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OAnarHocTtuKa v nedyeHue cuHapoma lNMpaaepa-Bunnm.
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[IpoaHanu3npoBaHbl MEXIyHAPOIHbBIE KOHCEHCYCHI CIIELIMAINCTOB U KJIMHUYEeCKME PEKOMEHIALIMHY 10 AMarHOCTHUKE U JICYEHUIO CUH-
npoma Ilpanepa-Bunnu (CIIB): KonceHcyc no nmarHoctuueckum Kputepusim CIIB (1993 r.); KoHceHcychl AMeprKaHCKO# acco-
mmauuu CITB (Prader-Willi Syndrome Association (PWSA) — USA) no HabioneHuIo alMeHTOB ¢ HapyleHueM aeixaHus (2007 r.),
octeornopo3oM (2008 r.), Tepanuu ropmoHoMm pocta nipu CIIB (2000 u 2009 rr.); KnuHudyeckue pekoMeHaalum AMepuKaHCKOTo
00111eCTBa 9HAOKPUHOJIOTOB T10 AMATHOCTUKE U Tepanuu aerckoro oxupenus (2008 r.); KoHceHcyc Bropoii BcTpeun sKcnepToB 1o
KoMIuieKkcHo# nomoniu nauuentam ¢ CI1B, onybnukoBanHblii B Bune Pexomennauuii mo auarnoctuke u jedeHuto CI1B (2008 r.).
[IpoBeneH ncTopruecKuii aHAJIU3 U CpaBHEHME peKoMeHaaluii. OTCYyTCTBUE POCCUMCKMX KITMHUYECKUX PEKOMEH AN TT0 Tepanuun
nauveHToB ¢ CIIB nenaer HeoOX0AMMBIM MOAPOOHOE U3YYEHUE BhILIEIIEPEUYUCICHHBIX JOKYMEHTOB.
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uHapoM Ilpanepa-Bwum (CIIB) — mynbpTucuc-

TEeMHOE TFeHeThYecKoe 3abojieBaHue, pa3BUBAIO-

meecs B pe3yJibTaTe HETOCTaTOYHOW 3KCIpPecCUun
YHACJ€AOBaHHBIX OT OTL[A UMIPUHTUHTOBBIX T€HOB Ha
xpomocome 15q11-ql3 [1, 2]. PacnpocTpaHeHHOCTb 3TOTO
cuHapoma B mupe coctasiseT 1 Ha 50 000, a poxnae-
mocTth — 1 Ha 30 000 [3].

[Manuentam ¢ CIIB Ha OpoTSXEeHUU KU3HU TpeOyeTCs
TIOMOIIb Bpaueil pa3IMYHbIX CHEINATBbHOCTEN: KIMHNYE-
CKOTO TeHETHUKAa, HEBPOJIOTa, SHAOKPUHOJIOra, OPTONeaa,
OTOPUHOJIADUHTOJIOTA, TICUXMATPa, TaK KaK JJIS KaXJI0ro
BO3pacTa XapakKTepHbl CBOM KJIIMHUYECKHUE MPOSIBIICHUS.
B HeoHaTalbHOM MEPUOAE ATO TSXKeJas MbIIIEYHAS TH-
TMOTOHUS U MPOOJIEMBI C KOPMJIEHUEM, KOTOPBIE B PAHHEM
NIETCTBE CMEHSIOTCS Tumnepdarueii, B KOPOTKHUE CPOKHU
MPUBOLSAIIEH K MOPOMAHOMY OXupeHuto. B mepuon aet-

CTBa BBISBISIETCS HU3KOPOCIOCThb, 4 B MOAPOCTKOBOM
Bo3pacte — runoroHaausM. s CITB Takxke xapakTepHO
HapyllleHNe AbIXaHWsI, B YaCTHOCTHU, alTHO3 BO cHe. Kpome
3TOr0, BCE NAllMEHThI UMEIOT CJIOXXHOCTU B OOYYEHUU U Ce-
pbe3HbIE TTOBEIEHUECKE TIPOOIEMBI [4].

OCHOBHbIE MPUHIIUIIBI JUATHOCTUKH, JIEUCHUS U afar-
Tauuu naureHToB ¢ CITB u3M0XeHbI B LIEJIOM psiie KIu-
HUYECKUX peKoMeHnaiuii. Takoe mpucTaaibHOe BHUMaHUE
K IOCTaTOYHO PeAKOoMy 3a00JIEBAaHUIO BO MHOTOM OO0y-
CJIOBJIEHO aKTUBHOCTBbIO MeXIyHapONHOW OpraHu3aluu
u AMepukaHckoii accormanuu CIIB (International Prader-
Willi Syndrome Organization (IPWSO), Prader-Willi
Syndrome Association (PWSA)), kinHuueckue COBETHI
KOTOPBIX PETYJSIPHO MYOJIUKYIOT PEKOMEHIAIUU U KOH-
CEHCYChl TIO HaOJIONEHUI0 MAllUEHTOB C HapylIeHUEM
nbixaHus [5], octeornoposom [6], mpumenenuto npu CI1B
npenapatoB ropmoHa pocta (I'P) [7, 8]. [Ipobaema oxu-
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penud npu CIIB paccmaTtpuBaetcd B KilmHUYeCKHUX peKo-
MeHAAUUsIX AMEPUKAHCKOTO O0IIECTBA SHIOKPHUHOJIOTOB
10 TUATHOCTUKE U TePANUU OKUPEHUS Y AETe U TOIPOCT-
koB [9]. Ha Bropoii BcTpeye 3KCIepToB MO KOMIUIEKCHOMN
nomoiuu nauveHtam ¢ CIIB 6b11 pazpabotran KoHceHcyc,
OMyOJIMKOBAaHHBIN MO3IHEe B KauyecTBe PekomeHmauuit
no auarHoctuke u jgeyenuto CIIB [3]. OTcyrcTBue poc-
CUNCKHX KIMHUYECKUX PEKOMEHIAIIMIA 110 Tepanuy Nalu-
eHToB ¢ CIIB nenaeT akTyaJlbHBIM MOAPOOHOE U3yYEHUE
BBILLIETIEPEUNCIIEHHBIX JOKYMEHTOB.

Cawmbiit panHuit KoHceHcyc o auarnoctuke CITB natu-
pyetcst 1993 1. [4]. Cpenu coBpeMeHHBIX TOKYMEHTOB TeMa
MMarHOCTUKY Hanbosiee MOHO u3JioxkeHa B KimmHndeckux
peKoMeHaalusIX 1Mo auarHoctuke u jedyeHuto CIIB, pas-
paboTaHHBIX 1O uToraMm BTopoil BcTpeuun 3kcnepTos [3].
HMHTepecHO, Kak MOMEHSUIMCH B3MJIAIbI YyYEHbIX 3a 15 Jer,
pasnensoniye MmyoauKannio 3TuX JoKyMeHTOB. [lepBrrit
KoHceHcyc ObIT 1IeTMKOM TTOCBSIIIIEH BBISIBICHUIO KIIMHU -
YECKUX CUMIITOMOB, XapakTepHbix st CI1B, Ha pa3HbIX
oranax xu3Hu [4]. HecMoTpst Ha TO, yTo nuarHo3 CIIB
MOXET OBITh JIETKO 3aM003peH KIMHUYECKU, IO MHEHUIO
COBPEMEHHBIX IKCIIEPTOB, MOJEKYISIPHO-TEHETUIECKOE
HCClIeOBaHUE SIBJISIETCS 00s13aTeJIbHBIM [ 3].

CIIB pa3BuBaetcs BCJIEACTBUE HENOCTATOUHOCTU JKC-
IpeCCUM Te€HOB Ha HAcJIeAyeMOW OT OTLAa XpOMOCOMeE
15q11-ql3. T'ensi-kanauaatel ajas CIIB B aToM pernoHe
TMOABEPXKEHBI (PU3NOTOTUIECKOMY UMIIPUHTUHTY M MOJI-
yaT Ha XpOMOCOMe, YHacJieMoBaHHoit oT Matepu [2]. B 75%
CIIy4aeB OTIpenessieTCsl JeIelusi OTIIOBCKONW XPOMOCOMBI
15q11-q13, nucomus enuHCTBEHHOU poautenbekoi (JIEP)
MaTepUHCKOM atenu — B 24%, nedeKTbl UMIIPUHTHHTA
(AN) — B 1%, TpaHCIOKALIMSI OTLIOBCKO XpOMOCOMBI —
B <1% cnyu4aes [10, 11].

Memodui eenemuneckux uccaedosanui

Ananus MmetunupoBaHus JIHK — enMHCTBEHHBIN MeTO,
KOTOPBI MOXET IMOATBEPAUTH WU OTIPOBEPTHYTH IMATHO3
CIIB, 1 noaToMy SBJSIETCSI METOJOM BBIOOpA MPU MTEPBUY-
HOI auarHoctrke. IMIIPUHTUHTOBbIE T€HBI JEMOHCTPH-
pytoT paznuyHoe Metunuposanue JJHK B 3aBucumocTtu
OT pOAUTENbCKOUN mpuHamiexHoctu [1]. Ecnu aHanus
MMOKAa3bIBAET TOJHKO MAaTEPUHCKYIO TIOC/IE0BATEIbHOCTD,
nuarHo3 CIIB noareepxxnaercs.

