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KaroueBnlie ciioBa
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Cnmcok cokpameHui

AJIT — ananmHamuHOTpancdepasa

ACT — acmaparunamuHoTpaHchepasza

I'b — rnmukorenoBas 60J€3Hb

I'TT — ramma-TiryramMmunTpancdepasa

[-KC® — rpanynonutapHblii KOJOHUECTUMYIUPYIOMIHA (HaKTop
JHK — ne3oxkcuprOoHyKICOTHHOBAS KUCIOTA

K®K — kpearundochoknnaza

JIAI" — nakTaTaeruaporeHasa

JIITHII — imnonpoTenHbl HU3KOM TUIOTHOCTH

JIITOHII — nunonpoTenHbl O4eHb HU3KOU TUIOTHOCTH
MHO — MexayHapoaHOE HOPMAIM30BaHHOE OTHOILIEHUE
OTII — oproTronuueckas TpaHCIIAHTALUA [1€YEHU

ITN — npoTpoMOMHOBBIN HHIEKC

CIIA — Coenunennsle Llltatel AMepuku

V3U — ynbTpa3ByKOBOE UCCIICIOBAHKE

OIIP — 3H101IIa3MAaTHYECKUI PETUKYIIYM

9XO-KTI" — sxokapauorpadus
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TepMI/IHI)I H onmpeacjJcHus

A/leHOMa Te4YeHM — HOBOOOpa3oBaHME JOOPOKAYECTBEHHOTO XapaKTepa, pa3BUBAIOIICECs B
ANUTENNAIBHON TKAHU U COCYJaX MEYEHHU.

I'emaTomeraJinst — yBennyeHue NeYCHHU.

I'unepaunugeMusi — aHOMaJbHO MOBBIIICHHbIE KOHIICHTPAIH JIMIIUI0B W/WIH JIMIIOMPOTEHHOB
B KPOBH.

I'unepypukemMusi — MOBBIIIEHHAs! KOHIEHTPALUsI MOYEBOM KUCIIOTHI B KPOBH.

I'unoriaukemMusi — CHI>KEHUE COACPKAHUS TITFOKO3bI B KpOBU MeHee 3,33 MMOJIb/J.

I'imkorene3 — OMOXMMHUYECKUI Mpoliecc, TPOTEKAIOIIUI B OCHOBHOM B MEYEHHE U MBIIIIAX, B
pe3ysbTare KOTOPOro III0K03a IMPEBPAIIAETCs B TJIMKOIE€H.

IauKoreHon3 — OMOXMMHYECKHI IMPOIECC PACHICTIICHHUS TJIMKOTEHA JI0 TIIFOKO3bI, KOTOPBIN
OCYIIIECTBIISIETCS TJIaBHBIM 00pa30M B IIEUEHU U MBIIIIAX U HE TpeOyeT 3aTpaT SHEPTUH, C LENbIO
MO//IepKaHUs TOCTOSIHHOTO YPOBHS TJIFOKO3bI B KPOBHU.

I'imkosm3 — mpolecc OKUCIEHUS TIOKO3bl, P KOTOPOM M3 OJHOM MOJIEKYJIbl TJIFOKO3bI
00pa3yroTcs IB€ MOJIEKYJIbl TUPOBUHOTPAJHOMN KUCIIOTHI.

I';iokoHeorene3 — mnpouecc oOpa3oBaHMsl B MEYEHU U OTYACTU B KOPKOBOM BEIIECTBE MOYEK
(okomo 10 %) MoJeKyn TIIOKO3bl W3 MOJIEKYN JPYrUX OpPraHMYeCKUX COCIUHEHHH —
MCTOYHUKOB YHEPTHH, HAIIPUMEP CBOOOIHBIX aMUHOKHUCIIOT, MOJIOYHON KUCIIOTHI, TIIUIEPHUHA.
JlakTaTr-anmao3 — naTojaoruueckoe COCTOSHUE, BO3HUKAIOIIIEE MTPU PA3IMYHBIX 3a00JI€BaHUIX U
CHHJPOMAX, KOI'/Ia COAECPKaHUE MOJIOYHOM KHCJIOTHI B CBIBOPOTKE KPOBH CTOMKO IPEBBIIMIAET 5
MMOJIB/JI, YTO COMPSIKEHO CO CHIbKeHHeM pH aprepuanbHOil KpoBH.

HeiiTponeHusi — MOHMXEHHBIH YPOBEHb HEUTPO(DUIBHBIX I'PAHYJIOLHUTOB B OOIIEM KJIETOUHOM
cocTaBe KpoBH 10 ypoBHs meHee 1500/mx.

Crearo3 meyeHum — HauOoJsiee pacHpOCTPAHEHHBIN TemaTo3, MPU KOTOPOM B TMEUYEHOUHBIX
KJIETKaX IPOMCXOUT HAKOIIEHUE JKUpa.

ChpIpoii KyKypy3HbIii Kpaxmaj — 3TO KpaxMaJ, MOJIydaeMbIii U3 KyKypy3bl, HE MPOLIEAIINI
KYJIMHapHyl0 00pabOTKy, KOTOpBIM CO3/aeT 3amac TJIOKO3bl B KHUIIEYHHKE, OTKyAa OHa
ME/JIEHHO BCAChIBAE€TCS B KPOBb, IOATOMY IIPUMEHEHHUE CHIPOrO KpaxMaia MOo3BOJIsIeT 000ONTUCH
0€3 4yacToro KpyriocyTouHOro KOPMJICHHUS U 30HIOBOTO MUTaHMUS.

®udpo3 mneyeHM — Pa3pacTaHUE COSAMHUTEIBHOW TKAaHW OpraHa, BO3HHUKAOLIee IpuU

Ype3MEePHOM HAKOIIJICHUH O€JIKOB BHEKJIETOYHOI'O MaTpuKca (OCHOBBI COEIMHUTEIHbHON TKAHH).


https://ru.wikipedia.org/wiki/%D0%9E%D0%BA%D0%B8%D1%81%D0%BB%D0%B5%D0%BD%D0%B8%D0%B5
https://ru.wikipedia.org/wiki/%D0%93%D0%BB%D1%8E%D0%BA%D0%BE%D0%B7%D0%B0
https://ru.wikipedia.org/wiki/%D0%9F%D0%B8%D1%80%D1%83%D0%B2%D0%B0%D1%82
http://sportwiki.to/%D0%90%D0%BC%D0%B8%D0%BD%D0%BE%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D1%8B
http://sportwiki.to/%D0%9C%D0%BE%D0%BB%D0%BE%D1%87%D0%BD%D0%B0%D1%8F_%D0%BA%D0%B8%D1%81%D0%BB%D0%BE%D1%82%D0%B0
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1. KpaTkasi ungopmanus

1.1 Onpeneaenue

I'iukorenoBasi 6os1e3ub la THNa (cuHOHUMBI: Oone3Hb (oH [MpKe, renaropeHaTbHBINA
IJIMKOT€HO3, TemaToHe(PpOMeralbHbIM TJIMKOTEHO3, JACPHUIUT TII0K030-6-hocdaraser) —
ayTOCOMHO-PEILIECCUBHOE 3a00JIeBaHWE, BbI3bIBaeMOE JAChUIIMTOM TIIHOK030-6-hocdarazsl u
ACCOIIMMPOBAHHOE C M30BITOYHBIM HAKOIUIEHUEM TJIMKOT€Ha HOPMAJIbHOU CTPYKTYPHI B IE€UYCHHU,
MOYKaX U CIU3UCTON 000JI0UKE KHIICUHUKA.

I'nukorenoBass GoJse3nb Ib THma — ayTrocoMHO-pernieccuBHOE 3aboseBaHuUe,
BbI3bIBaEMOE JA€(PUIIMTOM MHKPOCOMAIBLHOTO TPaHCHIOPTHOTO Oenka T (TpaHCIOKa3bl INIFOK030-
6-docdara3er) U accomMUpPOBaHHOE C HM3OBITOYHBIM HAKOIUIGHHEM TJIMKOT€HAa HOPMAalbHON
CTPYKTYPBHI B II€YEHH, MIOYKAX U CIM3UCTON 000JI0UKE KUIIICYHHKA.

I'nuxorenoBasi 6oJsie3nb |l TMma (cunonumer: Oone3nbp Kopwu, 6one3nr Popbca,
JUMUTACKCTPUHO3, HebuiuT amuio-1, 6-raroko3uaasbl, AeUIUT TIHUKOTEH-AEBETBSIIIErO
depmeHTa «iebpaHuepa») — ayTOCOMHO-PELIECCUBHOE 3a00JIeBaHUE, BhI3bIBAEMOE Ie(PUIIUTOM
TJIMKOTEH-/IEBETBSAIIEr0 (epMeHTa, TPEACTAaBICHHOTO aMuio-1, 6-rmroko3unazoii u  4-o-
TIIIOKaHOTpaHc(epa3oil, M AacCOUMMPOBAHHOE C HAKOIUIGHHEM TJIMKOT€HA aHOMAaJbHOU
CTPYKTYpPbl C KOPOTKMMHU OOKOBBIMH BETBSMHM B TNEUYEHU W/WIM MbIIIAX. B 3aBHCUMOCTH OT
AKTUBHOCTH KaTATUTUYECKUX €IUHUIl U JOKaNuW3auuu neduuutHoro ¢epMeHTa, BblaensioT 4
noaruna I'b 111 tuna: I11a, I1Ib, IIIc u IIId.

I'nuxorenoBas 6ojie3ns IV THna (CHHOHUMEBL: OOJie3HH AHIEPCEH, NEeDUIUT amMHIIO-
1, 4:1, 6-rmokanTpaHcdepasbl, AePUIUT TIUKOT€H-BETBSAIIEro (epMeHTa, aMHJIONEKTHHO3) —
ayTOCOMHO-pEIlecCCUBHOE  3a0oyieBaHue, MposBistonieecs  aepunurom  amuio-1, 4:1, 6-
rIroKaHTpancdepassl (TIIMKOTEH-BETBAIIETO (epMEHTa) U COMPOBOXKIAIONIEECS HAKOIUIEHUEM
TJIMKOTEHA AaHOMAJIBHON CTPYKTYPHl B PAa3JIMYHBIX OpPTraHaX W TKaHSAX, BKIIOYAs TEYCHb W
MBIIIIIBL.

I'iukorenoBass 06osesnb VI Tuna (cuHoHUMBL: Oosie3Hp Xepca (Opa), aepuuut
dbochopuiia3el MEYEHH) — ayTOCOMHO-PEIIECCUBHOE 3a00JeBaHUE, BBI3BIBAEMOE JACHUIIUTOM
NeuYeHOYHOH (ocdopriiazbl U acCOUMUPOBAHHOE C HAKOIUIEHHEM TIMKOTeHa HOPMaJbHON
CTPYKTYpHI B IEYCHH.

I'nuxorenoBas 6ose3nb I1Xal u 1Xa2 tuma (cunonmmbl s [Xal: X-crerieHHBIR
neyeHouHbld rnukoreno3 tuma |, I'b VIII, Vla, VIb (bopmanbHo; cunonumsl s [Xa2: X-

CIICTUICHHBIN TeYeHOUHbIH TiukoreHo3 tuma IlI) — X-cremienHoe ¢ mojoMm 3abosieBaHue,
5
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BBI3BIBAEMOE JIEPUITUTOM 0p-CyOBeTMHMIIBI KUHA3BI (Gocdopuiaspl (pochokuHazbl) eYeHH U
ACCOLIMMPOBAHHOE C M30BITOYHBIM HAKOTJICHHUEM TTIUKOTEHA B OpTraHe.

I'iukorenoBast 6ose3nb IXb THma (CMHOHMMBI: JE(UIUT MBIIICYHON/TIEYEHOYHON
KrHa3bl Gocopuiiazbl) — ayTOCOMHO-PEIICCCUBHOE 3a00JIeBaHUE, BhI3bIBAEMOE JAePUIIUTOM [3-
CyObEIMHHULIBI MBIIICYHON/TIEYCHOYHONH KHHa3bl ¢docopmiasbl U acCOUUUPOBAHHOE C
HAKOIUICHUEM TJIMKOTCHA B TICYCHU U MBIIIIAX.

I'nuxkorenoBast 00J1€3Hb IXce THIIA (CMHOHHMMBI: HEJIOCTaTOYHOCTh
TECTUKYJISAPHOW/TIEYCHOUHON  M30(DOpMBI  Y-CyOBeAMHHIIBI  KWHA3bl  (ocdopunaszpl) —
ayTOCOMHO-PEIECCUBHOE 3a00JIeBaHKe, BbI3bIBAEMOE NE€(DUIIUTOM TECTUKYIISPHON/IEYEHOUHON
n30(OpMBI  y-CyOBEIMHUIIBI KHUHA3bl (ochopuiazbl U acCOIMUPOBAHHOE C HAKOIUICHUEM
TJIMKOTEHA B MICYSHU W MBIIIIIAX.

I'mnkorenoBasi 60Jie3Hb 0 TUNA (CHHOHUMBI: arJUKOT€HO3, ACPHUIMT MEYCHOYHON WIIH
MBIILIEYHON TJIMKOTEHCHUHTa3bl) — ayTOCOMHO-PELIECCUBHOE MeTabonnueckoe 3aboiieBaHUE,
BBI3bIBACMOE JCPHUIIMTOM TJIMKOTCHCHHTA3bl B TICUCHU WJIM B MBIIIIAX W aCCOIMHPOBAHHOE C
KpaiiHe HW3KUMH 3alacaMy TJIMKOTEHA B TEMAaTOIMTAaX WM MHOIUTAaX, M, COOTBETCTBEHHO, B
OTNIMYME OT JPYIMX THUIIOB TJIMKOTEHOBOW OOJNE3HH, MPOTEKalIllee € H30BITOUHBIM €ro
oTNOXKeHHWeM. B  3aBucuMocTd 0T JoKanu3aluu JAepuuutHoro ¢GepMeHTta, BbIICISIOT

NIEYCHOYHYIO ¥ MBIIICYHYIO popmMy 3a00s1eBaHUS.

1.2 DTHOJIOrMS M IATOreHe3

[Tpuunno#t BozHuKHOBeHUs ['b la Tuna sisrores mytanuu B rene G6PC, xonupyromem
TIII0K030-6-(ocdaTasy, 4T0 NPUBOAUT K €€ HEJAOCTATOYHOCTH B TMEYEHH, MOYKaX, CIM3HCTOU
000JI0YKe KHILIEYHUKA, a TAK)KE B OCTPOBKAX [-KJIETOK IMOJKETYJOYHOM >KeJle3bl U JKEIYHOTo
ny3bIps. ['eHHBIN OKyC rMKoreHoBoi 6ose3Hu la Tuna coorserctByeT 17921.31. OH conepxut
5 ak30HOB M 3aHMMaeT okoio 12,5 kb renomuoit JIHK. Tun HaciemoBaHusi — ayTOCOMHO-
PELIECCUBHBIN.

ITatorenes I'b la tuna. I'moko30-6-(ocdaraza kaTamuzupyeT KOHEUHYIO PEaKIUI0 Kak
[JIFOKOHEOT'eHe3a, TaK U THAPOJM3a TJIMKOTeHa, TMJIPOIN3Ys TIII0K030-6-pochaT Ha IIIOKO3y U
Heopranudeckuit ¢pocdar (Pi) u SBISAACH €AMHCTBEHHBIM HCTOYHUKOM OOECIICYCHUSI OpraHu3Ma
OOJNBIIMMH KOHIIEHTPAIMSAMHU TIIFOKO3bl. HecrmocoOHOCTh opraHm3Ma OOJBHOTO TPEBPATUTH
TIII0K030-6-(ocdaT B TIIOKO3Y BEIET K THIOTJIMKEMHUH JaKe TIPU KPATKOBPEMEHHOM T'OJIOTAHUH
u3-3a OJIOKaJbl TJIMKOT€HONW3a M TJIIOKOHEOreHe3a M K HAaKOIUIGHWIO TJIMKOTeHa B IICUCHH,

MMOYKaX M CIM3UCTOM 000JI0YKe KHIICYHUKA, IIPUBOJAA K IlI/IC(byHKI_II/II/I 9TUX OpTraHOB.
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Hakorenue cybctpara OJIOKMPOBAaHHON PEaKIMU, TIIFOK030-6-docdaTa, CTUMYIUPYET TITHKOIH3
Y HaKOIUIEHHE JIAKTaTa, KOTOPBIHA, CHHTE3UPYACh B APUTPOLIUTAX U MBILIEUHON TKAHU, HE MOYKET
ObITH TMpeBpalleH B TIJIOKO3y B TieueHH (OJokaja TJIIOKOHEOreHe3a). [ urmorimkemust
00yCJIOBIMBAET OTHOCUTEIBHO HU3KYIO KOHLEHTpalMio MHCYJInMHA. CHUXKAeTCs COOTHOILIEHHE
UHCYJIMH/TJIIOKArOH, CTUMYJIUPYS JIMIIOJN3, U IIOBBIIAETCS YPOBEHb KUPHBIX KUCIOT B IJIa3Me.
Ctumynsinus TJIMKOJIN3a BEAET K YBEIIMUCHUIO CHHTE3a rnieposa u anetmi-KoA, cybctpaToB u
KO(paKTOPOB CHHTE3a TPUTIHUIEPUAOB B TMEYEHH. [JIIOKaroH TaKXke CTUMYJIHPYET
METa0O0JIMYECKUE IyTH, YTHETAoLUe [-OKUCIEHHE >KUPHBIX KHUCIOT B MHUTOXOHAPHSX, YTO
COIIPOBOXKIAETCsl UKapOOHOBOM anuaypueil. Eciu ckopocTh cHHTE3a anoJUNONpOTEHHOB U
0o0pa3oBaHMs JMUIIONPOTEUHOB OoueHb HU3KOW miuotHocTH (JIIIOHII) m nunmonpoTrenHOB HU3KON
mwiotHoctu (JIITHII) orcTaer oT yckOpeHHOro CHMHTE3a JIMIUIOB, B TENAaTOLUTaX 00pa3yroTcs
KalUIM JKUpa, BBI3bIBAS BBIPAKEHHYIO TemaToMeraiuio (KupoBas TpaHchopMalus, CTeaTro3
neueHu). JlakraT sBIAETCS KOHKYPEHTHBIM HMHTMOUTOPOM IOYEYHO-KAHAIBLIEBOM CceKkpenun
ypaToB, 4YTO BEAET K THUIEPYPUKEMHM U TUIOYPUKO3ypuu. [unepypukemus sBiseTcs
CIIEICTBUEM HE TOJBKO CHIKEHHUS I0YEYHOIO KIUPEHCAa, HO M THIEPHPOLYKIMH MOYEBOMN
KHCJIOTBl B pe3yjbTaTe MCTOLIECHHUS BHYTPHUIIEYEHOYHOTO (hocdara M yCKOPEHHOH nerpaganuu
aJICMHOBBIX HYKJIEOTH/IOB.

Mexanusmsbl hopMupoBaHus (OKATBHO-CETMEHTAPHOTO TioMepyrockieposa mpu I'b 1
TUIIA OKOHYATEeNbHO HE SCHBL. He MokeT ObITh NpUYMHOW THIepPUIbTaALMU M XapakTep
OUTaHUsA, T.K. B palUOHE MpeobianaroT yrieBoabl. He wuckmodyeHo, 4ro (opMUpoBaHHE
(OKaTbHO-CETMEHTAPHOTO  IJIOMEPYJIOCKIepo3a  CBA3aHO TaKkKe C  IMEepCUCTUpYOIeH
TUIEepIUNUIEMUe, Hano1o0ue TOro, Kak 3TO IMPOUCXOAMUT IpU MEPBUYHOM HEPPOTHUECKOM
CHUH/POME C HEaJIeKBaTHBIM KOHTPOJIEM 4YacTOThl PEIUAMBOB U akTUBHOCTU Oosie3nu. Ha poinb
JPYruX MaTOreHeTHYeCKUX (PaKTOPOB NPETEHIYIOT apTepuanbHas TUIEPTEH3Us,, HEPeaKo
Bo3HMKatowmas npu I'b | tuna, u runepypuxemus. KoHKpeMeHTHI yallle COCTOSAT U3 KPUCTAJIOB
MOHOTHJIpaTa OKcajlaTa KaJlbLiis, XOTsS HaJMYhe TUIEepypaTypuH AAaeT OCHOBAHMS OKHUIATh
ypaTHOrO0 COCTaBa KaMHEH, HO 3TO He Tak. MexaHu3M 00pa30BaHMs OKCaJaTHO-KaJIbLIMEBBIX
KOHKpeMeHTOB IIpH ['b [ Tuna He n3ydeH. Bo3MOXHO, K HEMYy UMEIOT OTHOILIEHHE XPOHUYECKUI
aluI03 U YpUKeMHUs MO0 SH3UMaTHyeckue Ae(eKTbl B MEYeHH C BO3MOXKHOW aHanoruei
TUIEpOKcanypuu tumna [

[Mpuunnoit Bo3HWkHOBeHHs ['B Ib Tuma sBusrorcs wmyrammm rteHa SLC17A4,
KOJUPYIOLIET0 MHKPOCOMAbHBIA TpaHCHOPTHBIA Oenok T; (TpaHciokazy TIIHOK030-6-

(I)OC(baTaSBI), 4YTO MPUBOJUT K €€ HCAOCTATOYHOCTU B IICYCHH, IMOYKAX, CIIU3HUCTON 000JI0UKE

9
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kumieynuka. ['ennsiit mokyc I'b 1b cootBerctByer 11023.3. OH comepKUT 9 5K30HOB M 3aHUMACT
ot 4 1o 5,3 kb renomuoii IHK. Tun nHacnegoBaHus — ayTOCOMHO-PELIECCUBHBIH.

