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IIpencraBiensl HoBeiimme nanHble Mo runodocdarasuu y nereii. OTpaKeHbl pe3yIbTATH TeHETHUECKHX MCCIe0BAHMIT, BONPOCHI
naToreHe3a, KJAMHMYECKUX NMpOsBIeHUil 3a00/1eBanus, BONPochl Kiaccudukanuu, gedenus U npoduiaktukd. Ocodoe BHUMaHHE
00paIeHo Ha BO3MOKHOCTH KJIMHMYECKHX HCTIBITAHUI HOBBIX, TeHHO-MHKEHEPHBIX CPEICTB [UIsl IATOTeHEeTHYECKOil Tepaiy rumno-

tocharazuu — depmMeHTO3aMeCTUTETbHOI Tepanum.
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The paper gives up-to-date information on hypophosphatasia in children. It represents the results of genetic studies, the pathogene-
sis, clinical manifestations, classification, treatment, and prevention of the disease. Particular emphasis is placed on whether clinical
trials of novel biological agents for the pathogenetic therapy of hypophosphatasia (enzyme replacement therapy) may be conducted.
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I Yunodocdarazus (pochasTaHoIaMUHYpUSI) — pel-
KOe HacJeNCTBEHHOE 3aboJIeBaHMEe, XapaKTepU3ylo-

eecst HapyleHUeM MUHEPaTU3aliy cKeyleTa (TJTaBHBIM
o0pa3zoM, KocTeil u 3y0OB) M Je(ULMTOM aKTUBHOCTHU
CBIBOPOTOYHOM M HeCTIeU(MUICCKON TKaHEBOH (TTEYCHb,
KOCTb, MOYKH, JIETKHUE, KUIIEYHUK) IeJouHoi docda-
Ta3bl BCJICNCTBMEC WHAKTUBUPYIONICH MyTalliy B TeHE
ALPL [1,2]. Bnepsble omnucana J. Rathbun B 19481
[3]. CornacHo OLIEHOYHBIM JaHHBIM, PACHPOCTPAHEH-
HocTb runodocdarazuu coctapisiet 1/300000 B EBporie
u 1/100000 B Kanane.

feHeTU4yecKkue paHHble
Tsoxkenvie (opmbl 3abojieBaHUSI — TepUHATabHAs
U uH(paHTWIbHAST — WMEIOT ayTOCOMHO-PELIeCCUBHBIN

TUM HACJeI0BaHUsl, B OTHOLIEHUU Apyrux ¢hbopM — aeT-
CKOW M B3pOCJIOW — TUIbI HACJIEACTBEHHONW Mepeaadu
HE YCTaHOBJEHBI [4]. ¥V reTepo3uroT TSKENbIX ayTOCOM-
HO-peLleCCUBHBIX (OpM 3a0oJieBaHUsl KJIMHUYECKUE
MPOSIBJIEHUST OOBIYHO OTCYTCTBYIOT, HO 4YaCTO MPU OUOXU-
MMUYECKOM O0CJIeOBAHUU OOHAPYXKUBAETCSI YMEPEHHOE
CHUXXEHUE aKTUBHOCTH 111eJI0UHOI hocdaTasbl KpOBU U/
WJIM TIOBBILIEHHAsI 3KCKpeLusi ¢ Mo4oit (ocdoaTaHo-

© IN.B. HosukoB, 2015

Ros Vestn Perinatol Pediat 2015; 1:23-26

Anpec nas koppecnonaenunu: Hosukos [letp BacuibeBuy — 1.M.H., npod.,
3aB. OTZEJICHUEM MICUXOHEBPOJIOTHH 1 HAC/IeICTBEHHbIX 3a00JIeBaHUIl C Ha-
pylieHreM ncuxukn HaydaHo-nccie10BaTeIbcKOro KIMHUYECKOT0 MHCTUTYTa
TeauaTpun