C nomo1pio MeToaa GayopeclueHTHONW TMOpruaAn3alun
in situ (Fluorescence in situ hybridization (FISH)) moryt
OBITH BBHISIBJIEHBI XPOMOCOMHBIE TPAHCJIOKALIMU U TIepe-
crporiku [12]. OgHaxko nipu nposeneHun FISH nedexts
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MaTepPUHCKON W OTIOBCKOU aJljieeid HEOTIUYUMBI, 103~
TOMY HEOOXOIUM aHAIU3 METWJIMPOBAHUS, YTOOBI Audde-
penuupoBats CIIB u cunapom AHrenbMaHa (pa3BUBAETCS
BCJIEICTBUE NIEJIEIIUU TOTO X€ yJdacTKa MaTepUHCKOMN aj-
JIeNn).

Ecnu pesynbrar ananuza JHK-meTunupoBaHust noa-
tBepxnaer CIIB, cienyer mpoBecTU UCCIeIOBaAHUE MO-
sumopdusma [IHK y npobanma u ero ponuteneit, 4To0bl
otanuuth MatepuHckyo JEP ot N. IMauuentam ¢ 11
TpeOyITCS AajbHEUIINe WCCIeNOBaHUS MJISI BBISBIIE-
HU4 AeJielluU LeHTpa UMIpuHTUHTA. Ecau orell pebeHka
HOCHUTEJIb TaKOW AeJelUU, PUCK 3abojieBaHUS y cubca
cocrasJsieT okosio 50%. B ceMbsiXx ¢ XpOMOCOMHOM TpaHC-
JIOKallMel puck nmopropa gocturaet 10%, a B Ipyrux ciy-
yagx OH TaKOM Xe, KaK B OCTAIbHOI moryisuui [12].

ITo MHeHu10 3KcneptoB [3], B Oyayiiem 6ojiee IUpoKo
OyeT NPUMEHSTHCS HOBBII METO/, METUJIMPOBAHUE-CIIE1]-
nbUYHas MyJIbTUILUIEKCHAS JTUra303aBucuMasi aMIinu-
kaius (MS-MLPA), nossonsiomuit moarsepauts CIIB
U oTAnuuTh aenenuio ot JEP u JIN [13].

OCOOEHHOCTH 3KCIPECCUM TE€HOB, PaCHOJI0XEHHBIX
B PETMOHE, OTBETCTBEHHOM 3a pa3Butue CIIB, MoryT 00b-
SICHUTbh KOppEISIUUU MeXAy (HEeHOTUIIOM U T€HOTUIIOM.
Hanpumep, runonurMeHTanus HaOMIOOaeTCs B MEPBYIO
ouepenb npu aeneuuu. Iauuentsl ¢ JIEP, nmo cpaBHeHUIO
C MallMeHTaMU C JeJIeUSIMU, PEXE UMEIOT TUTTUYHbBIE IS
CIIB uepThl Julia, 11 HUX XapaKTEPEH OOJBIIUNA PUCK
Tcuxo3a, 6oJee BBICOKUIA 0ajuT BepOaJIbHOTO MHTEJIEKTa
U MEHbIIINE TTOBeIeHUYeCcKre HapyleHus [ 14].

Ilpenamaavnas duaznocmuxa

ITpeHatanbHas AUarHOCTHUKA TPOBOIUTCS PEAKO, HO Te-
opetuuecku CITB MOXHO 3amof03pUTh IPU YMEHBIIEHUU
JNBVIXEHUH 111012 U MHOTOBOAMM [15]. Bo3MOXHO reHeTu-
YeCcKOoe rccliefoBaHue 006pa3lioB, MOTYYEHHBIX U3 BOPCUH
XopuoHa npu amHuoneHTe3e [16]. FISH MoXeT BBISIBUTB
neneuuu, Ho B ciaydae JEP unu W aHanu3 MeTUIMPO-
Banus JJHK Oyner 3aTpynHeH n3-3a OTHOCUTEIBHON TH-
MOMETWIN3AllMA TKAaHU BOPCUH XopuoHa. [lo MHeHWUIo
5KCIEPTOB, BHEAPEHNE B MPEHATaJbHYIO0 AUATHOCTUKY
CIIB cpaBHUTENBHOM MaCCOBO TeHOMHOU TMOpUAA3ALINU
MO3BOJIUT PEIIUTh ONMUCAHHBIE MPOOIeMHI [3].

Ilocmnamaavnas duaznocmuka

Hna CIIB xapaktepHa BapuaOelbHOCTh CUMIITOMOB
Ha MPOTSDKeHUU Xu3Hu. KinHu4Yeckue mposiBieHus 3a-
BUCST OT Bo3pacta mauueHTa (tabua. 1). B KoHcencyce
Bropoii Bctpeun skcneptos o CIIB [3] u B KnmnHnueckux
PEKOMEHIALUSIX 10 JICUEHUIO OXUPEHUs y neteit [9] Bbi-

Tabauya 1

MokasaHus 151 NPOBELEHMS MOJIEKYNISIPHO-TEHETUYECKOr0 1cCneaoBaHus [3]

Bospact obcnepoBanms CHMNTOMBI, JOCTATONHbIE 151 HA3HAYEHWS CPOYHOTO UCCNE0BaHMS
OT poxaenus ao 2 net TUMOTOHMS C HAPYLUIEHWEM COCaHMS
TUNOTOHUS! C HAPYLLEHWEM COCaHWs B aHaMHE3e
2-6 net 00119 3aiepxKa pasBUTMS
33/lepxKa pocTa u/uin yckopeHHasi npubaska Macchbl Tefa
TUNOTOHUS C HAPYLLEHWEM COCaHWUSI B aHaMHE3e (TMMOTOHWS YacTo NEpPCUCTMPYET)
6-12 ner 00119 3aepxKa pasBUTMS

130bITO4HOE NUTaHKe (runepdarus, 0AepXUMOCTb NULLEH) C LIEHTPaIbHBIM OXVPEHWEM, ECTI He KOHTPOMPYIOTCS
KOTHUTUBHbIE HApYLLIEHWS, 0BbIYHO JIEFKOE OTCTaBaHME YMCTBEHHOO Pa3BUTUs

Ot 13 ner no B3pocnoro
BO3pacTa
paccTpoicTBa)

130bITOYHOE NUTaHMe (runepdarvs, OAEPXUMOCTb NMULLEN) C LIEHTPabHBIM OXMPEHUEM, ECTIN HE KOHTPOMMPYIOTCS
TUNOTANIAMUYECKUIA TUNOrOHaAM3M /MM TUNWMYHLIE MOBEAEHYECKUE NPOGAEMBI (B TOM YMCIIE MPUCTYMbI THEBA 1 0GCECCMBHO-KOMMY/bCUBHBIE
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CKa3bIBaeTCsl €AMHOE MHEHUE, YTO Te€HETUYECKOE HC-
CJIeIOBAHUE HE CTOUT MPOBOIUTH KaxXJIOMy peOEeHKY
C OXUpPEeHUEeM U mpobjieMamMu B 00OYYeHUU, HO CHUKEHUE
CKOpPOCTH pocTa, criennuduieckre TMcCMOpPhUIHbIE YEPTHI
W HeoHaTajbHas TMIOTOHUS B aHAaMHE3€e — MOKa3aHUs
g obcienoBanusl. HazHayeHUe reHeTUYeCcKOro uccie-
JIOBaHUS TOJKHO TaKXXe PACCMATPUBATHCS Y TTOAPOCTKOB
U B3POCJBIX C MOBEICHYECKUMHU U TCUXOJIOTUYECKUMU
npoOJeMaMu B COYETAHUN C OXKUPEHUEM U HE3aBEPIIEH-
HBIM TTOJIOBBIM co3peBaHueM. OTHAKO CAeNyeT OTMETUTD,
YTO MPU OTCYTCTBUU OJHOTO U3 KapAWHAJIbHBIX MTPOSIBJIE-
Huil CIIB B paHHeM Bo3pacTe (MbIIIEYHAsI TUTIOTOHUS,
HapylleHUe COCAaHUS U TJIOTaHUS, KPUNITOPXU3M Y Malb-
YUKOB) BBICOKA BEPOSITHOCTh OTPULIATEILHOTO PE3YJIbTaTa
TEeHEeTUYECKOro ucciaenoBanus [17].

Mpvumeunasn zunomonus u npobaemot ¢ Kopmaenuem

B nepuoa HOBOPOXIEHHOCTU U PAHHETO NE€TCTBA MbI-
1IeYHass TUMTOTOHUS SIBJISIETCS HAUOOJIEe TSXKEJIbIM CUM-
ntoMoM. M3-3a TSXKeJIol TMIIOTOHUY U TUIOXOTO COCAHUS,
MPUBOASAIINX K HAPYLUIEHUIO TJIOTAHUS U CHUXEHUIO
Macchl Teaa, HoBopoxaeHHbIM ¢ CIIB wacto Ha3Haua-
eTCsl KOpMJIEHUE Yepe3 30H] Ha MPOTSIXKEHUU OoJiee 4eM
IByX MecsueB. K HacTosiemMy MOMEHTY HET €JUHOTrO
MHEHUS [0 ONTUMAJIBHOMY PEXUMY MUTAHUS, U OCTAETCS
HESICHBIM, SIBJISIETCS JIU 00sI3aTEJIbHBIM KOPMJIEHUE Yepe3
30H/1 UJIU OHO JTOJIXKHO MTPUMEHSTHCS TOJBKO B TOM ClTy4ae,
KOIJla UHTEHCUBHOE U MOCTOSTHHOE KOPMJIEHUE HEA0CTa-
TOYHO [3].