[Tatorene3 I'b Ib tuma. PacrnosnoxeHne akTHBHOrO IEHTpa IIIOK030-6-hochartassl B mpocBeTe
OIIP o06ycinoBiuBaeT HEOOXOAMMOCTb TPAHCIOPTUPOBKU BCEX CYOCTpaToB U INPOIYKTOB
peaknuu, KatamsupyeMon depmentom, depe3 meMOpany OIIP. Hemocrarounocts Oenka Ti
COIIPOBOKIAETCS HEAOCTATOUYHOCTBIO TIIOK030-6-(hocdaraspl. Cnennduyeckum npusznakom I'b
Ib Tuma sBnsieTcs HEUTpONEHHS M yXyAIIEHHE (YHKIUU HEUTPODHIOB. Y TakuxX OOJBHBIX
HapylleHa KakK JIBUTaTelbHas CHOCOOHOCTh HEUTPO(QWIOB, Tak M UX AKTUBHOCTh IIpU
pecrupaTtopHOM B3pbiBe. Kpome TOro, 3T matrojsoruuyeckue U3MEHEHUs] MOTYT ObITh CBSI3aHBI C
HApyIICHHEM TPAHCIOPTAa TIJIIOKO3bl Yepe3 MeMOpaHy HOIMMOP(HOSACPHBIX JEHKOLUTOB.
CorjacHo CyHIIECTBYIOIIMM TPEINOJIOKEHUSIM, MHUKPOCOMAJIBHBI TpPAaHCHOPT TIFOK030-6-
dochata wurpaer OmpeNeNEHHYIO pPOJb B AHTUOKCHJAHTHOM 3amure Heitpoduios, a
reHeTUYecKas M0JIOMKa TPaHCIIOKa3bl IIII0K030-6-(ocdaraspl BeeT K HAPYLUICHUIO KIETOYHBIX
(GyHKIMH, B YaCTHOCTH, aroNTo3a, YTO MOXET CIYXHTb OOBSICHEHHEM HEHTpOPHIBLHON
nuchyHkiu y 6oapHbIX ¢ I'b Ib THma.

[Tpuuunoit BozuukHoBeHus ['b Il Tuna senstorcs myrauuu rena AGL, koaupyromero
[JIMKOT€H-/IeBETBAIIUN (PepMEHT, KOTOPBIH MpeacTaBisieT co0oi 00bII0i MOHOMEPHBIN OelI0K
C MOJICKYJsIpHOH Maccod mpuOimsurensHo 160 kJl u mMeer 2 KaTaTMTUYSCKUX CAMHHIIBL:
ammio-1, 6-rmoko3ugasy  u - 4-o-TarokaHoTpancdepasy,  CHocoOHbIe  (DYHKIIMOHUpPOBATH
HE3aBUCHMO Jpyr OT Jpyra, OJHAKO i HOPMAalbHOTO JEeWCTBUS JIEeBETBsAIIEro (epmeHTa
HeoO0Xo/uMa aKTMBHOCTh O00€HX KaTaduThdeckux enuHuil. [lomamistomiee OOJBIIMHCTBO
O0JBHBIX UMEIOT JIe(PULIUT 3TOT0 IH3UMA KaK B MIeUeHH, Tak U B Mblmnax (noarun llla), onnaxo
npuMepHo y 15% mnarueHToB OH oTMeuaercsi Toibko B medeHu (moarun 111b). Hamuuue
yKa3aHHBIX MOATUIIOB OOBSACHSETCA pa3IMYHON dKcmpeccuei gepmeHTa B TKaHAX. B pemkux
Cllyyasix CeJEeKTHBHOE CHIDKEHHE AaKTHBHOCTU JIMOO amuio-1, 6-rimroko3uaassl, Jmbo 4-o-
riokaHoTpancdepassl MpUBOAUT K pa3utuio moAtunoB IlIc u 111d Gome3nu, cCOOTBETCTBEHHO.
[ennsiit okyc I'B Il Tuma coorBercTByer 1p21.2. OH comepxuT 35 SK30HOB, 3aHUMAIOIINX
85 kb renomuoit IHK. Tun HaciemoBaHus: — ayTOCOMHO-PELIECCUBHBIN.

[Tatorenes I'b Il Tuma. Amuno-1, 6-raroko3uaasa yqactByeT B MeTaboJIn3Me IIIMKOreHa
B TOYKaX BETBJICHUS IJIMKOT€HOBOTO «JiepeBay. DepMeHT sBiseTcss OMpyHKIHMOHAIBHBIM, C
OJTHOW CTOPOHBI MpeBpalas JUMHT-IEKCTPUH B TJIMKOTE€H C HApYXHBIMH IETISIMA HOPMaJIbHOU
JUIMHBL M, C JIPYTOi, OCBOOOXKIas TIIIOKO3Y IyTeM THApOiM3a o-1, 6-TIIFOKO3HIHON CBSI3H.

Myranust QepMeHTa CONpPOBOXKIAETCS HApYLICHHEM BBICOKOCHEIM(PHUECKOro Ipolecca
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[JIMKOTEHOJN3a, MPHUBOJS K HAKOIUIEHUIO B TKaHAX (T€Y€Hb, MBIMIIbLI) MOJEKYJ TJIMKOreHa
QHOMAJIIBHOM  (OPMBI C  YKOPOUYEHHBIMH HAPY)KHBIMHU LENSAMH, KOTOPBIH  OKa3bIBaeT
UTOTOKCUYECKOE JCHCTBUE, MPUBOJIS K AUCHYHKIIMH COOTBETCTBYIOIIMX OPraHOB. MeXaHU3MbI
dbopMUpOBaHUS TMIOTIMKEMHH U JTaKTaTalKu103a CXOAHbI ¢ TakoBbIMH 1ipH I'b I Tuma.

[Tpuumnoit BozaukHOBeHUs ['b IV Tuna seistores myranuu B rene GBEL, konupyromem
ammio-1, 4:1, 6-rmokanTpaHcdepasy, 4To IPUBOIUT K €€ HEJJOCTATOYHOCTH B IMEUEHH, MBIIIIIAX,
JeHKONMTax, J3pUTponuTax U (uOpobmacTax. Myranuu B OTOM IKE TEHE BBI3BIBAIOT
MOJINTIIMKO3aHOBYIO 00Jie3Hb Y B3pocibiX. I'eHnsiid okyc I'b IV tuna coorBercTByet 3pl2.2.
Tun Hacnen0BaHUs — ayTOCOMHO-PELIECCUBHBII.

[Tatorene3 I'b IV Ttunma. Ammwmno-1, 4:1, 6-rmrokanTpancdepaza ydacTByeT B MeTaOOIH3ME
[JIMKOTE€HA TPH TOYKAaX BETBICHHS TJMKOTEHOBOTO <«JepeBa». OHAa COEAMHSAET CErMEHT II0
KpaiiHeil Mmepe u3 mectu -1, 4-CUEMICHHBIX TJIIOKO3UIHBIX OCTAaTKOB HApY>KHBIX Lemnei
[JIMKOT€HAa C TJIMKOTEHOBBIM «AepeBOM» 0-1,6-TMKo3uIHON CBsA3bl0. Mytanus ¢depmenTta
HapylaeT HOPMAaJbHBIM CHHTE3 TJIMKOT€HA, YTO TNPUBOIUT K OOpPa30BaHUIO aHOMAaJIbHOTO
noJjiucaxapuja ¢ aMUJIONEKTHHOINOA00HON CTPYKTYpoH (monuriuko3riukad). HakannuBasce B
Pa3IMYHBIX TKAHAX, BKJIIOYas IEYEHb U MBIIIII, OH MOBPEKIACT UX KICTKH.

[Tpuuunoit Bo3HukHOBeHUs ['b VI Tuna sBnstorcs myrauuu B rene PYGL, xoaupyromero
docdopmiaszy nedenu. I'ennsiii mokyc I'b VI tuna coorserctByet 14921.1. Tumn HacieqoBaHus —
ayTOCOMHO-PELIECCUBHBIM.

[Tatorene3 I'b VI tuna. ledpuuut nedenHouHoit ¢ochopunassl, KaTaau3UpyoLeH NepByro
pEaKIMIo pacraja IIMKOreHa, BeJeT K €ro U30bITOYHOMY HAKOIUIEHHUIO B TeNaToIUTax.

[Ipyunnoit Bo3HukHOBeHMss ['b 1Xa Tunma sBmstorcss wmyrauum reHa PHKA2,
KOJUPYIOIIETO 0p-CYyOBEAMHMILY TEYEHOYHOW KHHa3bl (ocdopunaspl, 4TO MNPUBOJUT K €€
HEJOCTAaTOYHOCTH B TMEYeHH U dpurponmrtax (moatun |Xal) wnu Tonpko B meueHu (MOATHUIT
IXa2). I'ennsiii nokyc I'B IXa tuma coorBerctByer Xp22.13. Tun HacnemoBanus — X-
CLICIIJICHHBIM.

[Tpuunnoit BosuukHOBeHUs I'b IXb Tuna sBnstorcs myranuu rena PHKB, koaupyromero
B-cyObenmuHHIly MBIIICYHOMN/TIedeHOUHO KuHa3bl Gochopmassl. ['ennsiit okyc I'b IXb tuna
cootBercTBYyeT 16012.1. Tun HacnenoBaHUS — ayTOCOMHO-PELIECCUBHBIH.

[Mpuunnoit Bo3HumkHOBeHuss ['b IXc Tuma sBmasrorcs wmyrtamuun reHa PHKG2,
KOJIMPYIOILIETO TECTUKYJSPHYIO/TICUEHOYHYIO n3odopmy Y-CyObe TMHUIIBI KUHA3bI

dochopunasel. ['ennsiii nokyc I'b IXc tuma coorBerctByer 16pl1.2. YcraHoBieHO, YTO reH
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PHKG2 conepxut 10 sx30oHOB u 3anumaeTr 9,5 kb renomuoii JIHK. Tun nHacnemoBanust —
ayTOCOMHO-PELIECCUBHBIM.

[Marorenes I'b IX tuma. Jepuuut nrodoir u3 cyObeauHul] KuHa3bl (ochopuiassl b
Hapymaet mporecc pochopoiusza neuenounoi Gochopunassl b B pochopunasy a, 94to BeAET K
HAPYIICHUIO aKTUBAIMH [TOCJIETHEN U B UTOTe — K HEBO3MOXKHOCTH PACIICTIIICHUS TJIMKOTEHa.
®dochoknHaza coCTOUT U3 4 pa3HBIX CYOBEAMHHUII, KOKIYIO U3 KOTOPHIX KOJUPYIOT Pa3IHNuHbIC
TeHBI, PACIIOJIATAIOIMECS B PA3IMYHBIX XPOMOCOMAaxX M TO-Pa3HOMY JKCIPECCHUPYIONIUECS B
pasnmmunbix TKaHsx: o (PHKA2), B (PHKAB), vy (PHKG2), 6 (CALM1). Cyobeauuuiisl o u B
BBIMIOJHSIOT PErylaTopHble (QYHKUWHU, Y — KaTaIUTUYECKyl0 (yHKUIMIO, a & — (YHKIHUIO
cBs3biBanmst noHoB Ca’’. CyGbeqiHIIA 0 IMEET IBE H30)OPMbI — MBIIICYHYIO U ICYCHOUHYIO,
KOAMPYEMbIE IBYMsS pPa3HBIMH TI'€HAMH, pAaCIOJIaralolIuMHUCT Ha X-XpoMmocome. [ eHbI,
KOAUPYIOIIHNE OCTajbHble CyOBEIMHUIIBI, HAXOITCS B ayTOCOMHBIX XpoMocoMax. Myranuu B
renax PHKA2, PHKAB u PHKG2 BessiBator I'b 1Xa, IXb u IXc tumos, coorBerctBenno. Ipu
Pa3BUTHH OJHOW W3 YETHIPEX OCHOBHBIX (DOpPM OOJIE3HH MOPAX]AIOTCS COOTBETCTBEHHO, IIO0
yOBIBAaHUIO YaCTOTHI BCTPEYAEMOCTH, TI€YCHb, MEYCHb W MBIIIIBI, TOJEKO MBIIIIBI, TOJBKO
cepaue. Umeercs taxke moatun [Xd (mbimieunast ¢popma), BbI3BIBAEMBIH MyTalUsiMU B T'€HE
PHKAI.

[Tpuunnoii Bo3HukHOBeHHs ['b 0 Tuma sBnsiorcst myraumu B reHax GYS2 m GYS2,
KOJMPYIOIIUX TICUCHOYHYIO U MBIIICYHYIO TJIMKOTEHCHHTA3y, COOTBETCTBEHHO. [ €HHBIN JIOKYC
I'b 0 tuna coorBercTByeT: 12p12.1 — 11 neueHouHoit dopmsl, 19q13.33 — a5 MbILIEUHOI.
I'en GYS2 comepxut 16 5x30HOB 1 3anuMaeT 6osee 30 kb remomuoii JIHK. Tun HacnemoBaHust —
ayTOCOMHO-PEIIECCUBHBIM.

[Tatorene3 I'b 0 tuma. Ilpu OTCYTCTBUU TJIMKOT€HCUTHA3bl HEBO3MOJKEH aJ[€KBATHBIM CHUHTE3

TJIMKOI'€HA, YTO NPUBOAUT K BBIPAKKCHHOMY CHHUIKCHHUIO €0 COACPKAHUA B IICUCHU UJIU MbIIIIAX.

1.3 DunaeMuo0rus

I'b tuna la Bcrpedaercs npumepHo y 80% manueHToB cpeau Bcex 6ombHbIX ['b I THMA.
Yactora BcTpewaemoctd I'b la tunma B ob6meit momynsuuu coctasinser 1:100 000-300 000.
Hanpotus, cpenu eBpeeB-anikeHa3u yactora Bo3pactaer 10 1:20 000, uro B 5 pa3 Bellle, 4eM B
00111eM Cpe/iy JIUL €BPOIIEOUTHOM pachl.

I'b Ib tuna Bctpewaercss npumepHo y 20% manMeHTOB BceX OOJIbHBIX TIMKOT€HO30M

tuna .
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[MTammenter ¢ I'b Il Tuma cocraBnsaroT npubauszurenbHo 24% OT BceX OOJBHBIX
rikoreHo3amu. Camasi Bbicokas yacrtota BcrpedaeMocTd (1:3600) I'b III tuna (moxrun Illa)
3adukcupoBana cpeau HaceneHus Paporickux octpoBoB (CeBepHast ATIAHTHKA), YTO CBS3aHO C
s dexrom ocHoBarensa. CoorBercTByromas Hecymas yactota — 1:30. loBonbHo wacto 11 tum
I'b BcTpewaeTcss B momyssiuu ceBepoadpukaHckux eBpeeB B Mzpamne — 1:5400. ITpu sTom
Hecymass yacrora cocraBiusger 1:35. Pacmpocrpanennocts maronoruu B EBpome cocraBiser
npumepro 1:83 000 xuBBIX HOBOPOXXICHHBIX, B cTpaHax CeepHoii Amepuku — 1:100 000
»)uBbIX HoBopoXkIeHHBIX. B CIIIA I'b Il Tuma Bctpeuaercs ¢ wactoroi 1:100 000.

boneuele I'B IV Tuma cocrtaBmstor Bcero 0,3% Bcex HanMEHTOB ¢ OOJNE3HAMU
HAKOIUICHUS TJIMKOTeHa. YacToTa BCTPeUaeMOCTH MATOJIOTUH HEM3BECTHA.

I'b IX tuna — npuunnaa passutus ['b npubmmsurensHo B 25% cirydaeB MOXET OBITh
npunucana neuuTy KuHa3bel Gochopuiasbl, cpeau KOTOphIX 1Xa TN TMUKOreHo3a sBIsSeTCs
HanOosee pacnpoctpaHeHHbiM. UTo kacaercst IXb u IXC TumoB, To B juTeparype HMEIOTCS
CAMHUYHBIC OTIICAHMSI.

Yacrora Bcrpeuaemoctu I'b 0 Tuna HensBecTHa.

1.4 Koguposanue no MKB-10

E74.0 — Bone3nn HaKOIUIEHMS TJIMKOTEHA.

1.5. Knaccnpukanus

Obwmenpunsras HomeHkarypa I'b noka He pa3paborana. B Hacrosiiee BpeMsi IpUHSATO
UCIIOJIb30BaTh Kilaccugukanuioo, npemioxeHnyo Jx. Kopu B 1954 r. m moctpoeHHyro 1O
XpOHOJIOTHYeCKOMY MpUHLUNY: TUIBI ['b 0003HayaroTCs puUMCKUMHU LU(paMu U pacroaratoTcs
B TIOpS/IKE OTKPBITUS CHHIPOMOB M COOTBETCTBYIOIIMX (epMeHTHBIX nedekToB. Ceituac
HOPUHATO BBIIEIATH 10 15 pasnuunsix TunoB I'b. BaxkHo oTMeTHTh, 4TO y OJHOTO MalKEHTa
BO3MO)XHO COUETaHHE HECKOJIbKMX (PEepMEHTHBIX Ae(PEKTOB, MU B TaKUX CIydasx HPUHITO
TOBOPUTH O HEUJEHTUBHLMPOBaHHBIX Tunax I'b. Hapymenue pacmernieHuss riaimkoreHa MOXKeET
nopakaTb B TMEPBYIO Ouepe[b IE€4YeHb W/WIM MBIIIB, [O03TOMY B HAcTOsIIEe BpeMs
ONPABJAHHBIM TAK)KE CUUTAETCS MaTOreHeTn4Yeckoe aeneHne I'b Ha rmedyeHo4HbIe, MBIIIEYHbIE U
cMmemannble ¢popmel. [IpuBonumas pabouast knaccudukanusa I'b yuyuTsiBaeT THUIBI U STTOHUMBI
3a0oneBaHus, (epMeHTHbIE Ae(EKThl, BaXHEHIINE KIMHUKO-IA0OpaTOpHbIE XapaKTEePUCTHKH,

0COOCHHOCTH TeUeHHS U MporHo3a 3toit naronoruu ([Ipunoxenue I'1).
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1.6 Knuanyeckass KapTHHA

[Toyeunbie mopaxenus npu I['b Ituma nposBisAOTCS (HOKATLHO-CETMEHTAPHBIM
[JIOMEPYJIOCKIEPO30M,  CONPOBOXKAAOIIMMCSA INPOTEHHYpUEH UM JOCTaTOYHO YacTo —
CHIDKEHHEM TNOYEeYHBIX (YHKIMHA; OYEHb PEIKO — BTOPHUYHBIM aMWIOMA030M AA-THma ¢
OTJIO)KEHUEM aMUJIOMJIa B II€YEHM M II0YKaX OIATh JK€ C PA3BUTHUEM IPOTEUHYPUHU;
TyOyJSIpHBIMU HApYLIEHUSAMHU IMPOKCHUMAJIIBHOIO THIA, HAIOMUHAIOMMUMU cUHApOoM (DaHKOHH;
HepponuTHazoM M HeppokaibuuHo3oM. IIpu I'b I Tuma anutensHOe Bpemsi HabirogaeTcs
runepuIbTpalys ¢ ToKa3aTelsIMM  KIupeHca KpearuHuHa >200 min/mun Ha 1,73 M.
Coxpansromasicss runepuibTpanus BEOET K «IIeperpyske» He(@pOHOB M, COTJIACHO TEOPUHU
bpennepa, mocienyomeMy CKIEpPO3UPOBAHUIO TIIOMEPYJI M MHTepcTULMA. KinuHudYecku 310
BBIPA)KaeTCsl B MUKPOAIbOYMUHYPHH C TpaHchopMalieil ee B HapacTaloUlyl0 POTEUHYPUIO U
napajyieIbHOM CHIDKEHHH CKOPOCTH KITyOOYKOBOH (MIBTpalMU BIUIOTH 1O (OPMHPOBAHUS
XPOHUYECKOW TIOYEYHOM HEJOCTaTOYHOCTU. Pa3BUTHIO ATHX M3MEHEHHH CrocoOCTByeT
HeaJIeKBaTHBI KOHTPOJIb TJIMKEMHUH U IPYTUX MeTabolndeckux HapymeHuid. B Bo3pacte nocne
20 net peHanbHble AUCHYHKIMU PA3IMYHON cTeneHn HabmroaaroTcs noutu y 70% mauueHToB ¢
I'b I Tumna.

@DaHKOHU-TIONIOOHBII  CUHAPOM  pPa3BUBAETCS PEIKO, W  HapylmeHue (yHKIUU
IPOKCUMAJIbHBIX KaHAJIbIEB MPOSIBIIAETCS T'€HEpaIM30BaHHOW aMUHOALUaAypuel, Gocdarypueit
U MPOKCUMAJIbHBIM TUIIOM IOYEYHOI'0 KaHAJIbLIEBOIO alK03a 3a CUeT MoTepu OMKapOOHATOB ¢
Mou0il. MapkepoMm IpOKCHUMaIbHOW AUC()YHKIMU CITY>KUT MOBBIIIEHHAs! SKCKpeLHsi ¢ MO4oil -
MUKporioOynuHa. XapakTtepHass ais cuHipoma @OaHKOHM TJIOKO3ypuUsi OTCYTCTBYET, T.K.
YPOBEHb TIIIOKO3bl B KPOBHM U, COOTBETCTBEHHO, €€ (UIbTpalus o4deHb HU3KU. Kak mpasuiio,
@DaHKOHU-TIOIOOHBIA CHHJIPOM pa3BUBAaeTCs Yy JeTel paHHEro BoO3pacTa € HEIO0CTaTOYHO
abdexTrBHON MeTaboIMUecKor Koppekuuen. Hopmanmzanus KOHIICHTPAMM — TIIIOKO3BI
JOBOJIBHO OBICTPO MPUBOAUT K JIMKBUJALMM MPHU3HAKOB JUCHYHKIUU IPOKCUMAIbHBIX
KaHAJIBIEB, YTO MOATBEPKIAECT BTOPUYHBIN XapaKTep MOYECYHBIX HAPYILIECHUH.

