,3 mr/m2/cyr, wm 0,009—0,12 Mr/kr/cyT), ¢
MOBBIIIIEHUEM /103 B TeYeHUE MEePBBIX HENEIb U MECSILICB
JI0 TOCTVKEHUSI CTaHIAPTHOM 3aMEeCTUTEIbHOM JO3bI —
okojio 1 mr/m?/cyt, uinu 0,035 mr/kr/cyt. [Ipu 3TOM He-
o0xonuMo u36eraTh BbicOKOro ypoBHst M®DP-1 [65].
PexoMeHnyeTcsl OlleHMBAaTh HaJMYWME U TSKECTh 00-
CTPYKTUBHOIO altHO3 CHa («30JI0TOM CTaHIapT» — I10-
JucoMHorpadus), a Takke cocrossHue JIOP-opraHos
Kak J1o, Tak 4 Bo BpeMs Tepanuu p-I'P (ocobeHHO B nep-
Bble 3—6 Mec) [59].

VY nereit ¢ CIIB B 30—80% cnyyaeB BcTpedaeTcst
CKOJIMO3, KOTOPHIN, CKOpee BCEro, OOYCIOBJIEH MbI-
IIEYHO# TMITIOTOHUEH 1 oxupeHueM. Peskoe yckope-
HUE TEMIIOB JIMHEWHOTO pOoCcTa, OXUaIaeMOoe TPy Tepa-
nuu p-I'P, Morio 661 HeOGIAaronpUsATHO CKa3aThCs Ha
COCTOSIHMU OTIOPHO-ABUTATEIbHOM cucTeMbl. OqHaKO
Tepanus p-I'P He okasbiBaeT BAMSIHUS Ha pa3BUTHE
ckonmo3a [66], u ckonno3 ipu CITB He cuuTalor mpo-
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TUBOIIOKa3aHueM K nmpuMeHeHuio p-I'P [61]. Tem He
MeHee 11eJIeCOO0pa3HO KOHTPOJMPOBATh COCTOSIHUE
OIOPHO-IBUTaTEeIbHOM CHCTEMBI Ha (poHE Tepamuu
p-TP.

W3BecTHO, uTo Tepanus p-I'P cnocoOCTByeT MOBbI-
IIeHWIO 06a3aJIbHOTO YPOBHS MHCYJIMHA, PA3BUTUIO MHCY-
JIMTHOPE3UCTEHTHOCTU Y, TAKMM OOpa30M, IOBHIIIAET U
6e3 Toro He HU3KMI1 PUCK CaXapHOTo auabeTa y malueH-
ToB ¢ CIIB [67, 68]. B cBSI3U C 3TMM peKOMEHAYETCS CH-
CTeMaTUYEeCKOe UCCIIeI0BaHUE TTApaMETPOB YIJIEBOIHOTO
0oOMeHa (KOHTPOJIb TJIMKEMMU, CTAHIAPTHBIA TJII0KO30-
TOJIEPAHTHBIN TECT) KaK MEPEe] HauyaloM Teparnuu, Tak U
Ha pone jgeuenust p-I'P y manmenTos ¢ CIIB [61].

[IpoTuBomoKazaHUsIMKM JII Ha3HAYEHUST Teparuu
p-I'P y manuentoB ¢ CIIB sBisioTCS: BbIpaXeHHOE
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