MpliliedHasi TUITOTOHUS U YMEHBIIIEHHAs. MbIIIeYHAasI
macca ipu CITB mpuBoadT K 3a7epXKe TTICUXOMOTOPHOTO
pa3BuTUsd. [MMOTOHUS MBINII YMEHBIIAETCS C BO3pac-
TOM, HO HE MCYe3aeT coBceM. B cBsI3U ¢ 3TUM (pusnueckue
YIpaXXHEHUS JOJIKHBI CTaTh HEOTHEMJIEMOI YaCThIO €Xe-
THEBHOU Xu3HU. [10 MHEHUIO 3KCIIEPTOB, OHU OoJiee 3¢h-
¢exTuBHBI B KOMOMHaumu ¢ tepanueid ['P [3]. B nepuon
IEeTCTBA JUISI MPEOAOJIEHUS HApYIIEHUU apTUKYISLUU
U 33[I€PXKKU PA3BUTUS TAKKE BAXHO JIOTOMEIAYECKOE Jie-
yeHue [18].

Tunepgazus, oxncupenue u ux oca0xcHenus

B teuenun CIIB paHblie BbIAEASINA IBa 3Tana:; Mpo-
071€eMHOE KOPMJIEHUE C YAaCThIM HapyllleHUEM TJIOTaHUS
U runepdarus, TpUBOASILIAS K OXUPEHUIO. Pe3ynbrarsl
WCCIIEAOBAaHUI MOCTENHUX JIET TPEATNOJaraloT 6osee CIoxX-
HOE TIPOTpeccupoBaHKe, Beayllee K YeTHIPEM OCHOBHBIM
dazam nutaHus. B nepByro a3y y pedbeHKa BbIpakeHa MbI-
1IeYHAas TUIIOTOHUS U HET U30bITKa Macchl Tena. [loadasza
la BkTtOYaeT NpobaeMbl TPU KOPMIIEHUU C HApYIIEHUEM
miotaHusl win 6e3 Hero. B monda3zy 16 pebeHok pacrter
napajuieibHO POCTOBOW KPUBOW B paMKax HOPMaJIbHBIX
3HaueHuil. Bo BTopyto dha3zy Habop Macchl Tesia mporpec-
cupyeT. T0 0OBIYHO MPOUCXOANUT B Iepuo ot 1,5 1o 3 jierT.
B nondaszy 2a macca tena pebeHka yBeIUUMBAETCS TaK,
YTO TMEpPECEKaET ONHY, ABE WK bosee neHTuneir. Ha atom
3Tare KajJOpUIHOCTh MUIM ele He MeHseTcsd. B moa-
¢a3y 206 y pebeHKa MOBBINIAETCS MOTPeOJICHUE MUILIH,
U OH MprobpeTaeT U30BITOK MACChI TeJla WU OXUPEHUE.
HMHTepec K ene aHOMaJabHO MOBBILNIEH, HO €II€ MOXET

OBITh JOCTUTHYTO HackilleHUWe. Havano TpeTbeil ¢a3bl
BeCchbMa BapuabeIbHO, OHA MOXET Pa3BUTHCS KaK B paHHUE
CpoKU — 3 roja, Tak ¥ B mo3aHue — 15 net. s Hee xapak-
TEPHBI arPECCUBHBIIA TTOMCK MUIIU, OTCYTCTBUE HACBHIIIIE-
Hud, 60Jiee paHHee BO3BpallleHUEe ToJ0a, YTO MPUBOJUT
K YKOPOYEHUIO MPOMEXYTKOB MEXIY NMpUEMaMU THUIIIU.
ITpu cBOGOMHOM mOCTyME K MPOMYKTAaM TMAlIMEHTHI Che-
JTal0T IPUMEPHO B TPU pa3a OoJIblilie, YeM UX CBEPCTHUKU
6e3 CIIB. B detBepTyto a3y y mammeHTa MOXET coxpa-
HSIThCS TTOBBIIIEHHBIN aNMeTUT, HO OH HE CTOJIb arpec-
CUBEH U HeHachiTeH. [1o MHEHUIO AKCcIepTOB, 3Ta (haza
pa3BUBAETCA JIMIIb Y YACTU MAIMEHTOB BO B3POCJIOM BO3-
pacte. He Bce manuenTsl ¢ CIIB 00s13aTeIbHO MPOXOASAT
BCE ATU 3TAIlbl, PA3BUTUE KOTOPBIX MOXET OBITh HAPYIIIEHO
6naronaps npumenenuto I'P [19].

B cootBercTBUM ¢ KoHceHcycoM BTopoiil BcTpeun aKc-
neptoB [3], Tepanus oxupenus npu CIIB nomkHa BKIO-
YaTh KOHTPOJIb MUIIEBOTO OKPYKEHUS, PAHHEE BHEAPEHUE
XOpOIIO cOATAaHCUPOBAHHON HU3KOKATOPUIHOUN AUETHI,
peryisipHble (PU3UYECKUE YIPaXHEHUS, OTPaHUYEHUE
JIOCTyna K MPOAYKTaM MUTAHUS U [eHbraM, COOIIOCHNE
MAllMeHTOM MPABOBBIX U 3TUYECKUX HOPM, TICUXOJIOTHYE-
CKO€ KOHCYJIbTUPOBAaHUE OOJTBHOTO U €ro ceMbU. YTOOBI
TIOTIBITATHCS TIPEJOTBPATUTD OKMPEHNE, HEOOXOIMMO YXKe
B paHHEM BO3pacTe pedeHKa 00CYXIaTh C €r0 POJUTEISIMU
HEOTBPATUMOCTb runepdaruu. [3].

B nByx koHceHcycax [3, 9] moguyepkuBaeTcsl, 4TO W3-
BECTHBIE (papMaKoJIOTMYECKUE aHOPEKCUYECKUE Mperna-
patbl HeaddekTruBHb ipu CITB. Kpome storo, coriacHo
KoHceHcycy no neyeHuo oxupeHus y nereit [9], nua-
rHo3 CIIB gBisieTcs mMpOTUBOMOKA3aHUEM [T TPOBEAE-
HUS XUpyprudeckoro jeuyeHus: oxupenus. B KonceHncyce
Bropoii BcTpeuu aKkcnepToB [3] 9To 00bsICHSIETCS TEM, UTO
pECTPUKTUBHAs OapuaTpuyeckas XUPyprusi, HalipuMmep
GaHIax Xenyaka WX IIYHTUPOBaHUE, HE 00eCTIeYnBaIOT
yMeHbllIeHNe runepdarun. Hapsany ¢ enTMHUYHBIMU CO-
OOILIEHUSAMU O XOPOUIUX PEe3yJbTaTaX MOMOOHBIX OIle-
paluii, U3BECTHBI CIY4Yau C TSKEIBIMU OCIOXHEHUSIMU
BCJIEICTBUE pa3BuBLIeiicsa Manadcopbiuu [20]. Ocraercs
HESICHBIM, MOTYT JIA U3MEHEHUS B MMUIIEBOM OKPYXECHUU
BHECTH BKJIaJl B UCXOJbl XMPYPTUYECKOTO JieueHus [3].

OCcoOEHHOCTH Tepanuu OCIOXHEHUUN OXUPEHUS MPU
CIIB taxxe HenocTtaTtoyHO u3ydeHsl [3]. CaxapHblil qua-
6er 2 tuma (C/12) pa3BuBaeTcst MpUMEPHO y 25% B3pOCIIBIX
¢ CIIB B Bo3pacte 20 set [21]. B KoHceHcyce KCiepToB
MOIYEPKUBAETCS 1[€J1€COO00PAa3HOCTh JOCTMXEHUS KOM-
MeHcaluu nuadera Onaromapsi CHUXEHUIO MAaccChl Teja
U YBEJIWYEHUIO (HDU3NYECKUX HArpy30K C MPUMEHEHUEM
dapmakooruyeckux mpenapaTtoB, UCMOJb3YEMBIX MPU
CI2 c oxupeHueM [3].

ITo pesyabTaTaM HCCIE€JOBAaHUU KOMIO3WIIMU Teja
YBEJIMYEHUE XUPOBOW M CHUXEHUE MBIIICUHONW MacCChl
npu CIIB HabmogaeTcss He3aBUCUMO OT Bo3pacTa [22].
Joxa3aHo, 4TO TOBBIIIEHUE (PU3NYECKONH AaKTUBHOCTU
U BHEApeHUe mporpamMM (Gu3nYecKux YINpaxXHEHUM Mmo-
3BOJISIIOT JOCTUTATh YCIIEXOB B YAYYIIEHUNA KOMIO3ULINU
tena npu CIIB [23].

ApTepualibHasl TUTIEpTeH3UsI TTopaxaeT 10 38% B3poc-
ne1x ¢ CIIB, Ho HeTUNMYHA 11 neTelt [24]. YoenuTenpbHbBIC
JTaHHBIE IO MPEUMYIIECTBAM KOHKPETHBIX TPEMapaToB OT-
CyTCTBYIOT [3].
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HaubGosiee yacTble MpUYMHBI CMEPTU MALIMEHTOB
¢ oxupenuem nipu CIIB — cepaeyHo-cocynucTtas Heao0-
CTaTOYHOCTb, OOCTPYKTUBHOE WIHN LIEHTPAJIbHOE allHO3,
CEeNTULIEMMUS U3-32 KOKHBIX UH(MEKIINI U THEBMOHUH [25].
IMauueHTaM € TSKEIBIM OXUPEHWEM HEOOXOIUMBI KOH-
CyJlbTallMM KapauoJiora U myjJbMoHojora. O6cyxnaercs
BO3MOXHOCTb UCIMOJIb30BAaHUS BCIIOMOTATEIbHBIX IbIXa-
TEJIbHBIX CPEACTB U CBSI3aHHBIN C 3TUM PUCK TMIIOBEHTU-
JISIWY C BO3BPAaTHOM WJIM XPOHUYECKOU runokcueit [3].