Hedponutnaz u HedpokanblnHO3 4damle HaOmomaloT B Oojiee  CcTapiieM BoO3pacte.
[TposiBNEHUSIMHU 3TUX COCTOSHUN MOTYT OBITh MTOYEYHBIE KOJIUKHU C OTXOXKAEHUEM KOHKPEMEHTOB,
00CTpyKIIMSL, TeMaTypus, HH(EKIHS MOYEBBIBOASIINX ITyTeEH.

VY HeKoTophIX OOJBHBIX pa3BUBAETCS JIETOYHAs TUIEPTEH3MS, NpPOrpeccHpyromas B
XPOHUYECKYIO CEPJIEYHYIO HEJOCTaTOYHOCTh U IPUBO/AIIASL K CMEPTH B FOHOILIECKOM BO3pACTE.

[lopaxeHue rojJoBHOIO MO3ra, BO3HUKAIOIIEE, CKOPEE BCErO, BCIEJICTBUE MOBTOPHBIX

TSKEIIbIX THUIIOITIMKEMHUYECKHX aTaK, TaKXE€ MOXKET OBITh 06H2lpy>KeHO Y MNAanuEHTOB C

14



KP371

rimkoreHo3oM | tuna. MHorna y Takux JgeTed TUarHOCTUPYIOT U3MEHEHHs NpHU IPOBEICHUU
TECTOB Ha BBICIIYI0 HEPBHYIO JESATEIBHOCTb WU IPU MCCIEAOBAHHWU BBI3BAHHBIX CIIYXOBBIX
noteHuuanos. [Ipuyem 3TH HapylleHUs B 3HAYUTENIBHOM CTENEHM KOPPEIUPYIOT C 4acTOTOU
TOCIHUTAIN3ALHUN 10 MOBOLY I'MIIOIVIMKEMMYECKHUX aTaK, TOTAA KAK BBIABICHUE aHOMAIUU IIPH
anekrposHiedanorpaduu (33I°) HONMHOCTHIO COBNAAET C HECOOIOACHHEM MAIIUCHTOM JTHETHI.

[Mopaxxenne wmpiun npu I'b la tuma (T.H. MeTaGonmuueckas MHUOIATH) MPOTEKAeT ¢
(dopMHpOBaHHEM MHUOIATHYECKOTO CHHAPOMA M HapylleHueM (QYHKUUU MbIl. CHMOTOMBI
00JI€3HM XapaKTepU3YIOTCS HAJIMYMEM BbIPQ)KEHHOM MBIIICYHOW T'MIIOTOHUM C IMOCIEIYIOLIUM
HapacTaHueM ¢1abocTH M aTpoUU MBI [POKCUMAIBHBIX OTHAEIOB PYK M HOT
(aMuOTpO(UIECKUN CHUMITTOMOKOMILIIEKC).

Knunndeckuit ¢penorun I'b Ib tuna mpakrtuyeckun He oTiimumMm ot TakoBoro npu I'b
latuna. Hapsay ¢ KIMHMYECKMMHM CUMOTOMaMM U J1aOOpaTOPHBIMH  M3MEHEHUSIMH,
UMEIOIIMMHUCS TPU TIIHUKOreHo3e la, XapakTepHbIMH NpU3HAKaMH TJHKoreHos3a Ib sBisroTCs
TSDKENbIE PEeUUIUBUPYIOLIUME MHQPEKUUU U BOCHAIUTENIbHbIE 3a00J€BaHUS KUIIEYHUKA, YTO
CBS3aHO C HAJIMYUEM HEUTPOINEHUHU U TUCPYHKIUU HEUTpo(uiIoB. B oTnuune oT reHa riroko3o-
6-docdaraszer KcIIpeccuss reHa TpaHCIOKa3bl TIFOK030-6-GocdaTaszbl MPOUCXOAUT HE TOJBKO B
IIEYCHH, HO U B TEMOINOITHYECKUX KIETKaX-NPEAIIECTBEHHUKAX, 4YTO MOXET CIYKUTh
00BSICHEHHEM BO3HMKHOBEHHSI HEUTPONECHWU W YacThIX MHQeKnuid. OgHaKko y omnpeaeneHHON
IpYIIbl MAIMEHTOB C TIIMKOreHo30M |b HeliTponeHnio He OOHApYKMBAIOT, YTO, BO3MOXKHO,
CBSI3aHO C MyTalMed TpaHCIOKa3bl TII0K030-6-(pocdara3sl ¢ pe3uayalbHOW TPAaHCIOPTHOU
AKTUBHOCTBIO.

Kak yxe ObUIO OTMEUEHO, XapaKTepHass OCOOCHHOCTh OOJBHBIX TiHKOreHozom Ib —
BBICOKAsl 4acTOTa pa3BUTHsI BOCHAIMUTEIbHBIX 3a00JIEBaHUN KHIIEYHHKA (KPOHOIOJ00HOIO
konuta). Cpeir COMYTCTBYIONIMX CUMIITOMOB BCTPEUAIOTCS: IMXOPAJKa, TUapesi, epHOpaIbHbIC
U TIepUuaHaJIbHbIE M3bA3BIECHUA. OTHAKO HHUKAKOW KOPPENSALMH MEXIY TSKECTbIO OCHOBHOTO
3a00JIeBaHNs U KUIIEYHBIMM CHMIITOMaMH He 3apuKcHUpoBaHO. Takke HE YCTaHOBJIEHO CBS3H
MEXJy T€HOTHUIIOM U HaJM4YueM HEWTPOINEeHUH, OaKTepHaJbHBIX HH(MEKIMH M CHCTEMHBIX
OCJIO)KHEHHH Y MAI[MeHTOB C TIHKoreHe3oM Ib.

Tsoxenble WH(MEKIMOHHBIE OCIOXHEHHUS Yy JaHHBIX MAIMEHTOB CBA3aHbI KakK C
HEUTpoIeHnen, Tak U ¢ GYHKUNOHATIBHBIMU JieeKTaMu MOIUMOP(GHOIIEPHBIX HEUTPOPHUIOB U
MOHOIMTOB. Y jereii panHero Bospacta ¢ I'b Ib MoryT HaGmr01aThCS YaCThie OTUTHI, THHTUBUTHI
u ¢ypyHkynes. Tak ke, Kak ¥ Hpu rMkoreHosze la, manueHTsl ¢ TunoM Ib moryr crpanaTh

HCpI/IOIlI/I‘{CCKOﬁ nnapeeﬁ. OcHoBHOI HpI/I‘lI/IHOﬁ HapyHmCHUA CTyJia SABJIICTCSA BOCIIAJICHHUC
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CIM3UCTOW OOOJIOYKM KHUIIEYHHUKA, YTO MOATBEPXKIACTCS MOBBIIMIEHUEM OSKCKPELUH 01-
AQHTUTPUIICKUHA C (PEKATHUAMHU M HATUYHEM THCTOJIOTHUECKUX MPU3HAKOB KOJUTA.

JIOBOJIBHO peaKo y OOJBbHBIX TIIMKOTeHO30M |D MoXeT pa3BuUBAThCsS TEpMUHAIbHAS
[IOYEYHAasi HeI0CTaTOYHOCTh, M B 3THX CIy4asx HeoO0XOAMMa TpaHCIUIaHTalMs MOYKH. B naHHOM
IpylNIe NanueHTOB TIOBBIIIEHA YacTOTa BCTPEYAEMOCTH AyTOMMMYHHBIX IOpaKCHUMU
IIMUTOBHIHOW >KEJIe3bl M THIIOTHPE03a, MPHU 3TOM JUIs OOJIbHBIX TJIMKOTEHO30M la maTonorus
LIUTOBUHON KeJle3bl HEXapakTepHa. BrnpodyeMm, rMmOTETHYECKH, OCHOBBIBASICh HAa ONHCAHHOM
(akTe HE3HAYMTEIBHOI'O IOBBIIIEHHSI CHIBOPOTOYHON KOHIEHTPALUU TUPEOTPOIHOIO FOPMOHA,
Jaxe Yy TIIalMEHTOB C SBHBIM TUIOTHPEO30M MOXHO IPEAIOJIOKUTh BO3HUKHOBEHHE
COITYTCTBYIOIIETO MOPAXEHUS Ha TUIOTAIAMO-TUIIO(PH3apPHOM YPOBHE.

I'b Il tuma. Knuaudecku O0Jie3HH MPOSIBISETCS B IMEPUOAEC HOBOPOXKICHHOCTH WIIU
paHHEM JETCTBE M XapaKTEpU3YeTCs TIeNaTOMerajaueil, TMIIOINIMKEMHUEH, IUCIHINIEMUEH,
TUIIOCTaTypOl M B HEKOTOPBIX CIy4asX — HEOOJBIIMM OTCTaBaHUEM B YMCTBEHHOM pa3BUTHUM.
CUMNTOMBI MOPAXKEHUSI MYCKYJIaTypbl MOTYT OOHapyXHUTbCS BMECTE€ C HapylIEeHUEM
(YHKIIMOHAJIBHOTO COCTOSIHMSI TI€UEHHM WM Yepe3 JI0JIF0€ BpeMs I0CJIE€ MCUYE3HOBEHUS
IIEYEHOYHBIX CUMITOMOB, WM K€ IOCJIe KyNMpPOBAaHUS IOCIEIHUX B AeTcTBe. B HeOosbmIoi
IPYyIIE NAlMEHTOB MBIIIEYHbIE CUMIITOMBI IUarHOCTUPOBAIM TOJBKO BO B3POCIOM COCTOSIHUU B
OTCYTCTBUM HH(POpPMAIMM O KAKUX-THOO M3MEHEHHUSX MEYEeHU B JCTCTBE U TOCIEAYIOMICH
#U3HU. OOBIYHO BBIPAXKEHHOCTh CUMIITOMATUKH MOPAKEHUS IEYEHN YMEHbILAETCS C BO3PACTOM
U TOJIHOCTBIO OTCYTCTBYET B moctmyOeprate. KpaiiHe peako mmeeT MecTo Mporpeccupyrouee
NOpaXEHWE  MEYeHM  BIUIOTH JO  LUppo3a M TENAaTOLEIUIIOISPHON  KapLHUHOMBI.
MemyieHHONIpOrpeccCUpyIoNiasi MbllIeUHas cJadocTh, HE3HAUUTENbHAas B JETCKOM BO3pacTe,
3a4acTyl0 BBIXOJUT Ha MEpBBIA IUIAaH y B3pOCibIX, OonbHBIX rnuMkoreHo3oM ll1a, napacraer
TUMOTPO(US MBILII AUCTAIBHBIX OTJENOB KOHeuHocTe. Takke y OONBIIMHCTBA MALMEHTOB C
riukoreHo3oM llla B pa3Hoil cTenenn nmopaxaroTcs OpraHbl CepACYHO-COCYTUCTON CUCTEMbBI —
ot OKI-pu3HakoB KeyJ0YKOBOM THNEPTPOPUU 10 BHIPAKEHHOW KapAHOMEraauu. Y TaKuX
NAlMEHTOB MOTYT HUMETh MECTO aHOMAJMHU JIMIEBOro cKejeTa (BIaBJI€HHas NEpEeHOCHIla U
HIMPOKUN B3JEPHYTHIH KOHUMK HOCA, CIa0OBBIPa)KEHHBIE CKaThl HOCA, TyrooOpas3HbIl poOT ¢
TOHKOW KpacHOW KalMOMi, a Takke TITyOOKO MOCakKeHHBIE T1a3a). Y O00JbHBIX riaukoreHo3om 111
TUINIA BCTPEYAIOTCS XPOHUYECKUE OTUTHl WIM PELUAMBHUpYIOIINE CHHYCUTHL.. Hekoropeie
OombHBIE ¢ ruKoreHo3oM |l momagaioT B TpyImimy BBICOKOTO pUCKa pa3BUTHSI OCTEONOPO3a, YTO,

B CBOIO O4YE€PEAb, MOXKET ABJIATHCA CIICACTBUCM JIaKTaTallU03a U TUIIOrOHAIU3MaA.
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[Topaxkxenne mpimy npu ['b Il tuna (T.H. MeraGonudeckass MUONATHS) TPOSBISICTCS
TeHEePATN30BAHHON TMIOTOHUEH MBI ¢ TOCIEAYIONMM (OPMHUPOBAHUEM aMUOTPO(PUYIECKOTO
CUMITOMOKOMIUIEKCA B CKEJIETHOM MYCKYJaType, CONPOBOXKAAIOIIUMCSA OBICTPBIM yracaHUEM
CYXOXXMJIbHBIX M NEPHOCTAIBHBIX pediiekcoB. OcOOEHHOCThIO CUHIPOMA MOPAXKEHUS MBILIL IPU
JTAHHOM 3a00JIEBAHUU SBISIETCS COYETAaHME 3TUX M3MEHEHUH C OrpaHH4YeHUEM HOJBUKHOCTU
[IO3BOHOYHMKA, HAIOMUHAIOUIMM [0 KJIMHUYECKUM IMPOSABICHUSAM  AHKWIO3UPYIOLIUI
conamioapTpo3 (6one3np bexrtepeBa). OnHako, B OTIMYHE OT HEro, PEHTTCHOJOTUYECKUE
OpU3HAKU 3TOro 3abosneBanuss npu riukoreHoze III Tuma otcyrcrByror. Hapacranue
JIBUTATENIbHBIX pacCTPOMCTB MeieHHOe. OOBIYHO OO0JIbHBIE JOKHUBAIOT JI0 3PEJIOr0 BO3pACTa.
[Topaxxenue nouek npu I'b 111 Tuna nposBnsieTcst peHaIbHBIM TYOYISPHBIM alluA030M.

I'b IV tuna. Knuauueckue npusHaku rimkoreHos3a |V kpaiiHe pa3HOOOpasHbI BBUAY
OOIIMPHOTO CIEKTpa NOTEHIMAIbHO MOpakaeMblX TKaHel. Takoe pazianuue B GEHOTUIMUYECKUX
IPOSIBICHUSIX MOXKET ObITh OOYCJOBJIEHO CYIIECTBOBAHHMEM TKaHECHELU(PUUHBIX H30(OpM
nedunuTHOrOo QepMeHTa. B Hacrosiee BpeMs BBIICISIIOT Cieayronme (GopMbl 3a00JCBaHUS:
KJIacCHYecKas I€YCHOYHAs, HEMpOrpecCHpylomas IedeHOYHas, ¢aTaabHas IepuHaTaIbHas
HEPBHO-MBIIIICUHAs, BPOXKJEHHas HEPBHO-MbILIEYHAs!, JI€TCKash HEpBHO-MBILLIEYHAs, B3pocias
HEPBHO-MBIILIEYHAs ¢ U30JIMPOBAaHHON MUOMATHEH.

Pebenok, 60IBbHOM KITacCHYecKOi meueHOYHOo# opmoit rimkoreHosa |V, mpu poxxaerun
HUYEM HE OTIMYACTCS OT 3J0POBOTO HOBOPOXKAEHHOTO. O1HAKO 00JIe3HB OBICTPO MPOTPECCUPYET
U TPUBOJUT K Pa3BUTHIO IIMPpO3a IEUEHH YK€ B PAHHEM JIE€TCTBE, BIIOCIEICTBUU OBICTPO
pa3BUBaeTCs MEUEHOYHAsI HEOCTAaTOUHOCTh, KOTOpasi MPUBOJIUT K CMEPTH B Bo3pacTte 3—5 jer. Y
TaKMUX JIeTell TUarHOCTUPYIOT IUIOXYIO0 MpHOaBKY MAcChl TeNa, NrenaToCIJIEHOMETANINI0 U LIUPPO3
neyeHu yxe B mepBbie 18 mec xu3Hu. KpaliHe penko medeHouyHass (Gopma TPOrpeccHupyeT
MEJJIEHHO WM HE MpOorpeccupyeT BoBce. Y OOJBHBIX HEMPOrpecCUpYIOIel pa3HOBUIHOCTHIO
MOYET ObITh OOHApYyXeHa renaTocIICHOMETalnus U He3HAUUTENIbHOE MOBBIIMIEHUE COJIEpKAHUS
TpaHCAaMHHA3 B ChIBOPOTKE KpoBU. OOBIUHO Yy TaKUX JAETEeH HE OTMEYaeTCsl HapylIEHUsl pocTa U
pPa3BUTHS, CO BPEMEHEM KOHIEHTPAllMU I€YEHOYHBIX (PEPMEHTOB MOTYT BEPHYThCA K
HOpPMaJIbHBIM 3HAYEHUSIM.

[Ipu mopakeHMH HECKOJNBKHX CHUCTEM HPUHSATO TOBOPUTH O coueTaHHoi ¢opme ['b IV
TUNA, TPU3HAKK KOTOPOM BKIOYAIOT B ceds mepudepuyeckyro MHONATHIO C pa3BUTHEM
KapAuoMuonatuu win 0Oe3 Hee, a Takke HeWpomaTtuo U LUppo3 nedeHd. CUMITOMBI
3a00/ieBaHUsl MOTYT NPOSBHUTHCS Kak B HEOHATalbHOM IE€pHOJE, TaK U Y B3POCIBIX.

HCIZpOMLIIlIG‘IHLIC HU3MCHCHUSA MMOAPA3ACIAOT Ha 4 rpyniibl, B 3aBUCUMOCTU OT BPEMCHU HUX
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BO3HUKHOBEHHUsI. Y JeTeil ¢ mepuHaranbHO ((dharanbHOi) (opmoii 007€3HH, KOTOpas MOMKET
MOCTY)XUTh TPUYMHOM BOASHKM IUIOAa M BOASHKH OOOJIOUEK IUIOJHOTO IY3BIps, HEPEIKO
pa3BUBAETCS apTPOrPUIIO3 KOHEYHOCTEW BCeCTBUE akuHe3uu. [Ipu oOHapyKeHHU y MaTepu BO
BpeMsi OEpPEeMEHHOCTH KHCTO3HOH THUTpOMBI B II€HiKe MAaTKHM MOXXHO MpeArnoiaratb o
MOTEHLIMAIBHOW BEPOATHOCTH PA3BUTHUS JIaHHOW MaToNOTMU y peOeHka. Y OOJBHBIX C
coyeTaHHOW (HOPMOI BBISBIAIOT THUIOTOHUIO, TUMIOPE(IIEKCHIO, KapINOMHUOIATHIO, YTHETCHHE
JBbIXaHMS U MIOpaKEHUE HEPBHOW CUCTEMBI Ha YPOBHE HEMPOHOB. IlopakeHne neyeHu HeTsKenoe
Y HE IPUBOAMUT K Pa3BUTHIO LMPPO3a U MEUYEHOYHOW HEJOCTATOYHOCTH. JleTanbHbI MCXOJ B
HEOHATaJbHOM IEPHOJIe Hen30exKeH.

KnuHnueckumMu CUMIITOMaMH JIETCKOW HEHPOMBIIIEYHON (HOPMBI TAaHHOTO 3a00JIEBaHUS
ABJIAIOTCS MUONATHSL M KapAUOMUONATHs, KOTOpblE MOTYT BO3HHMKAaTh B JIIOOOM BO3pacrte.
[lepBble TpHU3HAKKM MATOJOTUU — HEMEPEHOCHUMOCTh (U3MYECKUX HArpy30K, OJIbIIIKA IPHU
bu3MYECKOM HAMPSHKEHUH U 3aCTOWHAs CepJIeYHasi HEIOCTATOYHOCTH B 3alyIIEHHBIX cay4asx. B
[ATOJIOTUYECKHUI MPOLIECC MOXKET ObITh BOBJICUEHA TOJIbKO MbIIIEYHAs! TKaHb, IIPU 3TOM YPOBHU
CBIBOPOTOYHOM KPEaTHHUHKHUHA3bI MOTYT OCTAaBAThCS B MIPE/EIaX HOpMaIbHbIX 3HAUEHUH.

Bspocnas ¢opma npanHoro 3aboneBaHUS TpeACTaBisgeT €000  M30JIMPOBAHHYIO
MHUOIMATHIO WM TOJIUIIIIOKO3aHOBYIO Ooine3Hb (Oone3ns Jladopsl). CumnTombl 3a0oneBaHuUs
MOTYT HAIlOMHHATh TAKOBBIE TPU MBIIIEYHONH AMCTPOGUH: TMPOTPECCHpYIOIee HapyIICHUE
HOXOJIKH U cI1a00CTh MPOKCUMAJIBHBIX OT/CIOB KOHEUHOCTEH (0OoJbllie B pyKax, 4eM B HOTax).
[TopakaroTcst BepXHHMIA U HMKHUI MOTOpHBIE HEHPOHBI. 3a001€BaHNEe MOXKET MPOSBUTHCS B BUJIE
NUPaMUIHOTO TeTpamnapesa, nepudeprueckoidl HeMpomaTHH, PaHHEr0 HEHpPOreHHOro MOYEBOIO
My3bIPsl, SKCTPAIIMPaMHUIHbIX CUMIITOMOB, CY/I0POT 1 KOTHUTUBHBIX HapyUICHHH, MIPUBOASIIUX K
Pa3BUTHIO IEMEHIUH.