125412 Mockaga, yi. Tanaomckas, 1. 2

amuHa [5]. Crenyer OTMETUTb, YTO OIMMCAHbI Ciaydyau
C TIpeIIoIaraeMbIM TOMWHAHTHBIM TUTIOM HACJIeACTBEH-
Holl mepenaun. [Ipu 3ToM pa3BUBAIOTCS, KaK IPaBWJIO,
JIETKHe, CYOKIMHMYeCKe (popMBbI aToJIoThu [6].
TsoKeIbIe ¥ CpeTHeTSDKEITbIe KITMHUIECKUe (hOPMBI TH-
nodocdarazuu 00yCIOBICHBI MyTallUSIMU B FTeHE TKAHEBO-
Hecnieuuduueckoit 1enouHon docdatasbl (reH ALPL).
DTOT reH JIOKaJM30BaH Ha Xxpomocome 1p36.1 — p34[7],
umeet pasmep 6osiee 50 KO, coctout uz 12 sk3oHOB [8§]
M TeCHO cuerieH ¢ reHoM Rh-dakropa [9]. BHenpeHue
COBPEMCHHBIX TCHHBIX TEXHOJIOTUI TTO3BOJIMIIO WICH-
tuduumponarb 6osee 280 Tunos myrauuii B rene ALPL
y 00JIbHBIX C rurogocdarasueit, 4ro 1ajso BO3MOXKHOCTb
JIydille TIOHSITh KJIMHUYECKYI0 BapuabeabHOCTb 3abosie-
BaHus [10, 11]. BoJbIIMHCTBO MyTalMil MpeACTaBICHO
MUCCEHC-MYTALMSIMU, OJHAKO OOHAPYKeHbl HOHCEHC-MY-
TalWu, CABUT paMKW cYUThIBaHMs U 1p. [12]. HekoTopskle
U3 9TUX MyTaluii ObUIM HAiIEHBI B CEMbSIX C JIETaJIbHOM
runodocdaTasreil U BBISBICHBI B ITpoliecce TIPOBEICHMS
npeHaTaibHOl auarHoctuku [13, 14]. [enetnueckue Mme-
TOZBI ¥ TEXHOJIOTMH TTO3BOJISIIOT HE TOJIBKO TIPOBECTH TTpe-
HaTaJIbHYIO TUArHOCTUKY 3a00JIeBaHUSI, HO TaKXKe U MO/~
TBepAUTh auarHo3 [15]. TlpeanonaraioT cyiecTBoBaHUE
MO MeHblIe Mepe Tpex ajjiesieidl, couyeTaHue KOTOPBIX
00YCIIOBIIMBACT PA3IMIHbBIC BAPUAHTHI IMaToioruu [ 16].

MaTtoreHes

CHUXEHME AaKTUMBHOCTU IIEJOYHON (ocdaTasbl
B KOCTHOM TKaHMU TIPUBOAUT K Te€HEPATU30BAHHOMN [e-
MUHepaJIn3aluu, 0COOEHHO B 30Hax pocta (Metadusbl),
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13-32 HEBO3MOXHOCTH WCTIOJTh30BAHUS MUHEPATbHBIX
coJieit; HabIomaeTcsl MOBBIIEHHAS 9KCKPEIHsI ¢ MOYOM
(ocdhosranonamuua u nupodocdara. [puunHa Hako-
miaeHust gocdosTaHONaAMUMHA B KPOBU UM MOYE OCTaeT-
cs1 HesicHOM. OmMHO M3 OOBSICHEHUI COCTOUT B TOM, UTO
dochoaTaHoIaMUH MpEaCTaBIISIET COO0M eCTeCTBEHHBIM
cyOCcTpar B TKAHSIX, KOTOPBIN THUIPOTU3YEeTCS MIETOIHOMN
(ocdarazoii 1151 BbICBOOOXKIEHUST (PochaTHBIX MOHOB.
BcnencrBue HegocTaTKa 1ieaouHoit ocdartassl ocdo-
STaHOJIAMUH THIPOJIM3YETCST HEIOCTaTOYHO, HaKaruIiBa-
€TCsl B KPOBU U BblaessieTcst ¢ Moyoit [17]. TunepkaibLiu-
eMuUsl 00ycIoBJIeHa TeM, YTO aOCOPOUPOBAHHBII KaIbIIU i
HE WCTIOIBb3YeTCs IS MUHEpaM3allii KOCTHOTO MarT-
pUKca M HaKaruiiBaeTcsl B KpoBu. [1pu moyevHoi Hemo-
CTaTOYHOCTH pa3BuBaeTcs rumnepdocdareMus.