Ocoboe BHUMaHUE CJeAyeT oOpaTUTh Ha TOBOJBHO
BBICOKUI PUCK YOYLIbSl U3-3a OBICTPOTrO MOTPEOIECHUS
MUIIUA, PUCK HEKPO3a U pa3pbiBa XKeJyldKa OT epeenaHusl,
OCOOEHHO y MAallMeHTOB, KOTOPbIE BPEMEHHO OCTAIUCH
6e3 mpucmoTpa [25].

Eme omHa mpobGieMa — HeZOCTATOYHAas MPOIYKIIMS
cmonbl ipu CIIB. DkcnepThl peKOMEHAYIOT TPUMEHEHUE
cneuUaIbHON 3yOHOI MacThl, ONIOJIACKUBATENS JUIST TTOJIO-
CTHU pTa U XeBaTeJIbHOU pe3nHku 0e3 caxapa. Kpowme atoro,
guna ¢ CIIB mMeHee 4yBCTBUTENbHBI K XXaxae U OoJiee
TMOJBEPXEHBI JETUAPATALMU MPU BBICOKON TeMIlepaTtype.
B cB3U ¢ 3TUM UX HEOOXOAMMO 00YyYaTh PETYISIPHOMY
MUTBIO, YTO CITOCOOCTBYET MpOdUIaKTUKE MPOOJIEM C 3y-
6amu [3].

ITpu aHaM3€e NepedyrcCiIeHHbIX KOHCEHCYCOB 00palaeT
Ha ce0d BHUMaHUE OTCYTCTBUE KOHKPETHBIX pEKOMEHAa-
1WA IO orpaHUYeHUI0 KajopuiiHoctu nuiuu npu CIIB.
CorylacHO oTaeabHBIM TybaukanussM PWSA [26], kaio-
PUIHOCTb OUETHI IJIs1 CHUXeHUs Macchl Tena npu CIIB
noJikHa coctaBisaTh 800-900 kanopuil, YTO 3HAYUTETBHO
HUXE CTAaHIAPTHO PEKOMEHIYEMOUW THUITIOKAJIOPUUHON
nueTsl. B paboTax Ipyrux aBTOpOB TOBOPUTCS O JUETE Ka-
sopuitHocThio 1000—1500 kanopwuii [27].

3aoepicka pocma u ocobennocmu mepanuu I'P npu CIIB

Bnepsoie Koncencyc mo tepanuu I'P mpu CIIB
6611 npuHAT B 2000 T., 4TO OBLIO CBS3aHO C 0om0bOpe-
HUeM AMEpUKaHCKMM YTpaBlieHWEeM I0 TMpOAyK-
TaM U JekapcTBeHHbIM mpemnapataMm (Food and Drug
Administration (FDA)) npumenenusi npenapatos I'P
npu CIIB. KoHceHcyc 6bu1 pazpabotan KimHuyeckum
koMuTeToM PWSA ¢ ydeToM MMEBIIMXCS HA TOT MOMEHT
pe3yiabTaToB ucciaenoBaHuil [8]. B omybimkoBaHHOM
B 2008 r. KoHceHcyce BTopoil BCcTpeuu 3KCIEPTOB IO
CIIB Teme I'P Takxe yaensiercs 0ojbllioe BHUMaHUE. A
HanboJjiee COBPEMEHHBIM sIBJsieTCsS MpUHATHIA B 2009 T.
Koncencyc PWSA «Tepamnusi ropMOHOM pocTa MpU CUH-
npome Ipanepa-Buinu» [7]. UHTEpecHO TakKe OTMETHUTB,
yto B KiimHMYecKnx pekoMeHaaImsax AMepUKaHCKOMN H-
MIOKpUHOJIoTnYeckoil acconuanuu «lIIpemoTBpanieHue
U Tepanus oxupenus y aereii» 2008 r. [9] I'P npeacras-
JIEH Kak Tpenapar ajus jedyeHus oxupeHus npu CIIB.
PaccmoTpenme 3TUX TOKYMEHTOB TTO3BOJISIET MPOCTIEINUTD
9BOJIIOLMIO B3MIs110B Ha Tepanuio I'P un ¢ CITB.

CormacHo Koncencycy PWSA 2000 r. [8], Haubonee
panHue uccnenoBanus gedunura I'P npu CI1B 6b111 omy-
6nukoBaHbl B 1970-€ IT., HO UHTEpIpeTAlUs PE3YJIbTATOB
ObLTa OCJIOXHEHA, TaK KaK K 9TOMYy MOMEHTY yXke OBIIO
M3BECTHO 00 accolMalvy OXUPEHUSI C HU3KUM YPOBHEM
I'P [28]. [To3nHEE MOSBUMUCH TaHHBIE O CHUXEHUU YPOBHS
WHCYJIWMHOMONOOHOTO pocTtoBoro ¢akropa 1 (MPD-1)
npu CIIB [29], yTo oT1Myanochk OT HOpMaJIbHBIX 3HAYEHU I
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3TOro nokasatens npu oxupenuu [30]. bosee Toro, ObuIH
MPOIEMOHCTPUPOBAHBI pa3jiuyHble YpoBHU oTBeTa I'P
Ha cekpetaroru npu CIIB u oxupenuu [31]. Bee 3To nano
BO3MOXHOCTb TOBOPUTb 00 UCTUHHOM neduuute I'P
npu CIIB. CornacHo coBpeMeHHBIM naHHbIM, Tipu CIIB
HaO0II01aeTC CHUXXKEHUE CIIOHTAHHOU U CTUMYJIMPOBAH-
Hoii cekperuu I'P — y 70% neteir ¢ CIIB nuk I'P B xome
CTUMYJISIIIMOHHOTO TecTa coctapiisieT MeHee 10 mkr/m [32].

Bo Bcex BblllleNepeynCiIeHHbIX KOHCeHcycax [3, 7, 8]
MPOBEJEHNE CTUMYJSILIUOHHBIX TECTOB [JIs BBISBICHUS
nedunura I'P cuutaercs HeoOs13aTenbHBIM. OMHAKO BbI-
CKa3blBaeTCs MHEHHUE, 4YTO HcclienoBaHue crtatyca [P
MOXET 0Ka3aThCs MOJIE3HBIM I HAOTIOAEHUS pa3TUYHbIX
5(bGhEeKTOB Tepanuu B 3aBUCUMOCTU OT YPOBHSI CEKPELINU
I'P [3]. Henbto Tepanuu I'P y nereii ¢ CIIB siBusiercs He
TOJIBKO YBEJIMYEHUE POCTA, HO U YIYYllIEeHUEe KOMITO3ULINU
TeJla, TMOBBIIIEHWE MUHEPAIbHOU MIOTHOCTA KOCTHOW
tkanu (MIIKT) [3, 7, 8]. B paHIOMU3UPOBAaHHBIX KOH-
TPOJIUPYEMBIX UCCIEAOBAHUSIX HAOIIONANI0Ch YBEJIMUYECHUE
pocTa, CKOPOCTU POCTa U CHUXKEHUE TTPOLIEHTA TYJIOBUIIL-
HOTO XMpa B Te4YeHUe TepBoro roaa tepanuu I'P, 3a ko-
TOPBIM CJie0Baja CTAOWIN3alis B TEYEHUE BTOPOTO rojia.
B teuenue TpeThero u yetseproro roaa tepanus I'P mpo-
JoJiKajaa OKa3blBaTh MOJIOXKUTENIbHOE BIWSIHUE Ha KOM-
MO3UILIMIO TeJla, eC/IA 032 He YMeHblnanach. He3aBucumo
ot no3bl I'P nponosmxkana Hapacrate MIIKT, a yaydiieHust
B CWJIE Y JIOBKOCTU, HaOII0AaBIINECs MIePBbIE 1Ba rofia Te-
panuu, coxpaHsuch [33].

CpenHuil CIOHTAaHHBIA POCT B3POCIOr0 MYXUYUHBI
¢ CIIB cocrasmsier 159 cm, a xeHuwHe — 149 cm [34],
YTO COOTBETCTBYeET npumepHo —2 SDS (standard deviation
SCore, YMCJIO CTaHAAPTHBIX OTKJIOHEHUN OT CPEIHETO).
Coo0buieHuss o koHeuHoM pocte nauueHToB ¢ CIIB, mo-
snydaBmmx ['P, BecbMa orpaHuyeHbl. B IBYX pa3inyHBIX
nccaenoBaHusx ¢ Tepammeir I'P B Teuenne 8,4 u 7,9 mer
CpeIHUI KOHEYHBIN pocT ObUT cooTBeTCTBEHHO —1,0 SDS
u —0,3 SDS [35, 36].

B Koncencyce PWSA 2009 r. moguepkuBaeTcs Bax-
HOCTb UHMOpMUPOBaHUS poauTenei, yto I'P — nunib
OIMH U3 UHCTPYMEHTOB Tepamnuu Jisl X pebeHka, KOTo-
pBIii clieyeT MPUMEHSITh COBMECTHO C COOTBETCTBYIOIIUM
MUTaHUEM U GU3NYECKON aKTUBHOCTBIO. PUCKU U TpenmMy-
mectsa Tepanuu I'P cienyet mogpoOHO 00CYXIaTh 10 MpU-
HSITUS pellieHus O JieueHuu [7].