I'b VI tuna. 3aboneBaHue MposBISETCS B paHHEM JETCKOM BO3pacTe B BHUJE
refnaToMerajuy M 3a7iepkKku pocta. OOBIYHO 3a00JieBaHME IMPOTEKAeT IOOPOKAuYECTBEHHO, C
JOCTUKEHUEM CTOMKOM peMUCCHHM CUMIITOMOB 10 Mepe pocta pebeHka. KnunHudeckast kapTuHa
3aBUCHUT OT CTENEHHU BBIPAXKEHHOCTH THIIOIVIMKEMMH, KOTOpas MpHU JaHHOM (opme maTosoruu
MOET OBITh JIETKOW WM cpeaHeTsKenon. M3 TiIaBHBIX CUMIITOMOB OOJIE3HU: 3a/IepXKKa pOCTa,
3HAuUUTENbHAsd TenatoMeranus. lIpu HEKOTOPBIX MyTalusAX COXpaHseTcs pe3uayalbHas
AKTUBHOCTh (DEPMEHTA, U y TAaKUX MAI[EHTOB 00JIe3Hb MMPOTEKAET JIeTye.

I'b 1Xa tuma sBasieTcss OAHOM M3 CaMbIX MATKHX (DOPM TIIMKOTEHO3a M CXOJHA [0 CBOEMY
teyeHuto ¢ TunoM VI. Kiimunyeckue nposiBnenus odoux nonrunos (1Xal, 1Xa2) uaentuuns u

BKJIIOYAarOT renmaroMerainro, 3aACPXKKYy poCTa U MOTOPHOIO pPa3BUTUSA, THUIIOTOHHIO.
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CmuieHoMeranusi, LUPpO3 TMEYEHH, «KYKOJIBHOE» JIMLO, OCTEONOpPO3, HEBPOJIOTHYECKUE
MOpa)KeHUsI, OBBIIICHUS] YPOBHS CBIBOPOTOYHOTO JIAKTATa, META0OINYECKUIA ali103 M TOYEUHO-
KaHAJIBLEBBIA alW03 Yy JAHHBIX MAlMEHTOB BBISBISIIOT YPE3BBIYAMHO peako. 3aboseBaHue
XapaKTepu3yeTcs: J100pOKAYeCTBEHHBIM TEUEHHEM — 3a4acTyl0 Y B3pOCIBIX MAlUEHTOB
OTCYTCTBYeT Kakas-nu0o cumnromaruka. C BO3pacTOM TaKXKe IIOCTETIEHHO HCUYE€3al0T
KJIMHUYECKHE MTPU3HAKA U HOPMAIH3YIOTCSI OMOXUMHUECKUE TTOKA3aTelH.

[Mpu I'b IXb Tuna knaccuueckre KIMHUYECKHE MPU3HAKH: HU3KHH POCT, BBIPAKCHHAsS
renaroMeraius, 1uapesi, MplllieyHasi THIIOTOHUSI B COYETAHHUHU C JIETKON MBIIIEUHOM c1ab0CThIO.

I'b IXC neGrotupyeT B JETCKOM BO3pacTeé M XapakTepuszyeTcsl remaToMeraiued c
HapylieHneM (YHKIMW TICYEHHU, MBIIICYHOW TUIIOTOHUEH, 3alepKKol pocta. B OoibmuHCTBE
CIIy4aeB CO BPEMEHEM BBIPAKEHHOCTh ITHX CHMITOMOB YMEHbILIAETCS, OJHAKO y HEKOTOPBIX
OOJBLHBIX UMEETCS BHICOKHI PUCK pa3BUTHUS (UOpO3a M IUPPO3a MEYCHHU.

I'b 0 Tuma. Ota penkas ¢popma 60J€3HU pa3BUBAETCA B MEPUO HOBOPOKACHHOCTH WU B
paHHEM JETCTBE M XapaKTEpHU3yeTCsl TMIIOTIMKEMHUEH HATOIlaK, T'MIIEPKETOHEMHUEH, HU3KUMU
YPOBHSIMU aJlaHMHA U JIAKTaTa B CHIBOPOTKE KPOBU. XOTSA IPUEM UM KYIHPYET CUMITOMBI, B
MOCTIPAHIUATIEHOM NIEPHOJIE PA3BUBACTCS TUIIEPIIIMKEMHUS] U TUIIEPIIAKTATEMUSL.

Jlnama3on (EHOTUNMUYECKUX TMPOSABIECHUN OSTOM MATONOTUU JIOCTATOYHO IIHUPOK.
CumnTombl 00YCIIOBJIEHBI B MEPBYIO OYEPEb TUMOTIMKEMUEH U BKIIIOYAIOT B CEOs: IIyOOKUH
COH BIUIOTH IO JIETApPTUH, OJICTHOCTh KOXHBIX MMOKPOBOB, TOIIHOTY, PBOTY M MHOTAA CyIOpPOTH
o yTpaMm, A0 NpUHATUS Nuimd. [Ipu 3TOM y HEKOTOPHIX OOJIbHBIX KaKHe-THOO OTKIOHEHMS
71a00paTOPHBIX MOKa3aTeIe OT HOPMBI OTCYTCTBYIOT JIMOO c1ab0 BhIpakeHbI. BakHO OTMETHUTD,
YTO, HECMOTPSl Ha HM3KUE [OKA3aTead TJIUKEMHUHU, y OOJBIIMHCTBA JETEH HE YCTAHOBJIEHO
HUKAKUX HapyIIEeHUH [CUXMYECKOr0 pa3BUTHUS WIM KOTHUTUBHBIX jauchyHkuui. [lpu
arJIMKOreHO3€ pa3Mephl IEYEHHU HE yBeInIMBaroTCs. CXOIHBIMU NPU3HAKAMU NPAKTUUYECKU BCEX
NAIMEHTOB C TaKOW IAaTOJIOTUEH SIBISAIOTCA HU3KUM pOCT M ocreoneHus. [Ipu sToMm paznuusbie
OTJIaJICHHbIE CUMITOMBI, BCTPEYAIOIIMECS MPHU MPOUMX THUIAX TJIMKOI€HO30B, HE HAOIIOJAr0TCs
npu Tune 0. Kpaiine peaxko I'b 0 Tuma moxer MaHu(ecTUpOBaTh € TUNEPIIIMKEMHH U
TJIFOKO3YPHUH, UTO MOYKET BBI3BATh ONPE/IEIIEHHbIE TPYAHOCTH IIPU MOCTAaHOBKE JHAarHo3a.

IIpoueccel MIIOKOHEOT€HE3a U OKUCIIEHUS JKUPHBIX KUCJIOT OCTAIOTCS MHTAKTHBIMH, YTO
o0BsicHAeT OoJjee JIerkoe TeueHHe MAHHOTO THIA TJIMKOT€HO3a IO CPAaBHEHHUIO C IMPOYMMHU
Ne4YeHOUYHbIMU (GopMaMu 3alosieBaHusA. TeM He MeHee, NMpU Oosee JIUTEIbHOM TOJIOAAHUU

pa3BuUBaromasiCA TAXKeIasd TUIICPKETOHEMHUA U BEICOKHEC KOHIICHTPAIUU XUPHBIX KUCIIOT B KPOBH
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IOJaBJIAIOT BBICBO60)K,I[€HI/I€ aJlaHWMHAa M3 CKCJICTHBIX MBI, YTO HNPHUBOAWUT K YTHETCHHIO

MMpOoNHeCCOB INIFOKOHCOICHE3a U YCUJICHHUIO T'MITOTTIMKEMUU.

[Tpu mpimeynoit ¢opme I'b 0 Tuma ormedaercss runepTpoduuecKkas KapIHOMHUOIIATHS,

HETNIEPCHOCUMOCTD (1)I/ISI/I‘ICCKI/IX Harpys3okK, HapyumeHue puTMa cepaua BIIJIOTh 40 €0 OCTaHOBKH.

20

2. /ImarHocTuka

2.1 " Kaao00bl 1 aHAMHE3

[Tpu cbope anHaMHe3e peKOMEHI0BAaHO OOpaTUTh BHUMAaHKE Ha KaloObl HA!

O ¢JIaboCTh;

O TOBBILIEHHYIO YTOMJISIEMOCTb;

O 0JeTHOCTb KOXKHBIX IIOKPOBOB;

O TIOBBIIIEHHYIO TIOTIIMBOCTb;

O 3alax «aleToHa U30 PTay;

O TpeMop KOHEYHOCTEH;

O TIOBBIIIEHHOE YyBCTBO I'0JIOJIA;

O 1wia4 0e3 MPUYKHBI, TIOBBIIICHHAS PA3IPAKUTEILHOCTh HATOIIAK;

O TPYOHOCTHU IpU MPOoOYyxaeHnH (0COOCHHO MOCIe HOYHOTO CHA);

O BNU30bI CYA0POT;

O yBeJHMUYEHHE B pa3Mepax jKUBOTA;

O HOCOBBIE KPOBOTEUCHHUS;

O 3ajiepKKa pocTa;

Kommenrapmii: npu I'6 | muna meuenue 3aboneéanuss ocmpoe. Bospacm mauana
bone3HU — HeoHamanbHull nepuood, yawe 1-u 200 scusnu (6 3—4 mec). Manughecmupyem
C eunocnukemuu U  J1AKMAmMayuoosd, 6CKOpe NPUCOCOUHAEMCSl  BblPANCEHHAs
2cenamome2anusi U/unu 2uno2nukemuyeckue cyoopozu. Ecau 6OonvHou nepedcusaem
ocmposie MemabonudecKue Kpuzvl MIAOEHUecKo2o 8o3pacma, mo  3aboiesanue
npuobpemaem XpoHudeckoe meueHue. Ilpocpeccupyem Hapywenue @yHKyuu nouex,
nooazpuveckull apmpum, Omcmasavue 8 pocme, 3A0ePHCKA MNOJ0B020 CO3PEBAHUSL.
Ilamonoeus nouex mauugecmupyem npomeunypueu, oanee MO2ym NpPUcoeOUHAMbCsl
Hegporumuas, HepPpPOKANLYUHO3, UNEPMOHUA,  AMULOUO03, CUHOpom  DanKou,
OUCMANIbHBIIL  NOYEUHO-MYOYIAPHLIIL  ayud03 € UCXO000M 6 XPOHUUECKVIO NOYEYHVIO

HEeO0OCmamouHOCmb, MpeoyIowyI0 2eMoOUuanu3a u/uiu mpancnianmayuu novexk. Ha ¢gpone
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2UNEPIUNUOCMUL MOXCEM DPA3BUMBCS XpoHuueckuti naukpeamum. Takxoce xapaxmepHbl
HOCOBble KPOBOMEYEeHUs, OCMEONeHUs, OCMeonopo3, CKIOHHOCMb K NeperomMaM.
Juacnocmupyrom cenamomezanuio (pedxce — ¢ NEYEHOUHOU HEOOCMAMOUYHOCMbIO),
yacmo  a0eHOMamo3  NedeHu,  UMeWull  CKIOHHOCMb K 310KAYECHBEHHOMY
nepepodCcOeHUro (2enamoma, 2enamoyenntonaptas Kapyuoma). Ilevenounvie adenomol
OMHOCAMCSL K XOpOUo uzgecmuuim ocnodxcuenuam I'b I muna. Pazeumue adenom nevenu
npu I'B 803M02cHO 8 11060M 803pacme, OOHAKO OObIYHO OHU 00OPA3YIOMCA MeHCOy
8MOPbLIM U MPEMbUM Oecamuiemuem HCusHu ¢ yacmomou om 16 0o 75%, komopas ue
3aeucum om nona nayuenmos. OHu mo2ym Obimb eOUHUYHBIMU U MHONCECMBEHHbIMU,
HEepeoKo CKIOHHbL K O0310Kadyecmenenuro. Ilepuod manuenuzayuu onyxoau Modxicem
sanumams 00 28 nem. B nocmnybepmammuulii nepuod HA nepeviii NiaH 8biCmynaem

cunepypuxkemusl ¢ ee KIUHUYeCKUMU OCNOAHCHEHUAMU.

2.2 duzukajabHoe 00cae10BaAHHE

[Tpu ¢pu3KMKaTLHOM OCMOTPE PEKOMEHIOBAaHO OOPATUTh BHUMHAHKUE HA HATTMYHE:

O OO0JIBIIOTO, BHICTYIAIOIIETO )KUBOTA;

O OTCTaBaHHE B POCTE;

o rTunorpoduio;

O BBIPOKEHHYIO T'eIaTOMETaJIHIO;

O JIOKAQJIbHBIE OTJIOXXEHHUS TMOAKOKHOM KHPOBOW KJIETYATKH, MPEUMYIIECTBEHHO Ha
mieKax («KyKoJIbHOE» JIUII0), TPY/IH, AToauIax, Oeapax;

O KOXXHBIE KCAHTOMBI Ha JIOKTSX, KOJICHAX, ATOJHIIAX, OeIpax.

Kommenrapmii: ysenuuenue neuenu 00YCl061€HO KAK HAKONIEHUEM 2NIUKO2EHA (He

MONLKO 8 YUMONIA3MeE, HO U 8 SI0pax KIemok), maxK u HaAKONiIeHUuem Junudos (Cmeamos

neuenu). Ilpu smom ceneseHKa OObIYHO He Y8eIuyeHd 6 pasmepax 3d UCKIIOYeHUuem

cyuaes, K020a pazeUBAemcs Yyuppos nedeHu.

Touku makoice ygeruuenvl u cooepucam Oeno3umvl eIUKOSEHA 8 KAHAbYEBOM INUMETUU,

HO Cele3eHKA HOPMANbHBIX PA3Mepos, Hapsady ¢ OeceHepayuell cemuyamiu 6 6uoe

MHOMNCECMBEHHbIX 0uc:<pemelx napamaxkyisipHovlx ekpanﬂeuuﬁ Hceninozo yeema.

2.3 JIabopaTopHasi AMATHOCTUKA

PCKOMGHHOBaHO IIPOBCACHUC OMOXMMHYECKOr0 aHaJIN3a KpOBH
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Kommenrapmii: [unociuxemus (0,6-3,0 mmonwv/n), uawe Oeccumnmomuas uiu c
cyoopoeamu, msxcenvim  aakmamayuoozom  (3,0-10,0 mmons/n), oznuxaem npu
maneuuiem 20100aHUU U NPU OMCYMCMEUU CB0eBPEMEHHOU 8epupurayuy OUacHo3a u
Jlevenus npugooum K cmepmu 8 gospacme om 1 0o 3 nem. Kpome moeo, 6 cvleopomie
Kposu ommeuaemcss NOGblUeHUe  KOHYESHMpPAayuil  Mmpueiuyepuoos  («xXuie3uasy
cvlgopomka), obue2o xonecmepuna, a maxoice JIINOHII, JIIIHII, anoaunonpomeuros B,
C u E. Takoce ommeyaemcs cunepypukemus, NOGbIUEHUE — CbIBOPOMOYHBIX
KoHyeumpayuil  aranunamunompaucghepaszor  (AJIT), acnapmamamurnompancgepasvl
(ACT), wenounoii ¢ocgpamaszvr (L[DP), eamma-enymamunmpancgepazor (ITT),
naxkmamoezuopozenaszvl  (JIAI). 'V oemei ¢ I'b Wl muna c 6osereuenuem 6
Nnamon02udecKull npoyecc Mulidy, Kpome YKA3aHHbIX USMEHEeHUL, 4acmo OUazHOCMUpyom
nosbluleHUe CbleOPOMOUHOU KoHyenmpayuu Kpeamungocpokunaszvl (KOK) 6 nokoe. ¥V
nayuenmos ¢ I'b VI u IX munos ommeuaromes ananocuunvle 1a6opamopHvie usMeHeHusl,
BbIPAINCEHHOCMb KOMOPBIX 3HAYUNETbHO MEeHble U KYNUPYemcs ¢ 603pacmom (00b14HO 6
nybepmamuom nepuode). Komyenmpayus 2noko3vl 6 cbl8opomKe Kpou O0ObIYHO
nopmanvra npu I'6 I\ muna u npu mviweunoii gpopme 0 muna. I[lpu neyenounou gpopme
I'BE 0 muna ommeyaemcss 2unociukemuss U SUNEPKeMOHeMUs HAMoOwax, Ho

cunepeiuKkemus u JzaKmamaL;udm nocne eowi.

PexoMeH10BaHO TIPOBEACHHE UCCIIEIOBAaHUS KPOBU HA KUCIOTHO-IIEIIOYHOE COCTOSIHUE
KommenTapmii: Memabonuueckuti ayuoos (pH kposu 0o 7,34 u nudxce) yxyowaem
cocmosnue OO0NLHO2O U NPUBOOUM K OEKOMNEHCaAyulu ¢ pazeumuem pecnupamopHoco

oucmpecc-cuHopoma npu 3a001e8aHUAX 6EPXHUX ObIXAMETbHBIX NYMEI.

Pexomen10BaHO NMPOBEACHUE KIMHUYECKOTO aHAJIN3a KPOBH
KommenTapuii: y nayuenmoes ¢ I'B b muna ommeuaemcs abconomunas neimponenusi:

menee 1000 knemox/mn, a maxaice aHemus paziudHol CmeneHu GblpaiceHHoOCmu.

PexoMeni0BaHO TIpOBEICHNE UCCIIEIOBAaHUS KPOBH Ha TeMOCTa3 (KoaryaorpamMma)
Kommenrapmii: y nayuenmog co crusicoennoll ghyHkyuell nedenu mMoxcem ommeyamocsi
CHUDdICEHUe npompomobunosozo unoekca (IIM) u nosviwenue MmedcOYHAPOOHO20

HopmanuzoeanHo2o omuowernus (MHO).

Pexomennyercs npoBeeHne 3-CyTOYHOTO HEMMPEPHIBHOTO MOHUTOPUPOBAHUS TIFOKO3BI B

KpPOBH.
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KOMMCHTapHﬁ: odHOKpamezx XAOmu4HvlX usMepeHuﬁ KOHYeHnmpayuu 2noKo3sl 6 Kpoeu
C NOMOUbIo 2iioKomempa 4acmo ovleaem HeOOCMAmMoOYHO OJlsl 6bl6/IeHUs. CKpblmblx

2UNO2UKEMULL, 8 CBA3U C YeM PEKOMEHOYemcsi OAHHbIU Memoo UCCIe008AHUSL.

2.4 UHCTPpYMEHTAJNLHAA THATHOCTHKA

Pexomenayercst mpoBeieHue yiabTpa3zBykoBoro uccienoBanus (Y3M) opranoB OpromrHoi
MOJIOCTH

KommenTapmii: npu Y3U y ecex 001bHbIX ommeuaemcs 3HaAYumelbHOe YeeludeHue
obeux Oonell neyeuu, 6 ocobeHHocmu neeou. llapenxuma neuenu 2unepIXO2EHHA,
cmpykmypa — ee  xapakmepuszyemcsi  Ou@p@ysHot  HeoOHOPOOHOCMbIO  3d  Cuem
MHOJCECMBEHHBIX — MEIKUX — 2UNEPIXO2EHHBIX — IXOCUSHANO8  C  PABHOMEPHbLIM
pacnpeoeieHuemM no 6cemy o00vemy napeHxumvl. Ommeuaemcs makdxice ociabieHue
NPOXOHCOEHUS YIbMPA38YKA 8 BUOE CHUINCEHUS YemKOCMU U300paANCeHUsi OUCMATbHBIX
yuacmkos napeuxumvt om 1/4 0o 112 no enybune opeana. Oma ocobennocmo
axocpaguueckot kapmunsl 00bIYHO Haubonee gvipadicena npu | mune I'b no cpaguenuro ¢
I, VI, IXmunom. Oonoepemenno umeem mecmo obeOHeHUe cOCYOUCMO20 PUCYHKA
neyeHu. GU3VANUSUPYIOMCS — eOUHUYHble, MOHKUE, 2OPUSOHMANLHO HANPAGIEHHbIE
NneyeHouHble 8eHbL C POBHLIM KOHMYPOM, NPAKMUYECKU OMCYMCMEYem PUCYHOK MEIKUX
gemeeli 60OPOMHOU GeHbl. B pedxux cayuasx 6u3yaiusupyromcs doeHomvl NeyeHU
(eOuHUYHbIE UTU MHOMCECTNBEHHbIE), OMIUYAIOUWUECs CMPYKIMYPHLIM PA3HO0Opa3uem —
2UNOIXO2EHHbIE C 2UNEPIXO2EHHLIM 0000KOM UNU 2UNEPIXO2EHHbIE C AHIXO2EHHbIM
0000kom. Hnoz0a ommeuaemcs HeOOIbUIOE YBEIUUEHUE PASMEPO8 Cele3eHKU 0e3
U3MEeHeHUll ee NaPeHXUMbL U COCYOUCMO20 PUCYHKA.

Onpeodensaiom paznuunvie GHOMAIUU POPMbL HCENUHO20 NY3bIPA (Yawe — nepe2udvl 6
obnracmu OHa), yeeruyeHue e20 pasmepos, HaApYuieHue COKpamumenvHou @QyHKyuu,
ymoawjeHue cmeHok. Buzyanusupyemcs ouggysznoe ysenuuenue nooxcenyo0ouHou

JHCEE3bl, NAPEHXUMA €€ CUNO- UTU CUNEPIXOCEeHHA, uHo20a H€OaH0p0()Ha.

Pexomennyercs npoeaenue Y31 nouek
Kommenrapmii: monvko npu I'B | muna ommeuaemcs ysenuuenue pasmepos nouex,
VmMonyeHue napeHxumsvl U noGvluleHue 3Xo02eHHocmu Kopkogo2o cios. Cobupamenvras

cucmema noyek ez ocobennocme.

Pexomenayercs mpoBeaenue sxokapauorpadun (3X0-KTI');
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KommenTapmii: y nayuenmos c¢ I'F Il muna unocoa moocem ommeuamvcs

KapOuOMuonamuﬂ.