KnuHuyeckas XapakTtepucTtuka

Tunodocdarazust omiryaeTcsi BbIPAXKEHHON KIMHU-
YeCKON BapuabeTbHOCTBIO — OT TSDKEJIOW TeprHaTa b-
HOU (DOPMBI, XapaKTepH3YIOIICHCS MePTBOPOXKICHUEM
WJTU paHHEH TMOeTblo MeTel ¢ TSDKETBIMU IbIXaTeTbHBIMU
pacctpoiictBaMu, nedeKTaMd BHYTPUYTPOOHOW MMHE-
payM3anuy cKejleTa W MaTOJOTMYECKUMU TTepesIOMaMH,
IO OCTEOMAJTSIIINH, Pa3BUBAIOIICICS B CTapIIeM JETCKOM
Bo3pacte 1 'y B3pociubix [1, 4, 18]. Manudecrauus 3a60-
JIeBaHMSI MOKET HaOJII01aThesl B JIF0OOM Bo3pacte [19].

B 3aBHCHMOCTH OT TUTIA MyTalllM, CTIOCO0A HACIIEI0-
BaHMS M CPOKOB MaHUDecTarmy 3a601eBaHUST BBIICISIOT
6 TIaBHBIX KIIMHUYeCKUX (popMm [20]:

1) mnepuHaTanbHas JeTajbHas; 2) IpeHaTaJabHas
nobpokauecTBeHHast; 3) WHMaHTWIbHAs;, 4) neTcKasl;
5) B3pocinas; 6) ogoHTOrMnodochaTasus.

st Hanbosee TsKeabix (opM, HAUMHAIOIIMXCST BHY-
TPUYTPOOHO WJIM B paHHEM HEOHATAJIBHOM ITEPUOIEC, Xa-
pPaKTEpPHBI OCTCOMAISIIIUS C TSDKETBIMU NehopMalsiMu
ckeneTa (KOHEYHOCTEH, IMajbleB, pedep, MO3BOHOYHM-
Ka) TI0 THUITy PaxXWTONMOJOOHBIX, BhIPAXXEHHBIC M3MEHE-
HMSI OCHOBaHMSI Yeperia, paciiMpeHre YepPerTHbIX IITBOB,
YBEJIMYCHUE POIHUYKOB, OTCYTCTBUE OKOCTECHEHUS KO-
CTeil uepera, TsDKelIoe OOIee COCTOSTHUE, CBSI3aHHOE
C TUIIepKaJIbIIMEMHUCH (MBIIIEYHAsT TUITOTOHWS, PBOTA,
JeTUApaTaIvsl, aHOPEKCHS, TTOBBIIICHHAsT HEpPBHAsI BO3-
OyIMMOCTbD, JbIXaTeJIbHBIC PacCTPOIICTBa, 3amophl). Bos-
MOXHa BHYTPUYTpOOHas rubdesb iojaa, a Takke rmdesib
neTeli B paHHEM HEOHATaTbHOM TIEpUONE BCIICICTBHE
BBIPaKCHHBIX JTBIXaTeIbHBIX PAcCTPOcTB. OOBIYHO 3TO
HacTymaeT B TIepBbIe HECKOJIBKO YACOB YT THEH (paHHSISI
MOCTHAaTaIbHAas JIETaTbHOCTh) [21].