B nepBom KoHceHcyce no npumenenuto I'P npu CITB
Mpeanoaarajioch, 4to Ha ¢hoHe Tepanuu ['P BO3MOXHBI
HapylIeHUE TOJIEPAHTHOCTU K TJIIOKO3€ W CaxapHBIA nua-
6eT, snudu3eoau3 roJloBKU Oenpa, BHyTpUYepenHas TH-
MepTeH3Us, OHKoJorndeckue 3aboneBaHus [8]. B HOBbIX
KOHCEHCYCax MepeyeHb OCIOXHEHUIN BKIIOYAET UCKPUB-
JIeHV€ TO3BOHOYHUKA, HapyIlIeHUE TOJIEPAHTHOCTH K TJIIO-
KO3€ U CcaxapHbIi nTuabeT, HapylieHue abixaHus [3, 7].
HN3MeHeHre cnucka BO3MOXHBIX OCJIOXHEHUU Tepa-
nuu I'P Obuto BbI3BaHO mnyb6aukauueir B 2002 r. He-
CKOJIBKUX COOOIIEHUN O HEOXMIAHHBIX CMEPTIX NeTel
¢ CIIB, nonayyaBmmx ['P. BOJBIIMHCTBO U3 HUX OBLIO
CBS3aHO C OCJIOXHEHHBIM TE€YEHUEM DPECHUPATOPHBIX
WHGbEKIUi, HOYHBIM amHO0d, runeptpodueil ageHou-
OB WJIW MWHIAJIWH, TUNOBEHTWISLIMEN, acnmupanuein
u oxupeHueM. [Ipu aHamM3e 3TUX Cy4aeB BBIICHUIOCH,
YTO BBICOKUI1 PUCK CMEPTH CYIIIECTBYET B TEUEHUE TTEPBHIX
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Tabauuya 2

Kontponb Tepanum I'P [3]

+ [eHetnyeckoe noaTeepxaerue ClNB

+ WccnenosaHue yposHeit P®-1 n, ecnu BO3MOXHO, cTatyca [P

+ W3yyeHne n KoppekTupoBka NUTaHus; ccnenoBanme komnosuumu Tena (DEXA), ecnv BO3MOXHO

+ )Xn3HeHHO HeobX0aMM CTPOrUiA KOHTPOSTb MULLIEBOrO OKPYXEHHSI, 0COOEHHO Y AETEN C OXUPEHUEM

- [lonHoe KnnHU4eckoe o6cenoBaHue, BKIIIOHAIOLLEE UCCEN0BaHNS AbIXaHUs U CHA, €CNIM BO3MOXHO. EC/v MpUCYTCTBYIOT AbIXaTeNbHble

Do Hayana Tepanum P
00s3aTeNbHbI

HapyLleHns BO CHe, Xpan, YBenyeHne MUHAIUH UK aieHOUA0B, TO OTOPUHONAPUHIOJIOrMyeckoe obcnenoBaxme n noAUCOMHorpadus

+ OITT, 0cobeHHO ecnm pebeHOK C OXMPEHUEM W/ CTapLue 2 NIET U CEMENHbI aHAMHE3 OTATOLLEH MO CaxapHOMy avabeTy

+ WHcTpykTax cemby no Tepanuu P, Bkio4as NPeNMYLLIECTBA, PUCKY NIEYEHUS U BXHOCTb TLLATENBHOTO MOHUTOPUHTA

+ WccnepoBaHue ckonmosa, B TOM YuChe peHTreHorpadus

+ Wccnenosanue runotupeoaa (TTI, cBT4, ¢B.T3) 1 npy HEOBXOAMMOCTY Ha3HaYeHMe 3aMECTUTENbHOM Tepanim

- PerynsipHoe knuHuyeckoe obcnenoBaHue: poct, Macca Tena, UMT, komnoauuus Tena, nosoBoe passutue, ckonvoa, P®-1 1 nobouHbie

addexTbl kKaxaple 3-6 MecsiLieB

« OITT, ecim B npoLL/iom 6bi10 HApyLLEHWUe TONIEPaHTHOCTM K FII0KO3e, ECTb OXMPEHUE UK CEeMelHbIii aHaMHE3 OTATOLLEH M0 CaxapHOMY

Jvabety
Ha ¢oHe Tepanum P

+ OTOPMHONAPUHIONOrMYECKOE UCCNEAO0BAHME M MOAMCOMHOTPadus B Maeane B Te4eHWe NepBbix 6 MecsiLes
+ Tlpu NOSIBNEHNM UM YXYALIEHUW bIXaTeNbHbIX HAPYLLEHNWIA BO CHE, Xpana, YBENMYEHN MUHRLAIMH UV afieHOM0B —

OTOPMHOMAPUHIOJIOrM4Yeckoe obcnefoBaHme, NonMcomMHorpadvst u uccnenosanme ypoeHs UP®-1 0bsi3atenbHbl
+ PenTreHorpaduyeckoe +/- oproneanyeckoe 06Cnef0BaHNE NPU MOJO3PEHNM MW Xanobax Ha CKONMo3
+ PerynsipHoe 1ccnefioaHue KOCTHOrO BO3pacTa, B YaCTHOCTM B NEPUOZ, MOIOBOr0 CO3peBaHus

*+ MOHUTOPUHT rMnoTMpeo3a
+HexoHTponupyemoe nporpeccupoBaHme OXUpeHns

+ TpOAONXaIoLLEEcs YXYAWEHUE IIMKEMUYECKOTO KOHTPONS, HECMOTPS Ha KOHTPO/b Macchl Tena, AuabeTuyeckme npenaparbl U HopMasbHbli

Mpexpatuenme Tepanun [P ypoestb HPP-1

1 HOPMaTbHBIiA YpoBEHb MPD-1
+ JloCTUXEHME KOHEYHOr0 pocTa

9 mecsaues tepanuu ['P [25]. [To 3Tolf mpuyrHe B COBpe-
MEHHBIX KOHCeHcycax [3, 7] mpemiaraeTcsi HaYWMHAThH Te-
panuto I'P ¢ Hu3kux no3, Hanpumep, 0,25—0,3 Mr/m?/cyt
win 0,009—0,012 Mr/Kr/CcyT, C yBeTUYEeHUEM B TeUeHUE
TIePBBIX HENIEJIb WU MECSILIEB IO TOCTVKEHUSI CTAHIAPTHOM
J03bI 3aMecTuTeNbHOi Tepanuu ['P okomo 1,0 mMr/m?/cyt
unu 0,035 mr/xr/cyr. B 3T0 Bpemst HeoOX0MUMO HaOIIO-
JaTh 33 KIMHUYECKUMU MPOSBICHUSIMU (Tabu. 2) u u3ode-
raTh BBICOKMX ypoBHelr MP®-1 [3].

OnTtumanbHble CpoKM Havyajia Tepanuu ['P obcyxna-
oT1cd. HaszHauenue I'P mo 2-neTtHero Bo3pacTa MMeEET
TOJIOXXUTENbHOE BIIMSIHNE HA (PU3NUYECKOE U MOTOPHOE pa3-
urue [7]. [1pu 6osiee paHHeM Havalle Tepanuu B 6—12 Me-
CSI1IEB TIOJYYEHO YIYYIIeHWE MOoKa3aTesiell MOTOPHOTO
Pa3BUTUS, MBIIIEYHONU CUJIbI, OKPY>XHOCTU TOJIOBBI W,
BO3MOXHO, KOTHUTUBHOU (pyHkuuu [37]. UHTEpecHO,
yTo HazHauyeHue ['P B cTONb paHHUE CPOKU CTAIKABAETCS
¢ nipobiaemamu aaxe B CIIA, roe, B oTaMuue OT CTpaH
EBpornsl, 3aepxka pocTa SBAIeTCs HEOOXOAUMBIM YCII0-
BUEM 11 Havasia Tepanuu ['P y neteit ¢ CIIB [3].

HenaBHue uccienoBaHUs BBISIBUIM, YTO B3POCJIbIE
¢ CIIB Takxe MMEIOT MPEUMYIIECTBA OT 3aMECTUTEIIb-
Hoil Tepanuu ['P: ynydmienue komnosuuuu tena, MITKT
U yBeJIMYEHUE KOJUYECTBA BBIMOJHSIEMBIX (HDU3ZNYECKUX
ynpaxHeHuil [38]. V¥ B3pocabix ¢ CIIB 0OBIYHO BBISIB-
nsgetrcss nepcucteHuus gedunura I'P (70% vactuaHast,
30% Tsaxenast) [39]. HecMoTpst Ha 3TO, TTOCiIe TOCTUXKE-
HUSI KOHEYHOTO POCTa B OOJBIIMHCTBE CTpaH TpedyeTcs
npekpaiieHue jedeHuss I'P 1jisi MOBTOPHOTO McclienoBa-
Hug ['P. OgHako npu npepbiBaHUU TEPAITUU HEOOXOAUMO
YUUTHIBATh, UTO KOMITO3UIIUS TeIa MOXET OBICTPO YXYA-
matbcs [3, 7]. Tepanuio 06sr9HO HaunHAIOT ¢ 0,2 MT/CyT
u yBenmuuBaiot no 0,2 Mr, moka yposenb MP®-1 He no-
CTUTHET HOPMAJIbHBIX 3HaYeHUH [7].