2.5 Unasn AUATrHOCTHKA

PexomenioBano npoBezieHre MOPQOIOrHUECKOTO UCCIETOBAHMS OMOIITaTa TICUSHH.
KommenTapum: ocobennocmoio mopghonocuueckoti Kapmunsl nedeHu npu 2IUKO2eHO80
oonesnu la muna sensiemcs munuunoe uzMeHeHue eNAMOYUMOB: OHU UMEION BUO
«PACMUMETbHBIXY KIeMOK, ZSPAHUuybl UX YemkKue, UMeom WMaMNOBAHHbIN 6UO,
onmuuecku NYCmMylo YUMONIA3My, HACMO 6AKYOIUZUPOBAHHOE U CMEWjeHHOoe K
nepugpepuu  s0po. B yumonnazme  2enamoyumos  HabOAOOAemMcs  2avlouamoe
pacnpeoenenue 2UKO2eHd, 4acmo CKAnIusanue2ocs 8 60abuux Koiuvecmsax. I muxkozen
BbIABNIACMCSL HEPEOKO U 8 BAKYOIUSUPOBAHHBIX s0pax eenamoyumos. Hapsoy c¢ smum
ommeuaemcs 8blpadCeHHas 6enKosas (6n1omv 00 BAKVOIbHOU), A MAKHCE MENKO- U
KPYNHOKANENbHAsL HCUPOBAsi OUCMPODUA 2enamoyumos ¢ Ux HeKpoOUo30M U HEeKPO3OM.
Pemuxynunosvie u  Koanacenosvie B0NOKHA, pa3pacmaics HaA Mecme  eubenu
2enamoyumos, 0opa3ym ocpanuienHvie Quopo3Hbvle 04adCcKu 8 00IbKaX, HabI0aemcs
CKAnUIIApU3ayUA»  CUHYCOUOd08 ¢ Nocaedywel obaumepayueli uUx npoceemad.
Bocnanumenvhuvle uzmenenus aub6o omcymcmeayom, 1ubo ommedaemcs He3HAYUmenbHas,
NPeUMyujeCmeeHHo MOHOHYKIeApHAas UHOUIbMpayus NOPMATbHbIX MPAKMos8, —Ux
@ubposuposanue ¢ pazpacmanuem COeOUHUMENbHOU MKAHU U 6HeOPEeHUueM Cenm 8
napeuxumy opeamd, uYmo eedem K Nepecmpoure e20 apXumeKmoHuxku. Bozmodcno
pazeumue yuppo3sa ¢ popmuposanHuem «I0HCHbIX» NeUeHOUHbIX OOJIEK.

Ipu I'6 Il muna mopghonocuueckue usmeHenuss neveHu 6 YeioM CXOOHbL C MAKOBLIMU
npu I'B I muna, oonaxo evipasicennas 6enxosas oucmpodus Kiemoxk npeobiadaem HAO
acuposoul. OObIYHO UMeemcs NepUNOPMATIbHLLLL U/ UTU Cenmanbhblil Guopo3, a uno20a u
MUKDOHOOYIAPHBII  YUPPO3 NEeYeHU, YMO, BO03MONCHO, C6A3AHO C HAKONJEeHUeMm
AHOMANILHO20 KOPOMKOYENOUEUHO20 2NIUKOSEHA.

Ilpu I'b WV muna xapaxmepHnoim MOpGOLOSULECKUM NPUSHAKOM SGNSAeMCs HATUYUe 8
yumoniasme 2enamoyumos C8emio-303UHOPUIbHBIX BKIIOUEHUL OKPY2IOl, 08AILHOU U
00006U0HOU opmbl ¢ onmuuecku nycmuim 0600kom no nepughepuu, PAS-nozumusnwix,
YCmouuusblx K amunase (m.H. 2iuxkozeHogvle menvya). Ilpu smom naubonee uacmo

ommeuaemcsa — yuppomuyeckas — mpancgopmayus — nevenu. Ilpu  dnexkmpouHou
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MUKDPOCKORUU OOHAPYHCUBAIOM HAKONJEHUE aAMUTONEKMUHONO00OHO20 6euecmed KaK 8
HeUpOHAax, Max U 6 MblULEeUHbIX 80JIOKHAX.

Ilpu I'B VI u IX munos cucmonamonocuueckas KapmuHa HeYeHU 8 YelOoM CXOOHA C
maxkosot npu I u Il mune 3a6onesanus. OOnaxko denxkosas oucmpogus cenamoyumos
npeobnaoaem HAO  JCUPOBOU, A CHMENeHb UX  BbIPAICEHHOCMU  HeBbICOKASL.
3aghuxcuposanvl cryuau UHMeEHCUBHOU NOPMATLHOU U BHYMPUOOILKOBOU UHDUILMPAYUU
MEJHCYMOYHOU MKAHU NedeHU NPeUMyujeCmeenHo TUM@ouonvimu snemenmamu. Quopos

00bIYHO YMEPEHHDII, HO ONUCAHBL CIYYAU YUpPpo3a neveru, ocobenno npu |XC mune.

e PexomMeHZ0OBaHO MPOBEACHUE MOJIEKYJSIPHOM IHMarHOCTMKH. B Hacrosmee Bpems
pa3paboTaHbl METOJbl IIOJHOI'O CEKBEHHUPOBAaHUS T'€HOB, MYTAllUM B KOTOPBIX

OTBCTCTBCHHBI 34 PA3BUTUC PA3JIMYHBIX THUIIOB I'b.

e PekoMeHI0BaHO MPOBEICHHUE TPEHATAILHOW JUArHOCTHKH.

Kommenrapuu: npenamanvuas ouacnocmuxka I'B la muna 6o3modxcna nymem
ucciedosanusi buonmama newenu niooa (Ha cpoke 18—22 med) memodamu
sH3UMOOUacHocmuKky u memooamu JJ[HK-ananusa.

IIpenamanvuas ouacnocmuxa I'b |l muna 6osmooicna nymem onpedenenus akmuernocmu
amuno-1, 6-enr0K03u0a3el 8 Kyibmype amMHUOYUmMos, Kyivmype u Ouonmame XOpuoHa u
memooamu JIHK-ananusa.

Ipenamanvuas ouacnocmuxa I'B N muna o3modrcna nymem onpedeneHust akmugHoCmu
amuno-1, 4:1, 6-enoxanmpancghepasvl 6 Kynibmype amHuoOyumos, buonmame u Kyibmype

xopuorna u memooamu J{HK-ananu3za.

3. Jleuenue

Cneyughuuecxkoe neuenue I'B 0o nacmoswezo 8pemenu He paspabomano. OCHOBHBLIM
BUOOM NAMO2EHeMUYECKOU Mepanuu sA6IAemcs pedcum NUManus u ouemad, HanpaeieHHvle Ha
npedynpedicoenue u 00pbOy ¢ eunoziuxemuel, MemadoOIUUecKuUM ayudo30M, Kemo3oM,
eunepaunuoemuetl, Koppekyuro HapyuleHu @QYHKYUOHAILHO20 COCMOAHUSL 2enamoOUIUApHOU

cucmemsl U ofceﬂydouuo-Kumequozo mpakma.

3.1 KoncepBaTuBHOeE JIeUeHHE

Ilpu  ycnosuu  adekeamHou — Ouemomepanuu  803MONCHO — MUHUMUSUPOBAMD

Mmemabonuueckue HAapyweHrusd, Ce6A3dHHble C MmeYeHUuem 60]Z€3Hu, a makoice CHU3Unb pPuck
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paseumust Omcpo4eHHblX ocnoocrenuti. Coomuouierue 0CHOBHbIX nuwesovlx eeujecme 6 numaHuu

00IbHbIX C pA3UYHbIMU MUNAMU SIUKO2EH03Ad OMJIUYHO Om maKoeo2co y 360p06b1x Oemell U3-3a

no6blULeHUA COdepJfCGHM}Z yazeeodoe U OenKa u CHUNCEHUs. 00U HCUBOMHO20 aeupa.

26

BBuny ocobennocteil Mmerabonm3ma NpH  pasauuHbIX Buaax I'b  pexomeHmoBaHO
IPEUMYILIECTBEHHOE yBeJIUUeHUe NOoTpedieHus yriaeBoaoB (I Tum) uiam >xuBoTHOTO Oenka
(ITI, VI u IX Tumsr).

KommenTapum: cruoicenue cooepowcanus dtcupa 6 neueOHbx Ouemax HanpasieHo Ha
KOPPEKYUIo UMEUWUXCS HapyueHUutl TUnuoH020 0OMeHa.

K coorcanenuio, s¢ghpexmusnocms ouemomepanuu 3a4acmyro CHUNCEHA U3-3a Mo20, Ymo

nayuermaosl nonpocmy Hapyuiarom ee.

PexomennoBana, ocobenHo mis nanueHtoB ¢ | tumom I'b, opranumsanus apoOHOTO
NUTAHUSL C PAaBHOMEPHBIM PaCIpE/ICICHUEM JIETKOPACTBOPUMBIX YTJICBOJIOB B TCUCHHE
CYTOK.

KommenTapum: ¢ smotil yenvto Konuuecmeo npuemos nuwu ygeauyusaiom 0o 68 pas 6
Oenv (skatouas paunnutl 3aémpak 6 6—7.00 u nozouuu yocun ¢ 22.00), umo nozeonsem
N000epAHCUBAMb HOPMOSTUKEMUIO.

Ilpu KoHyenmpayuu 2n0Ko3vl HUNce 2,5 MMOAb/1 OONOIHUMENbHO 88005im [—2 HOYHBIX

KOpMIIERHUA.

PexoMeH10BaHO Ha3HAYEHHE CBIPOrO KYKYpPY3HOTO Kpaxmala, HMMEIOLIET0 CBOMCTBO
MEJJICHHO ¥ HEMPEPHIBHO PACIIETUIATHCS MO/ JCHCTBUEM NMaHKPEATHUECKOW aMUiIas3bl 10
TJIFOKO3bI, YTO MO3BOJIAET OOOHTHCH O€3 4acTOro KpyrioCyTOYHOIO KOPMIICHHUSI.

KomMmenTapum: 6 csiasu ¢ ocobeHnocmamu MONEKYIAPHO20 CMPOEHUs, YCB0eHUe
2NIOKO3bl U3 KYKYPY3HO20 KpAXmana Gvlude, uyem u3 kapmogenvrozo. Ilepgvle nonvimxu
UCNONBL306AHUSL CbIPO2O KVKVPY3HO20 Kpaxmana npeonpunumaiom K Kouyy 1l-eo eooa
ocusnu  pebenka. Kpaxman cmewuearom c¢ 6000, be3naxmo3Hvimu/be3caxaposHvimu
cmMecamu, COe8biM MOLOKOM UMU C OpPYeUMU HANUMKAMU, HE COOEPHCAUUMU caxapd,
Komopule nonyyaem pebeHok. [ns miadenyes u oemeti paHHe20 803pacma yenesds 003d
KVKYPY3H020 Kpaxmana cocmasisem nopsoxa 1,6 e/ke (kaxcovie 3—4 u, eknouas HOYHOU

npuem), a 01 NAYUeHmos, 00CMUSWUX WKOIbHO20 803pAcma, ona eospacmaem 00 1,7—

2,5 e/xe (kasicovie 46 u).
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Ipumenenue Kpaxmania no3eonsem OOCMUYbL U NOOOEPHCUBAMb YOOBIEMBOPUMETLHYIO
KOHYeHmpayuio 2110K03bl 8 Kposu 6 cpeonem Ha npomsdxcenuu 4,25 u (Ouanaszon om 2,5
00 6u). Ilpu ocywecmenieHuu pecyiapHO20 KOHMPOJS 2AUKEMUU MOXNCEM CHUSUMbCS
CMeneHb 806/1eYeHHOCIU NOYEK 8 NAMON0SUEeCKULL NPOYeCC.

C 20072 npu oOuemomepanuu I'B  npumensemcs HO8bLU  6UO  Kpaxmaid
(Heobpabomanno2o mooupuyuposanno2o KykypysHo2o — obosnauenue «\WMHM20»).
HUcnonvzosanue eco 6 oueme 6 0oze 2,0 e/ke (cmewanno2o ¢ 60001) cOnpo8oA#COALOCH Y
bonvuuncmea nabuooaemvix nayuenmos ¢ la, b u Wl munamu I'B docmuoicenuem
bonvuwell  NPOOOANCUMENbHOCU — HOPpMO2AuKeMuu u  Oonee  O1A2ONPUAMHOZO
Memadonuueckoeo KOHmMpOns (MO  CPAGHEHUl0 ¢ NpUMEHeHuem mpaouyUoOHHO20

KVKYPY3H020 Kpaxmana).

[Ipu nueroTepanuy TIMKOTCHO30B PEKOMEHIOBAHO COONIONEHUE OIPEIeIEHHOTO
peXMMa MATaHUS.

KommenTapuu: nepguiili npuem nuwu, kax npaeuio, Haswauarom Ha 5-6.00 ympa, oH
MOdICem COCMOsIMb U3 Kauil, OMEApHOU GepMuutenu, Yds ¢ 210K030U, danee Cledyiom
OCHOBHOU U 2-1l 3a8Mpak, 006eo, NoNOHUK, yxcun. llocieonuii npuem nuwju NPUXOOUMCs
na 22-23.00 u, cocmoum enasuvim 0bpazom uz Kegupa u obesdcupernHo2o meopoza. B
24 4 u npu HeoOXOOUMOCIU HOUBIO OAIOM KYKYPY3HbIUL KPAXMAIL.

Cpeonecymounvle HOpMbl NOMPEOHOCU 6 NUWEBLIX BeUeCm8ax U dHepeuu Oemeil ¢

yacmo scmpeuarowumucs munamu I'b npeocmasnenvt ¢ Ipunoscenuu I72.

B cBf3M CcO CKIOHHOCTHIO OOJBHBIX TJIMKOTEHO30M K Pa3BUTHIO alujo3a U
TUTIEPIAKTATEMUH PEKOMCHJIOBAHO OTPAaHWUYMBATH WM IOJIHOCTHIO HCKIIIOYaTh W3
panuoHa caxapo3y (NHUIEBOM caxap), (PpyKTo3y M rajgaktosy, T.K. ITH caxapa y
nanueHToB ¢ ['b oOMeHMBaIOTCS HE 10 TIIOKO3bI, KaK Y 3JI0POBBIX, a JI0 JaKTaTa, 4To
MOJKET yCYTyOJIsTh JIaKTaTalluI03.

KommenTapuu: coodepoicanue neckoyceausaemvlx yeneeo0os cocmasisiem 5—20% om
00We20 CymouHo20 KOIUUecmaa yeie60008 NUull, NPeuMyuecmeeHHo 3a cuem 2ioKo3bl

— 6 cpednem 4080 2 enroxo3wvl 6 cym.

B cBsa3u ¢ BBIPAXKCHHBIMU HAPYIICHUAMU (bYHKI_[I/II/I II€YECHHU U KCIIYCOTACIICHUA 0O0JILHBIM

c Ib PCKOMCHAOBAHO Ha3HA4YaTb OUCTY Ne 5, JIMIIICHHYKO S3KCTPAKTHBHBIX BCUICCTB,
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MPOAYKTOB, OOrathiX 3(UPHBIMH MacjlaMH WU OpPraHMYECKUMHU KHUCIOTaMH, >KUPHBIX,

OCTPBIX U MPSHBIX OO, IPHUIIPAB.

PexoMeH10BaHO HCKIIIOYUTH JKUPOBBIE MPOIYKTH (CIMBOYHOE M TOIUIEHOE MAacIo,
CMeTaHa, CIMBKHU), OOraThlii XOJIECTEPUHOM SUYHBIA OCNIOK, KOHIUTEPCKHE H3JEIHs C

KpEMOM, MAT'Kas CI[O6H3$I BBIIICYKA.

PekoMeHI0BaHO OTrpaHWYHMBATh WM UCKJIIOYATh MPOAYKTHI, COAepKamme (pyKTo3y U
rajlakTo3y: THINEBOM caxap, IeIbHOE MOJOKO M €ro IpPOU3BOIHBIC, COJCpPIKAIIIC
MOJIOUHBIM caxap (J1akTo3y), GpyKThl (CBEXHE W CYIICHBIC), KOPHEIJIOMBI, IIMHHAT,
IIaBellb, BCE CIAJKWE KOHIUTCPCKHE W3ICIHS, IIOJOOBOIIHBIE KOHIICHTPHUPOBAHHEIC
COKH, (PYKTOBBIC BOJIBI, MEI, BapeHBbE, CHPOIBI, KOH(PETHl, a TaKKE HEKOTOpPHIC

MCIUKAaMCHTBI, COACPKAIIUEC Caxap.

I[JI?I npeaynpexKIACHUsA pasBUTHUA KETOALMA03a PCKOMCEHIOBAHO HUCKIIOYWUTH HPOAYKTHI,
ooraTble CPCAHCUCIIOUYCYHBIMU  TPUTIIMLOCPHUAAMU (KOKOCOBOG MacCjio, HCKOTOPBIC

CIICHUAIMN3UPOBAHHBIC CMCCH JISI SHTCPAJIbHOI'O HI/ITaHI/IH).

PekoMeHi0BaHbI HEXUPHBIE COpTa Msca M PBIOBI, BCE KPYIbI, MAaKapOHHBIC W3JIEIHS,
AUYHBIA O€J0K, MOJIOKO, Keup, HOTYpThI )KUPHOCTHIO HEe Oomnee 1,5%, 00e3KkupeHHbIN
TBOPOT', HEOCTPBIM ChIp KUPHOCTHIO 5-10%, MOACYIIEHHBINH NIIEHUYHBIA XJ1€0, cyxue
HECIIAIKWE TaJleThl, CIIQJOCTH, MPHUTOTOBICHHBIE HA TIIOKO3e, (PPYKTHI M OBOIIH,
CO/IepKaIllie CPAaBHHUTEIBHO HEOONBIIOE KONUYECTBO (PYKTO3bI (JIMMOH, 3elCHBbIC
S0JIOKM, KJIIOKBA, 3€MJISTHHKA, o00ienuxa, KapTodenb), BCe BHIbl  KAMyCThI
(OemokayaHHYI0O — YMEPEHHO), OTypIbl, TOMaThl (OTPaHUYEHHO), THIKBa, KaOadYoK,
MaTUCCOHBI, OakjakaHbl, JYK-TIOPEH, OrOpOaHAsl 3€JieHb (OTpaHUYEHHO), (PYKTOBBIC
COKH, pa30aBieHHble Ha 1/2 KuIsiYeHOW BOJOW, HEKPENKHi 4aif, OTBapbl M MOPCHI,
NPUTOTOBJICHHBIE W3 pa3pelIeHHBIX (QPYKTOB M AroJ ¢ A00aBICHHEM TJIHOKO3BI,
pactuTenbHOe Macio (TIOACONHEYHOe, KYKypy3HOE, JBbHSHOE, COEBOE, paIlCOBOE,

TBHIKBEHHOE) B KOJIM4YeCTBE 3-4 4.JI. B ICHB (100aBISATH HEMOCPEICTBEHHO B OJIFO/A).

Hetsim ¢ | Tunom I'b pexkomMeH10BaHO NPUMEHEHUE HU3KO - U 0€371aKTO3HBIX cMecel JuIs
nuTaHus aetei 1 rona JKM3HM Ha MOJIOYHOM M COEBOM OCHOBE, CMECH ISl SHTEPATIHLHOTO
NIUTaHMs, JIMIICHHBIE JIAKTO3bl M HE COZAEpIKalllie CPEIHELENOUEUYHbIX TPUTIULEPUIOB

(Hyrpuson, I'omnanaus; Knunyrpen uaber, [lIBeiuapus u ap.).
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[Mpuntuns! neye6Horo nutanus npu I'b Il Tuna pexomennoBaHBI Takue ke Kak Mpu
0one3nu tumna |, HO MOCKOJIbKY TEHACHLHUS K THIOIIMKEMHH MEHee BhIpaXKeHa, TO JUIS
NOoJ/Iep>KaHUsl HOPMAIBHOTO COJIEPKAaHMSI TJIFOKO3bI B KPOBH B HOUHOE BPEMSI JJOCTATOYHO
UCTIOJIB30BAaHUS CHIPOTO KYKYPY3HOT'O Kpaxmaiia.

KommenTapuu: maxum obpasom, oOuema npu eaukocenoze muna Il muenee
pecmpuKkmugHd, U O02paHudeHus caxapa npu Hell 3adacmylo He mpebyemcs.
Paspewaemcs maxoice npumenenue 6 payuone numMauus 2pyoHO20  MOJIOKA,
CMAHOAPMHBIX €20 3aMeHumenell Ui cmeceli ¢ NOBbIUEHHbIM COOepicaHuem OeKa.
Ilockonbky nuwjesvie OenKu CAyHcam UCMOYHUKOM AMUHOKUCIOM, — AGNAIOUWUXCS
cybcmpamom — 2NOKOHeoz2eHesd, Ux nompebieHue  cnocoocmeyem — YMeHbUeHUIO
VelleB0OHOU HA2PY3KU (NOMEHYUANbHO Npusooawjeli K pazeumuio Unociukemuu u

aaxkmamayuoosa), a npu |1l mune — u ynyuwenuro moiuweunozo oomena benxa.

ITocTossHHOE HHTparaCTpaJibHOC IMHUTAHUC IIPUMCHAKOT B HOYHOC BpEMA PCKOMCHIOBAHO
OCYHICCTBJIATL MYTEM 30HA0OBOI'O0 BBCACHUA MUTATCIIbHBIX CMCCCfI, C QaHAJIOTUYHOM IICIBIO
MOT'YT  HCIOJIB30BATHCA  paCTBOPBI  I'TFOKO3bI (HpI/I ycioBunu  MCIJICHHOTO U
KOHTPOJIUPYCMOI'O ITOCTYILJICHUS B OpraHI/ISM).