Mudantuibhas opMa mposiBisieTcss B TIEpBbIe 6 Mec
SKU3HU U XapaKTEePU3YeTCsl PAXUTUICCKUMU U3MECHCHUSIMU
cKeJleTa, KpaHMOCWMHOCTO30M, NeopMalMsIMU TPYIHOMN
KJIETKH, arHo3, cyaoporamu (B -3aBUCUMBIMU), MbILIEY-
HOI €1a0O0CTbIO WM MUONaTUel, 6ossaMu, HeppoKab-
LIMHO30M M MPEeXIeBPEeMEHHON cMepTHOCThio [19,22].
PazBuBatoiasics moce roga aerckasi oopma rurodgocda-
Ta3WM XapaKTepU3yeTcsl 3alepsKKOM pocTa, mecopMariv-
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MM KOCTEH HVDKHMX KOHEYHOCTEH, TpeXIeBPeMEHHOMN
notepeit 3yoos [4]. KpaitHe penko Habo1aeTCs CIIOHTaH-
Hoe yJyullieHue coctosiHus [23]. Y 6epeMeHHBIX XKeHIIMH
HepeIKo HaOJTIoMAI0TCs TIpeXKIeBpeMeHHbIe poabl. MHTeN-
JIEKT OOJIBHBIX JIeTei OOBIYHO COXPAaHEH.

B3pocaas dopma otnmuaercs noszaHeit mMaHudbecra-
nueir u 6oznee jerkum teyeHueM. KocTtHbie nedopma-
LMY, CXOIHBIC C PAXUTUIECKUMU (Yamie Mo TUITy genu
valgum) BCIEACTBHE OCTCOMANISIIINU, Pa3BUBAIOTCS
ITOCTEIIEHHO W BapbUPYIOT MO CTETICHU BBIPAaXKeHHOCTH.
MoryT HabIIOmaThCS TICEBOONIEPETIOMBI MM UCTHHHEIC
TepesIoMbl TIPY MUHUMAJIBLHOM TpaBMe, ITPU 9TOM 4acTo
0OeCITOKOST MbIIIEYHbIe 60JI 1 00JIM B cycTaBax [24, 25].
[IpenMyIIIeCTBEHHO TTOPaXKarOTCS HIDKHUE KOHEYHOCTH,
ITOX0JKa OOJIbHBIX HapyIlleHa, JJTMHA TeJla YMEHbIICHA.
Hepenko oOHapyxuBaeTcsi KpaHMOCTEHO3, OOYCJI0B-
JICHHBIU TIPEXICBPEMEHHBIM OKOCTCHCHUEM YepEITHBIX
IIBOB. BcTpevaroTcst XOHIPOKAIBIIMHO3 W TICEBIOITONAT-
pa, YKOpOYeHHMe W WCKPUBJICHWE IJTMHHBIX TPyOYaThIX
kocteil, aprponaruu [1]. IpynHas kieTka yMmeHblleHA
B OOBbEME 3a cueT yKopouyeHMs pebdep. OcoOEHHOCThIO
JJIEIBHOTO  BapWaHTa rumnodocdarasuu — OIOHTO-
runodocdaTtazun — spisiercss MaHudecraiust 3a60-
JIEBaHWsI B BUIIE HapyIICHWS MUHEpaIU3alluy JCHTUHA
3y0OB U paHHEHW TATOJOTMH 3yOOUYETIOCTHON CHCTEMBI.
[TaTOTHOMOHWYHBIM TIPU3HAKOM CUYUTAETCST TIPEKICB-
pPEMEHHOE BBIITAICHUE MOJOYHBIX M IMOCTOSTHHBIX 3yOOB
B aHaMHe3e. YacTo MOJIOUHBIE 3yObI BBITIANAIOT B BO3pa-
cre 3 et. JJaHHbIi BapyuaHT 060J€3HU MOXKET Y B3POCIIbIX
TIPOSIBJISITHCST OCTEOITOPO30M, TTOBBIIIEHHON JIOMKOCTBIO
KOCTel, paHHUM BbITIafiecHueM 3y00B [26].