Hns nmun ¢ CITB Takke xapaktepeH runotupeos [3]. On
MOXeET ObITh IEPBUYHBIM WM BTOpUIHBIM [40]. Tpebdyercs
MEPUOANYECKUN CKPUHUHT THPEOUIHBIX TOPMOHOB
(Tabm. 2).

+ TpoRONXaloLLEecs YXYAWEHUE AbiXaTesbHbIX HAPYLIEHWI BO CHE, HECMOTPS Ha KOHTPOSb MACcChl Tefa, TOH3UIIKTOMMIO, AAEHOMA0TOMMIO

Jloixameavnote paccmpoiicmea, cé:A3aHHbLE CO CHOM

Hng CIIB xapakTepHbl HapyllleHUs IbIXaHUsSI, acCO-
LIMAPOBAHHBIE CO CHOM. Pa3nnyaioT LeHTpaJibHOE U 00-
CTPYKTMBHOE amHo3. LleHTpanbHOE amHO3 pa3BUBAETCS
MpU MEPBAUYHOM MOPAKEHUN MEXaHU3Ma LIEHTPATBbHOTO
KOHTpOJI AbixaHus. [IpuunHO cMHIpOMa OOCTPYKTUB-
HOTO aITHO3 BO CHE MOXET OBITh OXMPEHUE, TYCTasl CITIOHA,
KudOoCKoano3, runeprpodusi afeHOUAOB U MUHAAIUH
B COYETAHUU C Y3KUMU BEPXHUMU JbIXaTeIbHBIMU Ty TSIMU.
JIOTIOTHUTENBHBIM OTSTOMIAIOIIUM (PaKTOPOM SIBIISIETCS
TUIIOTOHMS ObixaTeabHbIX MblIL. Hdetu ¢ CIIB 6e3 oxu-
peHUs UMEIOT MPEeUuMYIIEeCTBEHHO LEeHTPAIbHOE armHo?,
OIHAKO MPU U30BITKE MACChl Tea Yy MOJIOBUHBI U3 HUX
TOSIBJISIIOTCS. TIPU3HAKKM OOCTPYKTMBHOTO armHod [41].
DTO MOXET MPUBOAUTH K TAKUM OCJIIOXKHEHUSIM, KaK CH-
CTeMHas TUIMEPTEH3Us, CEPAEeYHO-COCYAUCThbIe 3a0o0ie-
BaHud u jerouyHoe cepaue. s CIIB Takxke TUNUYeH
U30BITOYHBIN COH B THEBHOE BPEMsl, KOTOPBII CUUTAETCS
MEePBUYHBIM HapylieHreM. OnHaKO HeNb3s1 UCKITIOUNUTD,
YTO, Hapylllasi COH HOYBIO, alTHO? BHI3BIBAET COHJIMBOCTH
B IHEBHOE Bpems [3].

Bnusnue tepanuu I'P Ha npixaTenbHbIE pacCTpoMCTBa
npu CIIB usyyanoch B MSITH NPOCIEKTUBHBIX UCCIEH0-
BaHUsX [22, 41, 42, 43, 44]. Bbulo MpoOAEeMOHCTPUPOBAHO
YIIydlI€HUE BEHTWISILIUU Y YMEHbBIIEHNE OKKITIO3UU JbIXa-
TeJIbHBIX TyTel B TedeHue 6—9 mecsueB Tepanuu ['P [42],
a TakxXe YyJaydllleHWe paboThl MBIIIL, YYaCTBYIOLIMX
BO BIIOX€ U BbIIOXe, 3a 12 MecsueB Tepanuu I'P o cpaB-
HEHUIO C KOHTpojeM [44]. ¥ OONbIIMHCTBA YIaCTHUKOB
5TUX UCCJIETOBAHUI OBUIO BBISIBICHO CHUKEHUE UHIEKCA
aIrHO3,/TUTIOITHO3 Ha (hoHe Tepanuu I'P [22, 41, 43]. OmHako
y OTHEJbHBIX TMAIMEHTOB OBLIO OTMEUYEHO BBIpAKEHHOE
HapacTaHue OOCTPYKTMBHOTO alTHO? BO BpeMsl MH(EKITNIA
BEPXHMX AbIXaTeIbHBIX TyTell [41], accoummpoBaHHOE
C YBeJIMYEHUEM alleHOUAOB/MUHAAIVH WU BHICOKMMU
ypoBHusimMu UP®D-1 [43]. Ecu tepanus I'P npomomkanace,
TO MPU MOBTOPHOU MOJUCOMHOIrpachuu MocJie BbI3AOPOB-
JIEHUST OOCTPYKTMBHOE aIlTHO? ncue3aio [41].
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B cBere sTux Haxonok KiIMHUYECKUM KOMHUTETOM
PWSA B 2007 r. 661 pa3pabotan KoHceHcyc mo Ha-
OJTIONEHUIO 32 HAapYLWIEHUSIMU JBIXaHUS, CBSI3aHHBIMU
co cHoMm, nipu CIIB [5]. Tepanusg I'P Obna pacueHeHa
Kak (pakTop pucKa HapylleHUs AbIXaHUsI, HapsAy C AeT-
CKMM BO3PAaCTOM, TSKEJIOM MBILIIEYHOU TMIOTOHUEH, Y3-
KWMU AbIXaTeJIbHBIMU MYTSIMU, MOPOUIHBIM OXUPEHUEM
U TPELIECTBYIOIIUMU HApYIIEHUSIMU ObIXaHUS. bbUTO
BBIIBUHYTO TpeArojoxenue, yro I'P yBenuunBaet poct
JTUMGOUTHON TKAHU B JBIXaTE€bHBIX MYTSAX, YTO OTSATO-
IIAaeT y>X€ UMEIOIINECS TUTTOBEHTWISILIUIO U OOCTPYKIIUIO.
Js mpoWITaKTUKHU OCTIOXKHEHU I BceM nanmeHtam ¢ CITB
OBLIIO PEKOMEHA0BAaHO MPOBOIUTH MOJIUCOMHOTrpaduio
nepen HadyaJioM U BO BpeMs Tepanuu ['P (cMm. Tadma. 2),
nepea XMpypruyecKUMU BMEIIaTeIbCTBAMU U AHECTE3UEH,
CBSI3aHHOM C MEMUIIMHCKUMU TIpoLieaypamu [3].

Hckpueaenue nozeonounura u ocmeonopos

Ckonuno3 Habmonaercs y 30—70% nereit ¢ CI1B Hesa-
BucuMo ot noua [21]. ITo MHeHu1o 3xkcnepToB [3], KOH-
TPOJIb MAacChl TeJa — XKU3HEHHO HEOOXOAUMBINA (hakTop
IUTS €ro MpenoTBpalleHusT U jJeyeHus. M3-3a BBICOKOM
YacTOThl CKOJIMO3a Iepeln HavyajaoM Tepanuu ['P HeoO-
XOIUMO MpPOBENeHUE PEHTreHorpaduu MO3BOHOYHUKA,
a Ipu HaIu4yuu aedopmalrii — KOHCYJIbTallMsl OpToIena
(cM. Tabu. 2). lokazaHO, YTO MPOrPECCUPOBAHUE CKOIU-
03a Ha poHe Tepanuu ['P - nposBieHre 0ObIYHOTO TEYEHU S
3a00J1€BaHUs, U B OOJIBIIMHCTBE CIy4YaeB HE SBJISETCS MO-
60uHBIM 3(pexTom [45].

[Toka3zaHusi mjasi OpPTOMEAUYECKOTO U XUPypruye-
CKOro JieueHUs npu 3ToM ocinoxHeHuu CIIB takue xe,
KaK Ipu UIUONATUYECKOM CKOJIMO3€: TSKEJbINA CKOMO3-
k103 C pAHHUM Ha4yaJoM Y MOJPOCTKOB C OJU3KMMMU K 3a-
KpBITUIO 30HamMu pocta. OcnoxHeHus ckoiro3a npu CITB
0oJiee YacThIe U TSXKEJIbIE, YeM MPU UIUOMATUYECKOM CKO-
JIN03e — BBICOKMI puck naparuternu (20%) u nHbekuu-
OHHBIX ocioxHeHuH (30%) [46]. [To MHEHHIO SKCITEPTOB,
XUPYPTUYECKOE JIeUeHUE TPeOyeT CO3MaHUs MYJIbTUANCLIU -
TUIMHAPHOW KOMAaHJbI C OTILITOM JIEYEHUS CKOJIM03a, ac-
COLIMMPOBAHHOTO C HEPBHO-MBIIIEYHBIMU 3a00I€BaHUSIMU
u CIIB [3].