KOMMCHTapHI/I: UHMEHCUBHOCNTIb NOCMYNJIEHUA NUMAamenvHolu cmecu onpedeﬂﬂemc;l
CKopocnibio dms’uozzoeutteczmﬁ npodym;uu 2IOKO03bl NEYEHbIO . 8 MIIAOEHYECKOM eo3pacme

ona cocmasnsiem npumepro 8—10 me enioxozvl/ke 6 Mun.

PexomMeHI0BaHO TpUMEHEHHE BHUTAMHHOB, MHHEPAIBHBIX BEIIECTB W BUTAaMHHHO-
MHUHEpAJIBHBIX KOMIUIEKCOB OOYCIIOBIEHOE MPEUMYILECTBEHHO Je(UIMTAPHOCTHIO
PECTPUKTUBHBIX AUET 1O PAAY MUKPOHYTPUEHTOB (0COOeHHO npH | THIIE 3a001€eBaHus).
KomMmeHnTapum: yerecoobpasnocmv  npumeHeHuss mex UIU  UHBIX — BUMAMUHHBIX
npenapamos, nuwesblx 000aBOK ¢ COOepIHcanueM MUHEPANbHLIX —6eujecme Ul

BUMAMUHHO-MUHEPATIbHbIX KOMNJIEKCO8 onpedeﬂﬂemc;z Jevawyum epadom.

B xommuiekcHOM seyeHMM OOMEHHBbIX HapyuieHud npu I'b pexkoMeHI0BaHO BBEAECHME

KOKapOOKCcHIIa3bl, CIOCOOCTBYIOMIEH 0Opa3oBanmio anui-KoA.

HpI/I I[erI/IHI/ITe KapHUTHHA pEKOMCH/IOBAaHA 3aMCCTUTECIIbHAA TCparua JICBOKAPHUTUHOM.

IIpu BrOpuuHBIX ocnoxHeHUsx ['b (BTopuuHble TYOysONmaTUH, IE€YEHOUYHbIE H

OunuapHble AMCHYHKIMU U Ap.) PEKOMEHA0BaHA KOPPEKLHUs TYOYISIpHBIX pacCTPOMCTB,



30

KP371

0CTEOII0p03a, YCTPAHEHUE 3ACTOWHBIX SIBICHHH B JKEIYHOM Iy3bIpe (PEKOMEHIOBAaHO
NPUMEHEHHE OKEIYETOHHBIX MPENapaToB, TIOBBIIICHWE HBAaKyaTOPHOW  (PyHKIHH
JKEIYHOTO Iy3bIPs), PEKOMEHJIOBAHO Ha3HAUa€HUE IeNaTONpPOTEKTOPOB, JUIOTPOIHBIX

BE€IICCTBA.

[Ipy BO3HMKHOBEHHH META0OJMYECKOTO alua03a PEKOMEHIIOBAaHO BHYTPUBEHHOE
BBEJICHUE IIIEJIOYHBIX PACTBOPOB HATPHS TUAPOKApOOHATA.
KomMmenTapuu: 6 ciyuae pazsumus ayudosza Heobdxooumo 8eedenue pacmeopa coowvl (1-

2 mmonv/ke 6 cym 6 4 npuema) unu yumpama xaaus (5-10 MEO kascovie 8-12 u).

C aHTUNPOTEHMHYPUUYECKOH 1eNbI0 U AJI MPEIOTBPAICHHs YXYALICHUS QYHKIMU MOYEeK
PEKOMEH/IOBAaHO HCIIOJIb30BAHHE WHTHOUTOPOB aHTMOTCH3MHITPEBPAIAIONMEro GepMeHTa

*
(xanronpuir™™ | pamMunpuir’®).

U Pa3BUTUH TUIIEPYPUKEMUM PEKOMEHIOBAHO MPUMEHSATH aUIOIYPHHOI MI/KT
I1 P10 mr/

B CyT, B 3 IpUEMA).

Ecnmu  xoHIIGHTpanusi TPUTIUICPUIIOB B CBIBOPOTKE KPOBH COXPAHSCTCS  BHIIIC
10 MMOITB/JI, HECMOTpSI Ha JHETOTEPAIHI0, PEKOMEHJOBAHO HA3HAYCHHUE INpEnapaTos,
CHIDKAIOIIIHE UX YPOBEHb (HUKOTHUHOBASI KUCIOTA, (PUOPAThI), 4TOOBI YMEHBIIEHUTh PUCK

Pa3sBUTHA XOJICIIMNTHA3a U TAHKPCATHUTA.

[Tpu HEUTpONeHUH PEKOMEH/I0BAHO Ha3HaYeHUE TPaHyIOIUTAPHOTO
KoJIOHHECTUMYIHpyromero pakropa™ (I-KCD)

Kommenrapmii: ucnonvzoseanue I-KC® npu I'b muna b nossonsiem eoccmanosumo
@YHKYUU KpacHoeo KOCMHO20 MO32d, CKOPPEeKmMuposams HeUmponeHuro, CHU3UMb
cmenenb  max@cecmu  OAKMEPUANbHBLIX — UHQeKYull, B0CNANUMENbHbIX — U3MEHeHUlL
KUUWEYHUKA U MemaboIudecKux HapyueHui, YIyyuue mem camvlm npocHo3 3a001e6aHUsL.
Jnumenvnas mepanusa I'-KC® nposooumcs 6 003e S5 mKke/ke maccvl mena Ha UHbEKYUIO

00 2-3-x 66e0eHull 6 HeO.

[Tanmentam, nonyvaronum jedenue ['-KC®, pekoMeH0BaH TINATEIbHBI MOHUTOPUHT
pasmepa  cele3eHKH  (CIUIGHOMEraius),  KIMHMYECKHMX  IapaMeTpoB  KpPOBH
(TpoMOOLIMTOTIEHHS]) W IUIOTHOCTH KOCTEH (OCTEOmopo3), a TaKkKe peryiaspHoe

HaOJII0/IEHUE Y TEeMAaToJIora U OHKOJIOTa (KaplMHOMa MOYeK).
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e PekoMeHJ0BaHO Ha3HAYCHHUE TMPOU3ZBOJHBIC S-aMHHOCATHMIIMIOBONW KHCIOTHl IIPH
JICUCHUH BOCTIAJIMTEIIbHBIX 3200JICBAHNIN KUIIICYHUKA.
Kommenrapmii: npu neuenuu eocnanumenvuvix 3a001e6aHUll KUUEUHUKA YACMO
sgpgpexmuena xombunayusi [-KCD@ u npouzsoonvlx S-amunocanruyunogoi Kuciomol.
OOHaKO 6 HEKOMOPHIX CIYUASX MAKOe JledeHue He umeem ycnexa, umo mpeoyem Opyeux

mepanesmu4ecKux nooxo0os.

e [ TIOKOKOPTHKOWIHAS TEparwusl MPH JCUCHUU BOCHAIUTEIHHBIX 3a00JIeBaHUN KUIIICUHUKA
HE PEKOMEHJOBaHa, YYUTHIBAsl CTEPOUI-UHIYLHUPYEMBIM TIMKOI€HOJIN3, BO3MOXKHOCTH

yCYT'yOJICHHSI TAKTATAIU103a U THIICPIIATIAICMUH.

e [IpuMeHEHHE HMMYHOCYIIPECCAHTOB (METOTPEKCAT, a3aTHOIIPUH M 6-MEPKANTOMyPHH) HE
PEKOMEH/I0BaHO, TaK KaK CONPOBOXKIAETCS PUCKOM H30BITOUHON MMMYHOCYIPECCUU U

YCUJICHUSI HEHTPOIICHUH Y MAI[MCHTOB C TJIMKOTeHO30M THa Ib.

e Jleuenue aganumymMadboM (peKOMOMHAHTHBIEC YETIOBEUECKHE aHTHTENA K (PaKTOpy HEKpo3a
OIlyXO0JIeil) HE PEKOMEHJ0BaHO. BbIJIO MPOBEAEHO Y OAHOIO OOJIBHOIO C INIMKOI'€HO30M
tuma b, mMmeBmiero BocmanMTeNbHOE 3a00JI€BaHME KHIICYHHKA, pedpakTepHOe K

CTaHJapTHOM JIEKapCTBEHHOM Tepamnuu, U 0ka3anoch 3(HEeKTUBHBIM.

3.2 XMpypruueckoe Jie4eHue

Upessbluaiino  8adceH 60npoc nod2omosku nayuenmos ¢ Bk  onepamueHvim
emewamenvcmeam. Ileped nposedenuem Kakux-iubo Xupypeuueckux MAuunyiayuti y makux
NAYUueHmos8 HeoOX00UMO HOPMATU308AMb NOKA3AMENU CEEPMbIBAEMOCMU KPOBU (CKOPOCHb
azpecayuu - mpomMoOOYUmMo8) - NOCPEOCMEOM  NPOOOIICUMENbHO2O — NUMAHUS — Yepes
HA302ACMPAIbHLLI 30HO (HenpepuléHo 6 meyeHue 1 Hed) unu nocpedcmeom 6HYMpPUBEHHOU
unghyzuu eniokosvl 6 meuenue 24-48 u. B 0o- u nocieonepayuoHHoM nepuooe KpaiHe 6adiceH
DpecyIAPHbIL KOHMPOIb YPOGHS 2II0KO3bl U Jakmama 8 Kpoeu. Tepanus Ouazokcuoom 8 HU3KOLUL
003€e N0360J5em NPOOIUMb HOPMOSIUKEMUUECKUT NEPUO) NOCAe NPUHAMUSL NUWU, A MAKICe
MOdCem CHU3UMb YPOBEHb MOWAK08020 JIAKMAMAYUO03d U YCKOPUMb 60CCMAHOBIEHUE 6

nocieonepayuOHHOM nepuode.

e PekomenpoBaHa oproTonuueckas TpaHcrantanus neueHu (OTI).
KommenTapmii: s6ui1ce  eOuncmeenno  s¢ghghekmuenvim  cnocobom  paouxkaibHO2o

JIeYEHUA MAIHCETIbIX qbamaﬂbezx 3abonesanuil neyeHu, yCnewHo npumeriemcs 6
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neouampuueckol npaxmuxe. IIpu memabonuueckux 601e3HAX neyeHu, 8 YacmHoCcmu, npu
enukozenozax noxkazanua x OTIl ycmanasauearom npu HaIuyuu yuppos3a neveHu u e2o
ocnodichenuil, Haubonee wacmo eosnuxarowux npu Wl u IV mune 3a6onesanus. B
Hacmosiyee e6pemsa onvim evinoaHenus OTII y Oemeii ¢ 2nukozceHozamu 6ecbma
02paHU4eH, NOIMOMY pe3YIbmamvl XUPYPSUUECKO20 JledeHus. HeOOHO3HAuuwl. Tem He
MeHee, mpancniaumayus neyenu npu I'B noseonsem ckoppekxmuposamv  6ce
Ouoxumuueckue Hapyulenus, 6KI04aAs 2UNO2IUKEMUIO, CEA3AHHbIE C NOPAdNCeHUeM
op2aHa, 00HAKo 00 CUX NOp He SICHO, CNOCOOHO JIU MAKoe ONepamueHoe BMeulameibCnmeo
oopamumuv unu npedomspamums nopadicerue novek. Ilpu smom OTII 06biuHO HUKAK He
6nUsem Ha NEePCUCMEHYUIO HeUMpPONeHuu Ui Npueooum Jaulb K 6PEeMEHHOU ee
KOppeKyuu. Ocmaemcs HEeOOKA3aHHOU B03MONCHOCHb npeoomepauyetsl
npozpeccuposaniiss NOPANCeHUs NeyeHu, KOmopoe Moxcem 0axce YCUIU8amvcs Ha oHe
ummynocynpeccusnou mepanuu nocie OTIl. Cpedu onucaHHvix OCIONHCHEHUl
BO3MOJICHbL:  XPOHUYECKOe OmMMOpHCeHue MpPAHCNIaHmMama, noCmmpancy3uoHHbll
cenamum C, noueyHas HeOOCMAamo4HOCMb, NO0ACPUHEeCKUll apmpum u mpomoos
sopomHotl eenvl, mpeoyiowuii nosmopuou OTII. Kpome moeo, umeiomcs ceéedeHus o
mom, uYmo Yy NAYUEHMO8 C  2IUKO2eHO3aMUu  Mo2ym  Oblmb  00CMUSHYMbL
yoosenemeopumenvhvie cpeoHecpouHvle ucxoovl. Cywecmeyem makice MHEHUe, Umo
nepeo npoeedenuem OTII sadxcna muwamenvHas OYeHKa pucka U NoJb3bl, OHA
yenecoobpasHa Nulb NPU 8bICOKUX PUCKAX PA3GUMUSL 2eNamMOYeNTIONISPHOU KaAPYUHOMbL
uny  Oucymkyuu  nevenu. Ilpu  Hamuuuu  nNoKazaHuti K MPAHCNIAHMAYUU
paccmampusaemcs. 8apuanm COYemaHnHol MpaHcHIaGHMAayuy neyeHu U novek 8 ciyyae
O0OHOBPEMEHHO20 HapyuleHus (QYHKYUti SMmux OpeaHos, 8 JUMEPAmypPHuIX UCHOYHUKAX

COO6LI/;GJIOCb 0 HECKOJIbKUX NOOOOHBIX YCREeWHbIX CyHasix.

[Ipn neueHuu ajgeHOM TIE€YEHH PEKOMEHJIOBAaH MNEPCOHU(PUIMPOBAHHBIM MOAXOA K
KaKJIOMy KOHKPETHOMY ITAlUEHTY.

Kommenrapuii: zevenue adenom ocmaemca amnupuueckum. Mooswcem Ovimv npumenena
8bIIICUOAMENbHAS  MAKMUKA — UTU  XUpypauueckoe emewamenbcmeo. Y  601bHbIX
enuxozenosom b mooicem o3nuxHymos nHeobxooumocms 6 nposedenuu MpancnIaHmayuu
neueHu O/ NpeoomepawyeHus MAaTUcHU3AYUU NeYeHoYHbIX A0eHOM, a makxdice 6 Ciyuae

603HUKHOGEHUA mﬂOfCE]lOlZ, peqbpakmepHoﬁ K JIeYEeHUIO cunociuKkemuu.

PexomenmoBana TPAHCIIaHTA s ITOYCK
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KommenTapuii: npu xponuueckoil noueyHol HeOOCMAmMOYHOCMU MPAHCNIAHMAYUSL
nouex no3eoJisaem CKOppeKmupo8ams moabKo HApYUWeHUs QYHKYuu nouex, He 61usis Ha

cUNO2JIUKEMUIO.

L4 PCKOMCH[[OBaHa YPCCKOXHAsA YyAApHO-BOJHOBAA JIMTOTPUIICUA WM XUPYPIUYCCKOC

JeyeHue npu HedpokanbimHo3e U HedponuTrase (1Mo MoKa3aHusIM).

5. llpopuaakTrka u JUCHAHCEPHOE HADJIIOeHUE

Vuumeieas cneyugpuxy memabonruveckux HapywieHuil, KIUHUYecKue u 1abopamopHvle
NPU3HAKU 3a001e6aHus, HepeoKo NPOMeKauje20 ¢ Hey0o8IemeoOpUmMenbHbIM NPOSHO30M,
ouazHocmuka u reverue nayuenmos ¢ I'b 0ondcHvl ocywecmenamscs Ha 3 YpOGHsX.

| — nepeviii yposenv (meduyunckue opeanuzayuu, OKA3bIEANOWUE NPEUMYUECNEEHHO
NePEUUHYIO MEOUKO-CAHUMAPHYIO, 8 MOM YUCLE NEPEULHYIO CHEYUATUZUPOBAHHYIO, MEOUYUHCKYIO
nOMOWb),;

Il — emopou yposensv (meduyunckue opeanuzayuu, oKa3vleaWue NPeuUMyujecmeeHHo
CReyuanu3upoBaHHyr0  MeOUYUHCKYIO — NOMOWb,  umewwue 6  C8oel  CmpyKmype
CReyuanu3upoBaHHble MeXCMyHUYUNAIbHbLE OMOeNeHUs U (UIL) MeNCMYHUYUNATIbHbLE YeHMPbL, 4
maxoice patloHHwvle U 20pOOCKUE OUCHAHCEPbI, MHO2ONPODUIbHbIE 20POOCKUE DOIbHUYDL),

Il — mpemuii  yposenv (Dedepanvuviti — Hayunwiti yeuwmp 300po6vsi  Oemell.
Meouyunckue opeanusayuu, 0Kasvlearowjue CReYuaIuUPoOSAHHYI0 MeOUYUHCKYIO NOMOWb, d
maxoice MeOUYUHCKUE YUPedtCOeHUsl, OKA3bleaowue 6blCOKOMEXHOIOSUUHYIO MeOUYUHCKYIO
nOMOWb).

3aoauu I yposus:

1. 3an0003pums  3a00]1e6aHue No KIUHUYECKUM HNpusHakam (bredHocmb
KOJICHBIX NOKPOBOS, VEelUteHUe pa3Mepo8 JHCUBOMA, 2enamome2anus, cyoopocu, mpyoHvle
npooOYyCcOeHUs, becnoKolucmeo pebenKa npu OIUMeIbHbIX NePUooax Mexncoy KOPMIeHUsMU,
nHanuyue I'B y cubcos u op.),;

2. eciu BO3MOICHO, NPOBECMU UCCIe008AHUE 2TUKEMUYECKUX KPUBbIX NpU

HazpysKe 210K030U;

3. Hanpasumy Ha KOHCYIbMayuio 8 meouyurckoe yupexcoenue Il yposns.
3aoauu Il ypoens:

1. noomeepcoaemcs (unu uckarouaemes) ouacnos I'b;

2. OucnanceprHoe HaONVO0eHUue — UCNONb3YST PEeKOMEHOAyuu, NposooUms

()Ol’lOJZHumeﬂbHyIO K/ZZ/IHMKO'¢yHKZ4MOHCZJZbHle ()MCZZHOCWluKy u jedenue.
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3aoauu Il yposms:

1. OdemanvHoe obcniedoganue nayuenma c¢ I'B ne peoxce 1 pasa 6 200 c
svloauell 3aKa0Ye s 0 OabHelweld MaKkmuKe 1e4eHus;

2. JIHK-0uaenocmuxa, npenamanvras ouacnocmuxa I'b;

3. njanosoe nevenue.

Ilocne nocmanosku ouacnosa «luxkozenogas O0Ne3HbY JHceNAmMenNbHO, YModbl UMEHHO
nevawuil 8pay coobwun pooumenim o 3abonesanuu ux pebeuwka. Becoma eeposmno, umo 60
spems nepeoul becedvbl pooumenu 8 C6s3U C WOKOBOU peakyuell Ha cooOweHue o OudesHo3e u
HeNnpubIYHOCHbIO MEOUYUHCKOU MEPMUHONIOSUU HE CMOZYM YCEOUMb 6CHO HEOOX0OUMYIO OJisl HUX
ungopmayuro. Ilosmomy easxcro, umodvl 00vACHeHUs épaua Oviiyu O0OCMAMOYHO NPOCMbL U
NOHAMHbL JIOOAM, He UMernuwum MeduyuHckozo obpazosanus. C  pooumenimu ciredyem
nposecmu NOBMOPHYI0 6cmpeyy uepes 1—2 OHsi u omeemums HA 6ONPOCHL, KOMOPble MO2YM Y HUX
B03HUKHYMb.  [[pyeum — compyOHuKam yeHmpa (MeOUYUHCKUM — CeCmpam, NCUXOT02AM,
COYUATILHLIM PAOOMHUKAM, OUEMOI02y U Op.), yuacmeyrouum 8 aeveHuu peoeunka c¢ I'b, makoice
cedyem yoenumv 6HUMAHUE pOOUmMeNaM pebenKa, 0ObACHAA Ul AKYEHMUPYS Ux HUMAHUe HA
Haubonee 8adCHbIX acnekmax nevenus. Kax uzeecmuo, Oanexo Hne 6ce pooumenu CnocoOHbI
A0eKBAMHO OYeHUMb HeKomopbvle Kitouesvle axmul, Kacaowuecs I'B, nosmomy 6 Kavecmee
UCTOYHUKA UHGOpMAYUU HEoOX0OUMO UCHONIb306AMb COOMBEMCMEYIOWYI0  TUMepamypy,
KOmMopas 6ce20a 00AH#CHA OblMb 00CMYNHA.

Haubonvuwee xonuuecmeo munos I'b omuocsamces k Heusneuumvim 3a601€6aHUSIM, 6 C853U
C YeM NAyueHmvl HYNCOAIOMCS 6 AKMUBHOM OUCNAHCEPHOM HAONIOOCHUU U HeNnpepuleHOll
mepanuu ¢ meuenue aceu xcusnu (Ilpunooscenue I'3).

Jleuenue nayuenmos ¢ I'b HeobOX00uM0O npo8oouUms 6 CHeyuarusupoBAHHLIX YEeHMPAX.
Tepanus He ocpaHuuuaemMcs pamKamMu MEOUKAMEHMO3ZHO20 JNe4eHUsl: MAaKuM OO0NbHbIM
mpebyemcsi KOMNIEKCHAsL MeOUYUHCKAS NOMOWb NPU AKMUSHOM YYACMUU He MONbKO épayell, HO
U MeOUYUHCKUX cecmep, OUemOl0208, NCUXON0208 U COYUANbHBIX pabomuuxos. Crnedyem
AKMUBHO B0BJIEKAMb 6 Npoyecc JjeyeHus o006oux pooumeneli nayueHma u o00y4yamov ux
HE0OX0OUMbIM — HABLIKAM nomowu  OoibHOMY pebeHKy. B  psaode cayuaes Heobxoouma
eeHemuyeckas KOHCYIbmayus pooumenei u Opyeux OIUSKUX POOCMBEHHUKOE 0OIbHO2O0
2NIUKO2EHO30M.

Hayuenmor ¢ B mysicoaromes 6 4ACMbIX NOBMOPHBIX 00CIE008AHUAX C  YENbIO
CBOEBPEMEHHO20  BbIAGIECHUSL  BO3MOJNCHbIX  OCIOJMCHEHUU 3a0071e8aHUs U  CB0E8PEMEHHOU

mepaneemuqecmd ux Koppexkyuu, n0360ﬂ}1701/14€1;l npedomepamumb H€06pamuMbl€ nocneocmeust.
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B ycnosusx ®edepanvnoco yewmpa pexomenoyemcs peeyisipuoe amoOyIamopHoe
HaOnooeHue 3a OONbHLIMU  (NOIUKIUHUYECKUL npuem Ui OHeB8HOU CMAayuoHap) c¢
eocnumanuzayuel 8 Cneyuaiu3upo8aHHylo KIUHUKY (Kpy2locymouHnoe omoeineHue) 6 ciyyae

paseumus 0CN0CHEeHU 3a001e8aHUA.

6. I[OHOJIHI’ITGJILH&H HH(l)OpMaIII/IH, BJINAIOIIAsA HA TCYHCHHUE U UCX0Q

3200/1eBAHUSA

6.1. Ucxoanl M NPOTrHO3

JlokazaHo, 4yto paHHUA W 3((GEKTUBHBIA NEPEeBOJ HA CHEHUAIU3HUPOBAHHYIO TUETY
CIOCOOCTBYET CHIDKCHHIO IMOKa3aTesIeii CMEPTHOCTH U 3a0oJieBaeMocTy nanueHToB ¢ ['b 1 tuma,
YTO IMO3BOJISIET OOJBIIMHCTBY OOJBHBIX BECTH OOBIYHYIO JKHM3Hb. llpum jpocTmkeHun
HOPMOTJIMKEMUU METa0OIUYECKHe OTKJIOHEHHS W KIMHUYECKUE IMapaMeTphl yIydllaroTcs y
OOJBIIMHCTBA MAIMEHTOB, HECMOTPS Ha COXpaHEHUE TUNepaunuaeMud. Yactora pa3BUTHUS
aJIcHOM CHMJKAeTCsl, OJHAKO HE NPEJCTaBISIETCS BO3MOXKHBIM IOJHOCTBIO IPENOTBPATUTH
MOpaXEHHE MOYEK, JaXKe y MALUEHTOB C XOPOIIUM OTBETOM Ha IPOBOJAUMYIO AUETOTEPAIUIO U
MeAMKAMEHTO3HOE JiedeHne. Hekotopbie 00JIbHBIE HE TOCTUTAIOT YAOBIETBOPUTEIHHOIO OTBETA
JIOCTaTOYHOM MPOJOJKUTEIILHOCTH, B CBSI3U C YEM JJISi HUX MOXET ObITh pAaCCMOTPEH BapHUaHT
COYCTAHHOW  TpaHCIUIAHTalMU  Tovek/medeHu. Ilpu  rmkoreHoze Ib  moctmkenue
YIOBJIETBOPUTEIHHOTO META0OINYECKOTO KOHTPOJISI MOXKET OBITH O0Jiee MPOOJIEMaTHYHO B CBSI3U
C TSOKENBIMH PEIUAMBUPYIOINIMMH HMH(EKIUSIMU U BOCHAIUTEIBHBIMU  3a00JIeBaHUSIMU
kumevnuka. [Ipu |l Tune rmukoreHoza BO3MOXKHO KakK YMEHbBIIIEHHUE BBIPAXXKEHHOCTH KIMHHUKO-
71a00paTOpHON CHUMITOMAaTHKH, TaK U €€ MPOTrPECCUpPOBAHHUE C PAa3BUTHUEM TsKenoro ¢pudposa
MeYeHu BIUIOTH A0 1uppo3a, Tpedyromiero OTIL. I'b IV tuna naubonee yacto 3akaHUMBAETCS
MUPPOTUUYECKON  TpaHchopMalmell Te4eHHu U HapymieHHeM (GyHKIuUM oprana. bes
COOTBETCTBYIOILLIETO XUPYPTUUECKOTO JIEYeHUs] TaKUe JETH YMHPAIOT B Bo3pacTte A0 5 yieT. Tumsl
VI u IX xapakTtepusyrorcs 6osee 01aronpusTHbIM T€UEHUEM, CUMIITOMBI 3a00J1€BaHUS OOBIYHO

KYIIUPYIOTCS Y B3pOCIIBIX.
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IIpunoxenune Al. CocraB padoueii rpynnsi

BapanoB A.A., akan. PAH, npodeccop, n.Mm.H., nupektop PI'AY «HayuHblif LEHTp 370pOBbA
nerei» Munszapasa Poccuu, npencenarens Mcnonkoma Coro3a nenuarpos Poccun,
Hama3zoBa-bapanosa JI.C., akan. PAH, npodeccop, 1.M.H., TUPEKTOP-3aMECTUTENH TUPEKTOPA
HUN Ilemnatpum wum. I''H. Cnepanckoro ®PI'AY «HayuHblil 1EHTp 310pOBbS JIETEII»
Munzapasa Poccun, 3amectutens [pencenarens Mcnonkoma Coro3a nenuarpoB Poccuu;
CypkxoB A.H., yuenniii cekperapp OI'AY «Hayunslii 1eHTp 370pOBbs jAeTei» Munszapasa
Poccun, k.M.H., Bpad-ractposHTepoJior, wieH Coro3a neauarpos Poccuu;

IMoranoB A.C., ipod., 1.M.H., 3aB. TaCTPOIHTEPOJIOTHUECKUM OTACIIEHUEM C renaToI0rH4ecKon
rpynnoii ®I'AY «HayuHnblii 1eHTp 310poBbs netei» MunznpaBa Poccuu, unen Corosa

neguarpos Poccnn.

ABTOpBI MOATBEPKAAIOT OTCYTCTBHE (DUHAHCOBOM MOANEPKKH/KOH(DINKTa HHTEPECOB, KOTOPBIN

HE00X0aMMO 0OHAPOIOBATh.

KpHTepI/II/I OIICHKH KaYeCTBa MeIII/IHI/IHCKOﬁ IOMOIIH

Ne Kpurepuii YpoBenn YpoBenn
JA0CTOBEPHOCTH | YOeIUTeJIbHOCTH

A0Ka3aTeJIbCTB peKOMeH)IaIll/lﬁ

1. | Bemmonneno  wuccnenoBanue — KoHieHTpauu | C 1

TJIFOKO3bI B CBIBOPOTKE KPOBU

2. | BomonaeHo ymbTpa3BykoBoe —wuccienoBanue | C 1

MEYCHU U OPraHOB 6pIOIlIH01>i IIOJIOCTH

3. | BeimonmHeHO Ha3HAa4YeHHE CHIPOro KyKypys3Horo | C 1
KpaxMmaja i HOPMaJIM3allid KOHIICHTpAIlUU

TJIFOKO3bI B KPOBH

4. | BelmogHeHO Ha3HaueHHeE TUEThl, HarpaBieHHOH | C 1
Ha YMEHbIIEHHEe O00pa3oBaHMs TIJIMKOT€HA B

IICYCHHU
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Ipuioxkenue A2. Meronos10rusi paspadoTKu KIMHUYECKUX PEKOMEeHAaM i

Knunuueckue pexomenoayuu co30aHvl HA OCHOBAHUU COBPEMEHHBIX MENCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAuUil no OUaZHOCmuKe, JICYEHUI0 U 6e0eHUl0 0O0JbHBIX C
2/IUKO2€H 0601l DONE3HBIO.
I'nuxozenosasa 001e3Hb OmMHOCAMCA K PEOKUM HACIEOCMEEHHBIM 3400/1€6AHUAM, YO
UCKTIIOYaem 603MONCHOCHYb NPOGEOCHUA OONbUUX KO2OPDMHBIX U PAHOOMUZUPOBAHHBIX
KOHMPOIUPOBAHHBIX UCCIC008AHUIL U 0J1A CO30AHUA NPOMOKOJI06 OUAZHOCMUKU U Mepanuu
UCRONBL3YIOMCA JUWL MeMamuieckKue uccile008anus IKcnepmos, onyonauKoeanHvle 6
nocineonue 06a 0ecaAmuienmusl.
[leneBas ayauTopus JaHHBIX KIMHUYECKUX PEKOMEHIAIINN:

1. Bpauu-racTposHTEpOIOTH
Bpauun-neauarpsl
Bpauu o01mieli BpaueOHOM TPaKTUKH (CEMEMHBIC Bpayn)
Bpauu-renetuku
Bpaun ynbTpa3BykoBOM AUArHOCTUKHU
Bpauu-nabopanTsl

Bpaun-natomopdomnoru

© N o g B~ WD

Cryaentsl MenquuuHckux BY3o0B
9. OOyuarommecs B OpJIMHATYPE U HHTEPHATYPE

Mertonbl, ucnonp3yemble A cOOpa/ceNeKMM J0Ka3aTeNIbCTB: MOMCK B 3JEKTPOHHBIX 0a3zax
JTAaHHBIX.
Onucanue MeTofA0B, MCHOJB30BAHHBIX JJISl OHEHKH Ka4eCcTBa M CHJIBI J0KA3aTeJbCTB!
JoKa3zaTeNnbHOM 0a30M 1  peKOMeHJalMi  SBISIOTCA  NyOJMKalMM, BOIIEAIINE B
KoxpeitHoBckyro Oubmmorteky, 6a3sl manabix EMBASE, MEDLINE u PubMed. I'myOuna
noucka — 8 Jer.
MeTopl, UCIIOIB30BaHHBIE AJIs OLICHKU Ka4eCTBA U CUJIBI I0Ka3aTEIIbCTB!

® KOHCEHCYC JKCIIEPTOB;

® OIICHKA 3HAYMMOCTH B COOTBETCTBUU C PEUTHHIOBOM CXEMOM.
MeTto/1b1, NCIIOJIB30BAHHBIE Ul AaHAIN3a 10Ka3aTEIbCTB!
e 0030pbl ONYOJUKOBAaHHBIX METa-aHAJN30B,;
e cucremMaTuueckue 0030phbl ¢ TAOIUIIAMH JOKA3aTEIbCTB.

Onucanue METOJ0B, UCIIOJBb30BaHHLBIX IJI aHAJIM3a A0Ka3aTCJIbCTB
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[Tpu oT6ope myOauKaiuii, KaKk MOTEHIUAIBHBIX UCTOYHUKOB J10Ka3aTeIbCTB, UCIIOJIb30BaHHAS B
KaX/IOM MCCIICIOBAaHHH METO0JIOTUS U3y4aeTcs Ul TOrO, YTOOBI YOSIUTHCS B €€ BATUIAHOCTH.
Pe3ynbTar u3yueHus BIMAET Ha YPOBEHb J0KA3aTENIbCTB, IPUCBAUBAEMBINA IyOJIMKALMM, YTO B
CBOIO OYEpE/Ib, BIMAET HA CUIIy PEKOMEHIALUN.
JU11 MUHUMH3AMY TOTEHLIUAIBHBIX OIIMOO0K Ka)K[0€ UCCIIeJ0BaHUE OLEHUBAIOCh HE3aBUCHUMO.
JIroOble pa3nuuus B OLEHKaX O0OCYKIATNCh BCEW TIPYIION aBTOPOB B MOJHOM cocTase. [lpu
HEBO3MOKHOCTH JIOCTUKEHUSI KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCUMBII 3KCIEPT.
Mertopbl, CIIOIb30BAHHBIE TS (POPMYJINPOBAHUS PEKOMEHIALNN: KOHCEHCYC SKCIIEPTOB.
Wuaukaropsl qoopokauectBennoi mpakruku (Good Practice Points — GPPs)
Pexomenyemas: 1oOpoKauecTBeHHAas MPAaKTUKA 0a3supyercs Ha KIMHUYECKOM OIIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIUH.
OKOHOMHUYECKHUH aHAIN3
AHaiu3 CTOMMOCTH HE HpPOBOJWICA UM NOyOonukamuu 1o  (apMakO3KOHOMHMKE HE
AHAIU3UPOBAIIHCH.
MeTtoa Banaanuv PEKOMEHIAITUNA

e BHemHs dKCIEpTHAs OLICHKA.

e BHyTpeHHsA KCIIEpTHAS OLICHKA.
Onucanue MeToa BaIUAALMYA PEKOMEH 1Al
Hacrosimue pexkoMeHaanuu B MpeBapUTEIbHON Bepcur ObUIN PELEH3UPOBAHbI HE3aBUCUMBIMU
AKCIIEPTaMHU, KOTOPBIX, MPEXJIE BCETO, MOMPOCUIN MPOKOMMEHTHPOBATh, HACKOJIBKO JOCTYITHA
JUIsl TOHUMaHUsI MHTEPIpEeTalus 10Ka3aTelbCTB, JieXKalllas B OCHOBE PEKOMEHIalui.
Ot Bpaueil mepBUYHOrO 3BeHa (IEAMATPOB, TACTPOIHTEPOJIOrOB) IMOJy4YEHbl KOMMEHTApUH B
OTHOLICHUH JOXOMYMBOCTU U3JIOKEHUS JAHHBIX PEKOMEHJAIUM, a TAK)KE UX OLCHKA BaXXHOCTH
npeJiaraéMblX peKOMeHaluil, Kak MHCTPYMEHTA [TOBCEIHEBHOM MPAKTHUKH.
Bce xomMmeHTapuu, TNOJIy4YeHHBIE OT OSKCHEPTOB, TIHIATEJIBHO CHUCTEMAaTU3UPOBAINCH U
oOcyxjanuch wieHaMu pabodeil rpynnsl (aBropamMu pexomeHjanuii). Kaxaelii myHKT
o0cyxajics B OTJeJIbHOCTH.
KoHcynpTanus u skcriepTHas OLeHKa
[TpoexT pexkomeHmanuii ObUT PEIEH3UPOBAH HE3ABHUCHUMBIMHU SKCIEPTAMH, KOTOPBIX, MPEXKJe
BCEro, IMONPOCHJIM TNPOKOMMEHTHPOBATh JOXOMYMBOCTb M TOYHOCTb HMHTEpIpETalnn
JI0Ka3aTeIbHOM 0a3bl, exalleil B OCHOBE peKOMEH AN .
JUis  OKOHYaTeNbHOM pelakuuh W KOHTPOJIS KayecTBa PEKOMEHJAlMU ObUIM TOBTOPHO

MIPOAHAIU3UPOBAHbl WIEHaMU paboueill TPYMIbI, KOTOpble MPULUIM K 3aKIIOYEHHI0, YTO BCE
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3aMe4yaHHsl 1 KOMMEHTapUU SKCIEPTOB MPUHATH BO BHUMAaHKE, PUCK CUCTEMATHYECKUX OIIHOOK
npu pa3paboTKe peKOMEHAANNHN CBEeJIeH K MUHUMYMY.

AKTyaqu3auMs JaHHBIX KJIMHMUYECKUX PeKOMeHJAauuid OyaeT NMPOBOAMTHLCH He pexe,
YyeM OIMH pa3 B Tpu roga. Pemenue 00 o0OHOBJeHMH OyaeT NMPUHATO HA OCHOBAHHMHU
npeaJioKeHuid, npeacTaABJIeHHbIX MeIUIIUHCKUMU npogeccuoHAIbHbIMH
HEKOMMEpPYeCKMMH OPraHM3alUsiMH C Y4Y€TOM pe3y/bTATOB KOMILJIEKCHOH OLEHKH
JIEKAPCTBEHHBIX MPENapaToB, MeIUIIUHCKUX U3/1eJIHil, a TaAKKe pPe3yIbTATOB KJINHUYECKOH

anpoodauum.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

IHopsanok oxazanuss MeauuUHCKOM moMomu: IIpuka3 MwunHCTEpcTBa 31paBOOXpaHEHUS U
counanbHOro pazButust PO or 16 anpensa 2012 r. N 3661 "O0 yrBepxnenuu Ilopsiaka okazaHus

neauaTpudeckor momounm"
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Mpunoxenue b. Airopurm BejeHUs MalUEHTA

HaHI/IeHT C IIOJO3PCHUEM Ha

I'mukorenoByo 601€3Hb

v

Jnarnoctuka

Koncynbranus
pOoQUIBEHOTO
CIIEIIHAINCTA

Huarsos
TTOITBEPKICH?

Her

Ectb MeTabonuyeckas
JIeKoMIeHcanus?

\ 4

Iloka3ana

CTaOMIIbHOE COCTOSIHHE

HV
v

TOCHUATAIA3ALINS?
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HHCHchepHoe Jlerkoe, Tsoxenoe
cpenHe- TEeUeHUe
HaOJtoIeHue, TSKETIOE
IJIaHOBAsI TepaIus fedenne
\ 4
T'ocniuranusanus
A 4
Cranuonapo-
3aMEIIAroIINe v
TEXHOJIOTHHU VYyuiienue
4 \ 4 v

ba3ucHas Tepanus

43




KP371

Hpuioxenue B. Unpopmanus 1 NaueHToOB

I'mukorenoBass 0o0Je3Hb (TJIMKOTEHO3BI, OOJIE3HH HAKOIUICHHUS TIWUKOT€HAa) — 3TO
o0OoOmaromiee Ha3BaHHE TIPYMNIbl T€HETUYECKUX 3a00JieBaHUN, B OCHOBE KOTOPBIX JIEKHUT
HapylieHne oOpa3oBaHUS WM PACLICIUICHUS TJIUKOI€Ha — TIJIaBHOTO HMCTOYHUKA TIIIOKO3BI B
OpraHm3Me, KOTopas HeoOXoauMa Ham JUIsl MOIJICPKAaHUS HOPMAIBbHOM KU3HEACSITCILHOCTH.
['muKoreHoBYI0 00JI€3Hb OTHOCAT K PEIKUM 3a00JI€BaHUAM, TaK KaK 4acTOTa €€ BCTPEYaeMOCTH
coctapisieT mpumepHo 1 ciydaid Ha 60 000 HOBOpOXKAeHHBIX. B 0OMeHe riuKoreHa B OpraHu3Me
y4acTBYeT MHOXKECTBO (DEPMEHTOB, AKTUBHOCTb KOTOPBIX IpPH TJIMKOTEHOBOW OOJE3HH B
pe3ynbrare TreHeTHYeckoro nmedekra (Myranmuu) JHMOO CHWXKACTCSA, JMOO TIOJHOCTBIO
OTCyTCTBYeT. B 3aBHCHMOCTH OT HapymieHHsS (QYHKIHHA TOTO WM WHOTO ()epMEHTa MPHUHSITO
BBIJICJIATH pa3fiMyHble TUMBI 3a0oneBaHusa. Tak, B HacTosiiee BpeMsl U3BECTHO N0 15 Turos
[JIMKOTEHOBOW OO0JI€3HU, KOTOPhIE MOJPA3AESIOT HA TMEUEHOUYHBIC, MBIIICYHbIE U CMEIIaHHBIC
dopmbl. B Hacrosimiem mocoOWM MBI KOCHEMCS TOJIBKO T€X THIIOB TIJIMKOT€HOBOW OOJIE3HH,
KOTOpBIE TPOTEKAIOT ¢ IperMyIecTBeHHbIM nopakenurem neuenu (I, 11, VI u IX tumsr).

B pesymbraTe TEHETHYECKOW MPEIpacoiIOKEHHOCTH Y HOBOPOXKACHHOTO peOeHKa
[JIMKOTEH HE MOXXET OBbITh IMpEeBpalleH B TIIIIOKO3Y, MO3TOMY OH HAaKallJIMBaeTCs B MEYEHU B
OONBIIMX KOJMYECTBAX, M3-3a 4YEro OpraH MnpuoOpeTaeT OrpoMHbIE pa3Mephl, a B KpPOBHU
OTMEYAETCs] HU3BKUU YpPOBEHb TJIIOKO3bl. be3 CBOEBPEMEHHOTO Hayaia JICYEHUS COCTOSHUE
MaJblllia YXYIAIIaeTcsl, HeMPOAOIKUTEIHHOE TOJIOJaHUE MOXKET MPUBECTH K THITOTIMKEMUAYECKON
KOME U Jaxe JeTaqbHoMy Hucxony. [TocKonbKy TIfOKO3a y4acTBYeT BO MHOTHX OOMEHHBIX
mpoleccax B OpraHusMe, ee JeUIUT BHI3bIBACT HM3MEHEHHs JAPYruX IOKazaTeleil KpOBH.
Hanpumep, yBennuuBaeTcsi KOHIIEHTPALIUS XOJIECTEPUHA U TPUTIUIIEPHUIOB, B PE3yJIbTaTE YEro
pa3BuBaeTCS JKUpOBas HMHOPUIBTpAIMS TIEYCHU, KOTOpas eme OoJibllie YXYIIIaeT ee
(GyHKIIMOHATBHOE COCTOSHUE. BBICOKas KOHIIEHTpalus JakTaTa B KPOBH TNPUBOAMUT K Tak
HA3bIBAEMOMY METa00JIMYEeCKOMY alliI03y, 4 YyBEIWYEHHE COJEepKAHUS MOUYEBON KHCIOTHI
CIocoOCTBYET pa3BUTHIO Mojaarpsl. Jledunmrt xambpius sBISETCS MPUYUHON MEIJIEHHOTO pocTa
JIeTeH, 0cTeonopo3a u 1eHeKToB 3yOHOU IMaIH.