BcnencrBue neduiyra mojioBeix ropMoHoB U I'P B co-
YETaHUU C HU3KOU (DU3NYECKON aKTUBHOCTBIO MAIIMEHTHI
¢ CIIB nonBepxeHbl pucky octeornopo3a. CHUXEHHBIN
ypoBeHb MIIKT npu CIIB accouunpoBaH C BBICOKUM
PUCKOM TIEpeIOMOB KaK JJIMHHBIX, TaK U MEJIKUX KO-
cteit [46]. CornacHo KoHceHcycy PWSA 1o octeonoposy
npu CIIB [6], elte onuH (akTOp pucKa — MPUEM TICH-
XOTpOTNHBIX NpenapatoB. ABTopbl KoHceHcyca Bropoii
BCTPEYM IKCIIEPTOB MOTIEPKUBAIOT HEOOXOAMMOCTD €XKe-
TOHOTO MCCIIeOBaHMS yPOBHE 3CTPOTEHOB U aHIPOTEHOB
y TTIOIPOCTKOB M B3POCJBIX NalMeHTOB 1 oieHkn MITKT
METOAOM JBOMHOM 3HEPreTM4ecKoil peHTreHOBCKOM a0-
copbimometrpuu (dual-energy X-ray photon absorbtiometry
(DEXA)) [3]. B Koncencyce PWSA Takxe peKoMeHIyeTcs
MOHUTOPUPOBATH CBIBOPOTOYHBIE YPOBHU KalablLUs, (poc-
¢opa, MarHusd, mWeao4yHoil docdaTa3pl, HapaTropMoOHa,
25-tunpokcu-sutamuna [ (25-OH-/1). Cepbe3Hoe BHU-
MaHUe yAeNSeTCs NOJNEePKAaHUI0 HOPMAaTbHOM KOHIIEHTPA-
uuu ButamuHa Il B kpoBu — ypoBeHb 25-OH-/I He Huke
30—32 ur/mi [6]. Y B3pocabix manueHToB ¢ CI1B Takke
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IUPOKO NpuMeHsitoTcd oudocdonatel. [To MHeHUIO aBTO-
POB KOHCEHCYCOB, BBICOKMIA pucK ocTeonopo3a nipu CIIB
ellle pa3 NoTYEPKUBAET HEOOXOAUMOCTh 3aMECTUTEIBHOMN
teparuu ['P 1 ojioBeIMU cTepounamu |3, 6].

IIpo6aemvt noaoeozo pazeumus

Ipu poxnenun Gonee yeM y 80% manburikos ¢ CI1B
BBIsSIBIIsIeTCs Kpuntopxusm [47]. [To MHeHUIO 3Kcmep-
TOB [3], KaKk u y aeteii 6e3 CIIB, opXuaonekcuro ciaenayet
BBITMIOJIHATH B TEYEHUE MEPBOTO WX BTOPOTO roJa XKU3HU
pebeHKa, TaK KaK TMIOIJIa3usi MOIIOHKHU U PA3BUTHUE OXU-
pEHUS MOTYT OCJIOXHUTH MPOBEJICHUE onepaluu B 6oJiee
mo3aHeM Bo3pacte [47].

T'unoroHagu3M — 4YacThlil, HO HEOOS3aTEAbHBINA CUM-
nirom CI1B y manmenToB 060ux mosioB [47, 48]. CoueraHue
LIEHTPAJIBHOTO U TepudepuyecKkoro TrUMOTOHAAU3MA
npu CIIB cuuTaercss njOoKa3aHHBIM, MO KpailHEl Mepe,
y MasibuuKoB [47]. OgHaKO, HECMOTPSI Ha TUTIOTOHAIN3M,
y ManbuukoB ¢ CIIB HaGmonaeTcs Tak Ha3bIBa€MbIil MU -
HUMyOepTaT — TOHAJAOTPONMUH-3aBUCUMAs CEKPELUs MO-
JIOBBIX CTEPOUIOB B TeUEHUE TEPBBIX MECSIIEB XU3HU,
TUITAYHAS 171 JIUII O¢3 TUIToroHaansma [49].

Hapsny ¢ Tem, uyto y 6oapmnHcTBa nanueHToB ¢ CITB
MOJIOBOE PAa3BUTHE OTCYTCTBYET WJIM OCTAETCS HE3aBep-
eHHbIM, ¥ 14% MalbuuKOB M JOeBOYEK COOOIIaeTCs
00 M30JIMPOBAHHOM IpEXAeBpeMeHHOM Tybapxe, ay 4% —
0 TpeXIeBpeMEHHOM IT0JI0BOM pa3Butud [48, 50].

Jng MHAYKIMU U NONAePXKaHUS MOJ0BOTO Pa3BUTHUS
O6oabpmMHCTBY nanueHToB ¢ CIIB HeobxomauMa ropmMo-
HaybHag Tepanus. CuuTaeTcs, YTO YMCTBEHHAs 3aepKKa
He TOJXHA OBITh MPOTUBONOKA3aHUEM /11 HA3HAYEHUS 3a-
MECTUTEJIbHOM Tepanuu MOJ0OBBIMUA TOPMOHAMU B JTIOOOM
Bo3pacte. OHAKO 3TOT BOMPOC HEOOXOAUMO OOCYXIATh
C POICTBEHHUKaMHU MalUMeHTOB. OCHOBHBIE apryMEHTHI
B TMOJIb3Y 3aMECTUTEIbHON Tepanuu MOJOBBIMU CTEPOU-
nmamu y B3pocibix ¢ CIIB — 3T0 joka3zaHHbIE TpeUMYyIIE-
CTBa IUJISI COCTOSIHUSI KOCTHOW TKaHW, MeTabosnmyeckast
3alMTa MBIIIEYHON MACChl U BO3MOXHbBIE TTPEUMYIIIECTBA
JUJIS1 YMCTBEHHOTO, SMOLIMOHAJIBHOTO U (PU3UYECKOTrOo CO-
crosiHus [3].

YuuTsiBas HAIMYME€ KOTHUTUBHOM AUC(HYHKIIUU, COLIU-
aJIbHOM M SMOLIMOHAJIBHON HE3PEJIOCTU U PUCK CUHIIPOMA
AHrenpMaHa y MOTOMKOB MaTepeil ¢ Aeaelueit, 3KCrepThl
BBICTYMAIOT NPOTUB OepeMeHHOoCcTH MmauueHTok ¢ CIIB,
HECMOTPSI Ha COXPaHHYI0 (DEPTUIBLHOCTD Y YACTU U3 HUX.
HecMoTps Ha coob11IeHNST 0 HOPMAJIBHOM CIIEpMaTOreHe3e
B IpernapaTax Mmocjae OpXUI3KTOMUU, 00 OTLOBCTBE Mallu-
eHtoB ¢ CIIB He coobianocs [3].

Haodnoueunuxoeas nedocmamounocmy

ITo MHeHwu1O psna aBTopos, A CIIB TunuyHo pa3Bu-
TUE HaAMNOYEeYHUKOBOMN HemocTaTouHOCTH [51]. DTO moa-
TBEpXAAETCS TEM, YTO MpU ayTorncusx nauueHtos ¢ CIIB,
MOTUOIINX B pPe3yJbTaTe OCTPO Pa3BUBLIMXCS 3a00jeBa-
HUIA, COMPOBOXIABIIUXCS MOBBIIIEHUEM TEMIIEPaTypPHhI,
B TPEX CJIy4yasiX U3 YEThIPEX BBISBIISIIIOCHh CHAXKEHUE MACChHI
HaanoyeyHukoB [52]. Cuurtaercs, YTO pUCK Pa3BUTUS Hal-
TMOYEYHUKOBOU HEJOCTATOYHOCTH €I1I€ BBIIIIE, €CJIU Mallu-
eHT nonyvaeT rI'P. OT1o o0bscHseTcs cnocodHocThiO TP
yrHetars |1-runpoxcuctepoun aeruaporeHasy 1 tumna,
YTO MPUBOAUT K YMEHBIIEHUIO KOHBEPCUU KOPTU30HA
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B KopTU30:1 [51]. B psipe paboT 6bUT0 TPOJEMOHCTPUPOBAHO
TaKXe, YTO MPU HOPMAaJIbHBIX 6a3aIbHBIX YPOBHSX 14—60%
MalMEeHTOB UMEIT HU3KWE YPOBHU KOPTU30ja Ha (HOHe
ctumyasauuu [53—58]. B cBsI3u cO 3HAUUTENBHBIMU Pa3-
JIMYUSIMU B YAaCTOTE BCTPEYAEMOCTU HANMOYEYHUKOBOU
HenoctatoyHocTu nipu CIIB kKoHCeHCyc crnenuaaucToB
10 3TOMY BOIIPOCY K MOMEHTY HaIlMCaHUS JaHHOTO 00-
30pa He NOCTUTHYT [51]. BricKa3bIBalOTCS MHEHUS O HEOO-
XOJMMOCTH Ha3HAYEHUS TIIOKOKOPTUKOUIOB MPU CTpecce,
JINXOpPAJIKe, PBOTE U ONEPATUBHBIX BMEIIaTeIbCTBAX [52].

Ilcuxuueckue napywenus u nogedenueckue npoo.iemol

CKJIOHHOCTb K TIepeelaHnI0, PUTYaIbHOE TOBENEHUE,
BCTIBIIIIKY THEBA, AEPMATWIJIOMAHUSI U IPYTHE TICUXUYE-
ckue HapyuieHus npu CITB MoryT uMeTh pa3inyHyo 3TU-
onorvto. ApdekTuBHBIE PACCTPOMCTBA WIN HAPYLICHUS
B AMOIIMOHAILHOM cepe, TT0 MHEHUIO CTIEIUATTUCTOB, SIB-
JISIIOTCST PE3YJIbTATOM CJIOKHOTO B3aUMOJEUCTBUS MEXIY
MPEAPacTOIOXEHHOCThIO U (haKTOpaMy CPeIbl, KOTOPHIE
MOTYT MPOBOLIMPOBAaTh WX MaHUdecTaunoo. Bo3MOXHBI
KOJIEOaHWsI HACTPOEHWUSI, CYULIMTATBHBIE MBICIIH, YXY/IILIE-
HHE CITOCOOHOCTU KOHIIEHTPUPOBATHCSI, HAPYIIIEHUE CHA,
U3MEHEHME aKTUBHOCTH, TIOSIBJICHUE aHOMAJIbHBIX BEPOBa-
HUI ¥ 9KciepuMeHTOB. [1pu MHTepBEHIIUM HEOOXOIMMO
YUUTHIBATh (DAKTOPHI OKPYKEHUSI, KOTOPHIE MOTYT BIMSIThH
Ha TICUXWYEeCKOEe COCTOSTHUE, BOBMOXKHOCTb IIPUMEHEHUS
JIEKapCTB C U3BECTHOU 3(PHEeKTUBHOCTHIO, BO3AEUICTBIE
JIIOOBIX COMYTCTBYIOIIMX MEAUIIMHCKUAX 3a00JeBaHUM,
MpenapaToB U COObITUIA. B TsKenbIx citydasix Tpedyercs
Ha3zHavYeHWEe MeIMKaMeHTO3HO Tepanuu. OcobeHHOCTH
MPUMEHEHUsI TICUXOTPOITHbIX TpeniapaToB npu CIIB u3-
YYaJIUCh JIUIIb B HECKOJBKUX HcciieqoBaHusx. M3BecTHO,
HaTpuMep, YTO aHTUACTIPECCAHTH U AHTUTICUXOTUIECKUE
npenaparsl 00JIaal0T MPEUMYILIECTBAMU MO CPaBHEHUIO
¢ HopMOTUMUYeCcKNMHU cpenctBaMu [59]. B KonceHcyce
9KCTIEPTOB MOAYEPKUBAETCS, YTO (hapMaKOTeparus Io-
MOTaeT BEpPHYTh 4YeJIOBEKa B HOPMaJIbHOE COCTOSTHUE
W CHU3WUTh PUCK PEIMOANBA, HO TAKXKE BaXXHO OTCYTCTBUE
crpeccos [3].

HepMaTWIOMaHUs, UJIW MPUBBIYHOE CAMOCTOSITENb-
HOE TIOBPEXIeHNE KOXU, SIBJISIETCS YaCThIM MTPOSIBJIEHUEM
CIIB. Tloaxonsl K ee Tepalnuy BKJIIOYAIOT TPUMEHEHUE
3aHSITUN, HECOBMECTUMBIX C PacueChiBaHUEM KOXM (Ha-
MPUMEDP, C UCTIOJIB30BAHUEM PYK) U TICUXOTPOIHBIX Mpera-
patoB [3]. B HE0OIBIIOM OTKPBITOM HCCIEIOBAHUU ObLIA
JIOCTUTHYTA MOJOXUTEJIbHAS AUHAMUKA TTPU MPUMEHEHUU
tonupamarta [60]. Kpome 3TOoro Heo6X0aMMO JieueHUe UH-
(uLMpOBaHHBIX TOBPEXIEHUIN KOXMU, TaK KakK 3y U 00Jb,
COIMPOBOXAAIOIIKE BOCTATIEHNUE, MOTYT YCWJINBATh CKJIOH-
HOCTb K pacyechblBaHUIO [3].

[MonpoOHBIit aHaM3 TPUBENCHHBIX KOHCEHCYCOB ITOKa-
3BIBAET, UYTO OHU HE TIPOTUBOPEYAT, a JOTIOTHSIOT IPYT APYTa.
Bonee mo3nHure TOKyMEHTHI TIPOIOJIKAIOT M YTOUHSIOT TIpe-
neinyive. Hamprvep, B 1993 1. [4] 66011 chopMyTMpOBaHbBI
Kputepuu KnnHudeckoi nuarHoctuku CIIB, a B 2008 1. [3]
HanboJiee BaXKHbIE N3 HUX CTAJIA TTIOKA3aHUEM IS TIPOBE/Ie-
HUST MOJIEKYJISIPHO-TEHETUYECKOTO UCCIIEIOBAHMS.

OOpaiaeT Ha ce0d BHUMaHWE OTCYTCTBUE NOCTATOY-
HOW MOKa3aTeJbHOU 0a3bl MO BEIEHUIO MAllMEHTOB B HE-
OHATaJIbHOM MEpUOAE, YTO U3M0XeHO B KoHceHcyce
skcneptoB [3]. B mpOTHMBOMOJOXHOCTH 3TOMY, MPO-
6neMa runepdaruv U OXUPEHUs U3y4eHa BCECTOPOHHE.
B nByx KoHCeHcycax [3, 9] BeICKa3bIBaeTCs €AMHOE MHEHUE
0 Hea((PEeKTUBHOCTUA aHOPEKCUYECKUX MpernapaToB U Oa-
puatpuyeckoi xupypruu npu CIIB. bonbiioe 3HadyeHue
yIesIeTCS KOHTPOJIIO MUIEBOTO OKpYyXeHUs1. OHAKO OT-
CYTCTBYIOT KOHKPETHBIE PEKOMEHIALIMHU 110 KAJIOPUIMHOCTHU
nutanus ripu CIIB.

MHTepecHO enuHOEe MHEHHE aBTOPOB KOHCEHCY-
coB [3, 7, 8], uto HemocTaTOUHOCTD I'P sIB/ISIeTCSl TOCTOSIH-
HbIM TiposiBiieHueM CI1B, He TpeOyrolrM MOATBEPXACHUS
111 HazHadyeHus tepanuu ['P. YeTko cpopmynupoBaHHbIE
MPUHUUIBL J03upoBaHusl ['P ¢ mocTeneHHBIM yBeJlnye-
HUEM J103bl U METOIBI KOHTpOJIs Tepanuu ['P umeror 601b-
oe mnpaktuyeckoe 3HaueHue. [loHumaHue (hakToOpoB,
VTSDKESIOMUX HApYIIEeHUs ObIXaHUs, U BHEAPEHUE Me-
TOAOB NMPOoMUIAKTUKY [3, 5] MO3BOJIIIOT CHU3UTh YaCTOTY
ocJIoXXHeHM. M3ydeHre maToioruu KOCTHOM TKaHH [ 3, 6]
npu CIIB Takke BaxkHO 1151 olieHKU Tepanuu I'P u moBbI-
IIEHUs KaYyeCTBa XU3HU.

MHorue BONpoChl M0 3aMECTUTEbHON TEPANTUU MO-
noBeiMu cTtepougamu npu CIIB moka ocTtaroTcs OT-
KPBITBIMU, MPOJOJIXAETCS IMOUCK JYYIIEero pexuma
Tepanuu [3].

Bo Bcex mpuBeneHHBIX TOKYMEHTaxX OTCYTCTBYET pa3-
JIeJ1, TIOCBSIIIEHHBI YMCTBEHHOMY Pa3BUTHIO, OOYUYEHUIO
1 couuaigbHOU amanranuu mmanueHToB ¢ CIIB. OmHako
B KoHceHcyce Bropoii BcTpeun skcnepToB [3] 6oJib-
1I0€ BHUMaHUE YAeJIIeTCs epexoay U3 nepuoaa AeTCTBa
BO B3POCITYIO XXU3Hb U BomipocaM 3TUKU. [lomuepkuBaercs
pOJib MYJBTUANCIUIUIMHAPDHON KOMaHIbl Bpayei U He-
00XOMMOCTh COTJIACOBAHHOW PabOThI, HANPaBIEHHON
Ha CBOEBPEMEHHYIO TUarHOCTUKY U iedeHue CITB. BaxHo
MOHUMAaTh, YTO MOMOIIb JUILIAM C UHTEIIEKTyaIbHBIMU
HapyleHUsMU B JE€TCTBE U BO B3POCTION XU3HU JOJIKHA
GaaHCUPOBATh MEXIY YBAXEHUEM MX UHIWBUTYATbHBIX
KEJTAHUI U 3alllUTOU OT BPEIHOTO BIUSIHUS U 9KCIUTyaTa-
uuu. Kpome storo, ipu CIIB cyiectBytoT mpo0aeMsl, ac-
COLIMMPOBaHHBIE ¢ NepeeaaHreM. OMHAKO KOTAa MUIIEBOE
OKpYXeHUe KOHTpoJupyeTcs Apyrumu, atoau ¢ CI1B npu-
HUMAIOT 3TO U MOTYT C()OKYCUPOBATHCS HA YEM-TO APYTOM,
KpOMe eJIbl.

CoBpeMeHHbIE METOABI TEPANUU YXKe MO3BOJIUIU J10-
CTUYb CYIIIECTBEHHBIX yay4ylueHu B xu3Hu jul ¢ CIIB,
TaKUX KaK paHHSAS AUATHOCTUKA, MPUMEHEHUE MYJIb-
TUAUCLIUIUIMHAPHBIX KOMaH[, Ha3HauyeHue Tepanuu ['P
U TIOJIOBBIMU CTEPOUIAMU, KOHTPOJIb TTUIIEBOTO OKPYKe-
HUS U Jydylllee TOHUMaHUE MOBEAEHYECKUX U TICUXUYE-
CKUX acrnekToB. [To MHeHUIO 3KcepToB [3], HeoOxoauMo
JaJibHelIee N3y4yeHue BOPOCOB ONTUMAIBHOTO BO3pacTa
Havasa tepanuu ['P B gerctBe u ponu I'P mpu nepexone
BO B3pPOCJIYIO XXU3Hb, PEXMMOB Tepauy MOJIOBBIMU CTEPO-
WJaMU, TAaTOTEHETUYECKOrO JIeYeHUS Turepdaruu v rcu-
xudeckux 3adonesanuii mpu CIIB.

Asmop dekaapupyem omcymcmeue KOHGAuUKma unmepe-
€08, CBA3AHHBIX C PYKONUCHIO.
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