Crenuduueckoe JiedeHre TIIMKOTEHOBOM 0OJIE3HU JI0 HACTOSIIET0 BpeMeHU He pa3paboTtano. Ha
CETOAHSIIHUNA JeHh OCHOBHBIM TIPAaBUJIOM TEPANHH SBISETCS CTPOTOE COONIIOJICHHE pPeKUMa
MUATAHUS W CHEIUATN3UPOBAHHOW TUETHI NIl TPEIYNPEKICHUS CHUIKEHUS YPOBHS TIIFOKO3BI

HHUKE ITOIMYCTHUMBIX 3HAQUECHWII M CBSI3aHHBIX C DTHUM APyrux HapymeHI/Iﬁ oOMeHa B€OICCTB, a
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TaK)Ke KOPPEKLHIO HApYIIEHUH (PYHKIIMOHATBHOTO COCTOSTHUS NIEUEHH, KETUEBBIBOSAIINX MyTel
U OKEIYJIOYHO-KUIIEYHOTO TpakTa. boibloe 3HaueHWEe MPHUAACTCS OpraHu3aluu JIpPOOHOTO
MUTAHUS C PABHOMEPHBIM PacIpe/ieNIieHUEeM JIETKOPACTBOPUMBIX YIJIEBOJOB B TEUCHUE CYTOK.
Heotwemiemoit cocTaBisitomieil AUETHl SBISETCS Ha3HAUYEHUE CHIPOr0 KYKYypy3HOTOo Kpaxmara,
MUMEIOLIEr0 CBOMCTBO MEUICHHO M HEMPEpPBhIBHO PaCIICIUISATHCS MOJ JecTBHEM (EPMEHTOB
MOJDKEITYIOYHON JKeJIe3bl J0 TIIOKO3bl. Ero HeoOXomuMo ymoTpeOmsaTh Kaxkasie 4-6 dacoB
(BrJrOUass HOUHOM mpueM). M3 muineBoro pamuroHa MCKIIIOYAKOTCS caxaposa (MUIIEeBOM caxap),
bpykTOo3a M ramsakTo3a, Tak KaK STH caxapa MpH [NIMKOT€HOBOW OOJE3HM MOTYT YCHIJIMBATh
HapyIlIeHUs 0OMeHa BEUIeCTB U YXYALIATh COCTOSIHHE OOJIbHBIX.

XpoHnueckoe 3a00JIeBaHME OKAa3bIBACT HEraTUBHOE BIIMSHUE Ha (DU3UYECKOE COCTOSIHHE
6OJ'II>HOI‘O, CHMXKACT €ro aKTUBHOCTb U OI'PAHUYMBACT KU3HCACATCIbHOCTD, ITIOCTCIICHHO IIPHUBOJA
K wuHBanuau3zauuu. Cerogns, Omarojmapst pa3BuUTHIO S(G(EKTUBHBIX JUATHOCTHYECKUX U
Je4eOHBIX MOAXO0JIOB, TJIMKOTCHOBYIO 00JIe3Hb MOXHO 3(P(EKTHUBHO KOHTPOJIHPOBaTh, a C
MOMOUIbI0 CUCTEMATUYECKON KOMIUIEKCHON peadWIUTaluu Mpeaylnpek1aTh BO3HUKHOBEHUE
OCJIO)KHEHHMH. DTO IO3BOJISIET CHHU3UTH 40 MHHUMYMaA OT'pPaHUYCHHA KHU3HCACATCIIBHOCTH

6OJ'II>HOFO, TEM CaMbIM CHOCO6CTBy5{ €ro HHTCTpalun B 06H_I€CTBO.
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Ipunoxenne I'l. Kinaccupukanusi, KIMHUKO-1a00paTopHasi M OMOXHMHYECKAS] XapPaKTePUCTUKA [VIMKOTeHOBOM 00/1e3HH

Tun JebuuutHbIN CtpykTypa TkaHum WM KIETKH, B KOTOpHIX BhIsABIsAeTcs | JlaboparopHbie | JIpyrue cuMITOMBbI, TeYEHUE,
TJIMKOTEHOBOHM | pepMeHT 0COOEHHOCTHU SH3UMHBIN ePeKT M3MEHEHUSI IIPOTHO3
001e3HH, HaKOIUIEHUS [leyenp | Mpmuer | Opurpo | Jleiiko- | ®ubpo- | I'uno- | ['unep
SIOHUM [JIMKOTeHa -IIATHl | IIUTHI OnmacTel | ramMKe- | -
MUs JIUTIN [
-eMus
la,6onesns  ¢on | I'mrok030-6- HopmanesHas + — — - - + + 3aznepxKa pocta M MOJOBOTO
I'upke ¢bocdaraza CTPYKTYpa, pa3BUTHS, JaKTaTaluI03,
MOBBIILIEHHOE TUIIEPYPUKEMHUS,  MOJarpa,
coJiep)KaHue aJICHOMBI MI€YEHH,
renaToLeIUTIOJIIPHbIE
KapIMHOMBI, He(hpoMeranus,
HedposmTHaz/HepoKaIbIIn-
HO3, (b okanpHO-
CEerMEHTapHbIN
TJIOMEPYIOCKIIEPO3,
IIOYEYHAsl HEIOCTATOYHOCTD,
KPOHOIO/100HbIE
BOCIIAJINTEJIbHbBIE
3a00JIeBaHNs KMIIEYHHUKA
Ib Tpanciokasa To xe + — — - - + + Amnanornyssl npu tune la +
TIII0K030-6- HEUTpOTIEHUS
docdarassl
(MHKpOCOMaIbH
BIII TPaHCIIOPT-
HbIH Oenok T1)
Ic Mukpocomanss | To xe + — — - - + + Amnaniornyssl npu tune la
BIIl TPaHCIOPT-
HbIi Oenok Tr
11, Gonesns | a-1, 4- Hopmanbhas + + - + + - + Meimeunas c1a00CTh,



http://en.wikipedia.org/wiki/Von_Gierke%27s_disease
http://en.wikipedia.org/wiki/Pompe%27s_disease
http://en.wikipedia.org/wiki/Muscle_weakness
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[Tomme TIIIOKO3Ua3a CTPYKTYpa, cepAeyHasi HEJOCTATOYHOCTb,
(Kncnas{ IMOBBIIIICHHOC CMCPTb B BO3pacTC OKOJIO
MajbTasa) coJIepKaHue, 2 neT (MmameHueckuit
TJIMKOTE€H BapHaHT)
HAKaTUIUBAeTCs B
JM30COMAX
I, 6one3np | Amuio-1, 6- Kopotkue Muonarus, ¢ubpo3  win
Kopu—®opb6ca | raroko3uaasa OOKOBBIC  LIETH, UPPO3 NeYeHH, 1100
(IMa, b, c, d) nw/wmu  4-0-D- | moBeieHHOE yAYYIICHHE  COCTOSHHSA  C
TIIIOKAHOTPAHC | COZIepIKaHue YMEHBIICHUEM CTETIeHU
dbepaza BBIPAXKEHHOCTH
(TMKOTeH- CUMIITOMAaTHUKHU
JIEBETBANIUN
dbepmenT)
v, 6onesus | AMHIIO- VY isIMHEeHHBIC OTcraBaHnue B  pa3BUTHH,
Anpgepcen 1,4:1, 6- OOKOBBIC  IICIH, LUpPPO3, CMEPTH B BO3PACTE
TIIIOKaHTpaHCd | HOpMaibHOE OKOJIO 5 JIeT OT NMEYeHOYHOU
epaza coJiepKaHne HEJIOCTaTOYHOCTH oe3
(TMMKOreH- TpaHCIUIAaHTAIHH MIEYCHH,
BETBAILLIMI pexe — OTCYTCTBUE
(bepmeHT) IIPOrPECCUPOBAHUS
3a00JI€eBaHUS
Vv, 6one3Hb | MbleyHast Hopmanbhas dusnueckas Harpyska
Mak-Apia dbochopunaza CTPYKTYpa, IIPOBOLIUPYET CyJIOpOTH,
YMEPEHHO padaomMHuoIn3,
TIOBBIIIIEHHOE MHUOTTIOOWHYpHSI,  TTOYEHHas
coJiepKaHue HEJI0CTaTOYHOCTb
VI, 6one3ub | [leueHounas Hopmanbsnas OrtcraBanue B pocre,
Xepca dochopunaza CTPYKTYpa, perpeccupoBaHue
TIOBBIIIIEHHOE CHUMIITOMAaTHKHU C BO3PAcTOM
coJiepKaHue
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http://en.wikipedia.org/wiki/Acid_maltase
http://en.wikipedia.org/wiki/Heart_failure
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_III
http://en.wikipedia.org/wiki/Myopathy
http://en.wikipedia.org/wiki/Andersen_disease
http://en.wikipedia.org/wiki/Failure_to_thrive
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_V
http://en.wikipedia.org/wiki/Muscle_glycogen_phosphorylase
http://en.wikipedia.org/wiki/Rhabdomyolysis
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_VI
http://en.wikipedia.org/wiki/Liver_glycogen_phosphorylase
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VI, 6onesnp | MblllieyHast HopmanbsHas ®duznyeckue Harpy3Kku
Taypu bochoppyKkTOK | CTPYKTYpAa, IPOBOLIUPYIOT ci1abocTh
MHa3a MOBBILICHHOE MBIIIII] u CyJIOpOTH,
coJiepKaHue reMOJINTHYECKAs aHeMHs,
3aJiepiKKa pocTa
IXal olp- Hopmanbnas 3anepxka MOTOPHOTO
cyobenuHuna CTPYKTYpa, pa3BUTHUA u pocra,
MEeYEHOYHON MOBBIIIEHHOE perpeccupoBaHue
KHHA3BI coJiep>kaHue CUMIOTOMATUKHU C BO3PACTOM
dhochoprnasel
IXa2 To xe Hopwmainbnas OrtcraBanue B pocre,
CTPYKTYpa, perpeccupoBaHue
MOBBILICHHOE CUMIOTOMATUKHU C BO3PACTOM
coJiepKaHne
IXb B-cyorenununa | Hopmanbhas OTtcraBaHue B pocTe, AUapes,
MICYCHOYHOH / CTPYKTYpa, MBIIIEYHAs THIIOTOHUS
MBIIIEYHON MOBBILICHHOE
KHHA3bI coJiepKaHne
dochopunasbl
IXc y-cyopenununa | Hopmanehas OtcraBanue B pocre,
TECTUKYIISP- CTPYKTYpa, MBILIEYHAs TUTIOTOHUS
HOU / IEYeHOYH | MOBBIMICHHOE
oM KHMHa3bl | collepKaHue
dhochopmiasel
IXd o-cyObeTMHUIA MeImeunast TUIIOTOHUS,
MBILIEYHON MbllIeyHast arpo¢usi, 6oiu B
KHHA3bI MBIIIIAX TpU  PUIUIECKOH
dochopunasbl Harpyske
X Mpbineunas [Ipn BBIPAYKEHHBIX
¢dochorauuepar du3nuecKux Harpyskax
MyTasa-2 MBIIIICYHBIE CIa3MBbl,
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http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_VII
http://en.wikipedia.org/wiki/Tarui%27s_disease
http://en.wikipedia.org/wiki/Phosphofructokinase_1
http://en.wikipedia.org/wiki/Haemolytic_anaemia
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_IX
http://en.wikipedia.org/wiki/Phosphorylase_kinase
http://en.wikipedia.org/wiki/Phosphorylase_kinase
http://en.wikipedia.org/wiki/Phosphorylase_kinase
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MHAJITHUH, pa6I[OMI/IOJ'II/13

Xl,  cungpom | Tpancnoprep 3ajepkka IICHXOMOTOPHOTO
daHKOHU— TJIIOKO3BI pa3BUTHS, TyOynonarus,
buxkens (GLUT?2) MaJTbaOCopOIIHsI
Xl JlakTaroerumu- Pabgomuonus, oyeuHas
porenasza A HEJI0OCTATOYHOCTh
XIl Anbponaza A HenepernocumocTs
du3naecknx Harpys3ox,
CyJIOpOTH
Xl Enomnaza 3 Henepenocumocthb
du3naecknx Harpys3ox,
CyZIOpOTH, yCcUIIeHUE
BBIDAJKEHHOCTH MUAITHA €
BO3pacToM
XV docdormokom Me1ieunbie CIIa3MBbl,
ytaza-1 HENEePEeHOCUMOCTh
buznyecKux Harpy3ox,
pabaomMuonus, cnabocTh
MBI TA30BOTO JTHA
XV I'muxorenun Mbrmeunas ¢1a00CTh,
HapYIICHUE PUTMA Cep.IIia
0 [Teuenounas wu | HopmanbHas Mpbleynbie CIIa3MBl,
MBIIICTHAS CTPYKTYpa, HETIEPEHOCHMOCTh
TJIMKOTeH- MOHIKEHHOE buznuecKux Harpys3oK,
CHHTa3a coJIepKaHue runeprpoduueckas
KapJAMOMHUOTATHUS,
HapylieHHe pUTMa Ccepjra
BILJIOTH JIO OCTAHOBKHU
Ipumeuanue: «?» - HET JaHHBIX.
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http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_XI
http://en.wikipedia.org/wiki/Fanconi-Bickel_syndrome
http://en.wikipedia.org/wiki/Glucose_transporter
http://en.wikipedia.org/wiki/GLUT2
http://en.wikipedia.org/w/index.php?title=Glycogen_storage_disease_type_XII&action=edit&redlink=1
http://en.wikipedia.org/wiki/Aldolase_A
http://en.wikipedia.org/w/index.php?title=Glycogen_storage_disease_type_XIII&action=edit&redlink=1
http://en.wikipedia.org/wiki/Enolase
http://en.wikipedia.org/wiki/Glycogen_storage_disease_type_0
http://en.wikipedia.org/wiki/Glycogen_synthase
http://en.wikipedia.org/wiki/Glycogen_synthase
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Hpuiaoxenue I'2. [IoTpeOHOCTH, B 0CHOBHBIX MUILEBbIX BelIeCTBAX U JHEPIUH

aeTel ¢ I'THKOreHOBOM 00J1e3HBLIO

NHurpenuenTst Bospact (roapr) % oT

13 [46 |[7-10[11-13 14-17 ;ﬁg‘;ﬁg‘mm
M ji| M Ji| u

I'mukorenoBas 6osie3ns I Tuna

benku, r 64 82 98 114 104 124 108 |17

XKupsl, r 28 36 43 50 46 55 48 17

VYraeBogsl, r 248 | 317 | 378 |443 402 483 | 419 |66

Kanopuiinocrs, 1540 | 1971 | 2351 | 2749 | 2502 | 3000 | 2607 | 100

KKaJl

I'muxorenosas 6oae3usb |1, VI u IX tuma

benku, r 75 96 115 | 134 122 146 | 127 |20

XKupsl, r 41 53 63 74 67 81 70 25

VYraeBogsl, r 207 | 261 |315 | 368 337 402 | 349 |55

Kanopuiinocrs, 1538 | 1957 | 2349 | 2746 | 2505 | 3000 | 2603 | 100

KKaJl

dusnonornyeckas Hopma

benku, r 53 68 77 90 82 98 90 14

Kupsl, T 53 68 79 92 84 100 |90 31

VYraeBojsl, T 212 | 272 | 335 |390 335 425 | 360 |55

Kanopuiinocrs, 1540 | 1970 | 2350 | 2750 | 2500 | 3000 | 2600 | 100

KKaJl

50




KP371

Ipunoxenne I'3. [l1aH BegeHusi MALMEHTA € ITIHKOTeHOBO 00JIE3HBIO

Oobs3aTe/IbHOE NIPU KAKIOM JTMCIIAHCEPHOM
npueme 00cjieJ0BaHUe

Yacrora npoBeaeHust

AnTponomerpus (poct, Macca, pacueT Macco-
POCTOBOI'0 COOTHOIIEHNUS)

1 pa3 B 3 mec

Knunnueckuit ananus KpoBu

I paz B 3mMec (HONMOJHHUTENBHO TIPH
XPOHUYECKOM HEUTPOIICHUM U ee JieueHuu I '-

KC®D)

Knunanyeckuii anainns Mo4uu

1 pa3 B 3 mMec

KonTposnb rimmkemun 1 paz B 3mMec (HONMOJHHUTENBHO TIPH
o0ocTtpeHnu, Ha (OHE HHTEPKYPPEHTHBIX
3a001eBaHUI)

KOHTpOJIb KUCIIOTHO-OCHOBHOT'O COCTOSIHUS 1 pa3 B 3mMec (IOMOTHUTENBLHO MPH
o0ocTtpeHnu, Ha (OHE HWHTEPKYPPEHTHBIX
3a00JieBaHUI)

buoxumnueckuii ananusz kposu (AJIT, ACT, |1 paz B 3 mec (JONOJHUTEIBHO MpU

[TT, LD, nakrtaT, 00muii 6eoK, XONecTeprH, | 00ocTpeHnn, Ha (GOHE HHTEPKYPPEHTHBIX

TPUTIULIEPUIBI, MoueBast KHCJIOTa, | 3a00J1eBaHuUi)

OnnupyOouH, K®K, JIAL, IJII0K034,

AIIEKTPOJIUTHI)

Oobs3aTesibHOE eskeroaHoe oOciaenoBanue B | Yacrora mpoBeaeHust

cTalMoHape

Koarynorpamma 1 pa3 B roz

[{uToxumMu4eckoe uccieJ0BaHue KPOBU 1 pa3 B oz

I'mukemuyeckuii npodunb | 1 pas B roxg

(mpu  TEpBUYHOM  TOCHUTAIM3ALUUA  JJIA

Bepu(UKaLMU JUarHo3a — C TIII0KO30H, Janee
— C NIUIIEBON Harpy3Ko)

Omnpenenenue coaepxkaHus o-QpeTonpoTenHa B
CBIBOPOTKE KPOBU

1 pa3 B roj (Ipu HAJIMYKMU AICHOM TieueHr — 1
pa3 B 3—6 mec)

UccnenoBanue cyrouHOM 3KCKpenuu coied ¢ | 1 pa3 B rog
MOYOH, KaJIbLINM-KPEATHHUHOBBIN

KO3 PULIHEHT

AHanu3 moun no Ananc—KakoBckoMy 1 pa3 Brog
VapTpa3BykOoBO€  HCCIIEIOBaHHE  OpraHoB | | pa3 B roxg
OpIOUIHOM MOJIOCTH, MOYEK, CepALa

®dubposnacrorpadus neyeHu 1 pa3 B oz

KomnelotepHast Tomorpaduss UId MarHUTHO-
pe3oHaHCHasi ToMorpadusi opraHoB OpIOIIHOM
10JIOCTH (TI0 TOKA3aHUsIM)

1 pa3 B roj (Ipu HAJIMYKUU AICHOM TieueHr — 1
pa3 B 3—6 mec)

D30¢aroracTpo1yoIeHOCKOIHUS
MTOKA3aHUsIM)

(o

1 pa3 B rog

OcCTeoIEeHCUTOMETPUSL MOSICHUYHOrO oTAena | 1 pa3 B roxg
II03BOHOYHHUKA
DneKTpoKapAruorpaMmMa 1 pa3 Brog

HpI/I CKXCTrOJHOM O6CJ'I€)IOBaHI/II/I B OTACJICHHUHU BBIIIOJHAKOT BCE MUCCICAOBAHMA, OCYIICCTBIISICMBIC
IPpU KaKIA0M aM6y.l'IaTOpHOM IpUcMe. KpOMC TOro, JONOJHHUTCJIIBHO, 110 MMOKa3aHUAM, IIPOBOIAT
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PEHTTEHOJIOTHYECKOE HCCIE0BaHNE OpPraHOB TPYIHOM KJIETKH, TPYIOMOSACHUYHOIO OTAela
MO3BOHOYHHMKA, KOCTeH KHUCTEH, snekrposHiedarorpammy, MPT romoBHOro wosra,
onpenenenue B kpou ypoBHei IgG, IgM, IgA, IgE obmero u crnenududeckux, HBsAg, anti-
HCV, a Taxke MUKpOOMOJOTMYECKOE MCCIIEAOBAHME MAa3KOB M3 HOCA M 3€Ba, MyHKIIMOHHYIO
Ouorcuio nme4eHu ¢ MopQOJIOTUYECKUM HCCIIEJOBaHUEM OHOITaTa, MPOBOJSAT KOHCYJIbTALUU
Pa3IMYHBIME CHEIHATUCTaMH (JIUETOJIOT, KapIuoJIoT, He(hpoJIoT, TeMATOJIOT, HEBPOJIOT, XUPYPT,
JIOP-Bpau, opronesa, SHAOKPUHOJIOL, aJlJIEProjior, CTOMAaTOJOr, BAaKLUHOJOI, IICHUXOJIOT,
COIMATBHBIN PAOOTHHK) H JIp.
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Ipunoxenne I'4. PaciudpoBka npumedaHui

..." — JIeKapCTBEHHBIA INpemapar, BXoasdmuii B IlepedeHb KU3HEHHO HEOOXOMUMBIX M
BOXHEHMILINX JIEKAPCTBEHHBIX IIpenapaTroB Uil MEIUMLIUHCKOro npuMeHeHus Ha 2016 ropg
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

..."" — JeKkapCcTBEHHBIH Mpenapar, BXoasamuil B IlepedeHb JEKApCTBEHHBIX MPENApaToB JJis
MEAMIMHCKOTO IMPUMEHEHMS, B TOM YHCJE JIEKAPCTBEHHBIX IPENapaTroB Uil MEIULUHCKOIO
NPUMEHEHHS, HAa3HAYaeMbIX 110 PEUICHHWI0 BPAaueOHBIX KOMHUCCHHA MEAMLIMHCKUX OpraHu3aluil
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)

* IlpumeHeHue y gereil - c¢ paspemieHus JIOKaIbHOrO STUYECKOIO KOMHUTETa METUIIMHCKOM

OpraHW3aly, IPH HATUYUA WHOOPMHUPOBAHHOTO COIJIACHUS POJUTENIed / 3aKOHHBIX

npeJcTaBuTeNel U pebeHka B Bo3pacte crapuie 14 ner.
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