CyIIecTBYIOT BapHaHTHI 3a00JIeBaHUs, IPOTEKAIOIIINEC
06ECCUMIITOMHO, Y OOJIBHBIX BBISIBIISICTCSI TOJIBKO CHYDKEH-
Hast aKTUBHOCTb 1IeJI0uHO (hocdaTasbl B KpoBu. B 6osee
JIETKUX CiTydasx runodocdara3num cKeleTHbIe M3MeHe-
HWS pa3BUBAIOTCS Yepe3 HECKOJIBKO HENEeNb YT MECSITICB
nociie poxaeHus. Yem moszxe mocie poxaeHus MaHude-
CTUpYET 3a00JIeBaHNEe, TEM MEHEE BBIPasKEHBI TIOPAKCHUSI
ckeneta. Koctu yepemna xopoiro MUHepain3oBaHbl. Kop-
THUKaJIbHAsI 9acTh MTUad®W30B IUIMHHBIX TPYOUATHIX KOCTEI
MOXET OBITh OCTEOTIOPOTUIHOMN 1 UCTOHYCHHOM.

[aHHble NnabopaTopHbIX U GPYHKLMOHASBbHBIX
METO/0B UCC/Ie0BaHUS

[Tpy 6GMOXUMUIECKOM OTIpeieICHU aKTUBHOCTH IIIe-
JlouHoM (ocdarassl 0OHAPYKMBAETCSl CHUKEHHUE €€ aK-
TUBHOCTHU B JIEHKOLIUTAX U CHIBOPOTKE KpoBU (10 3—4 EJI
Ha 100 M1 masmel nipy HopMme 11-20 EJl Ha 100 mi),
XpSIIIIax, KOCTSX, CIM3UCTON 000JI0UKe KUIIeYHUKA, TIe-
YeHU, aTaKXKe BBISIBIISCTCS TIOBBIIICHHAS SKCKPEITUS
docdostaHonamrHa ¢ Movoii 10 12—14 Mr/cyT (B HOpme
y 3MOPOBBIX JTUIT (hochO3TAHOJIAMUH B MOYE HE OTIpeIeIIsi-
ercst). OObIYHO HAOJIOAACTCSI CHUXKEHUE aKTUBHOCTH I11e-
JiouHoM ¢ocdaTasbl B tutazmMe kposu B 3—20 pa3 1o cpaB-
HEHMIO C HOPMOI. YpOBEHb KaJIbIIMsI B KPOBU TTOBBIIICH,
0COOEHHO TIpy paHHUX (opMax 3a00JeBaHUsI, a YDOBEHb
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¢ochopa — HopMasieH. Y IpyaHBIX U MaJCHbKUX JIeTei
YPOBEHD KaJIblMsI MOXET OCTaBAThCSI HOPMaJIbHBIM.

PentreHorpadusi kocteil Mo3BOJISIET OOHAPYXKUTh
ckeseTHble AedhopMalMi M TPU3HAKU OCTEOMAJISILIUU,
HapyllleH1e MUHEpAIM3alUM KOCTe uepera, MHoraa mne-
pesioMbl TpyOuaThix Kocteit. [Ipu TskenoM nopaxkeHuu
HOBOPOXJEHHOTO OOJBIIMHCTBO KOCTEH PEHTIEHOJIOTU-
YECKU He OMpeAesisieTcsl BCIEACTBUE UX MaJlO MUHepa-
auzauui [27].

TucromopdomeTpuyeckue uccieaoBaHusI, TpPOBe-
NIeHHbIe y psiia 00IbHBIX ¢ runodocdaraszueit, nokasanu
HOpMaJbHOE pacroyioXeHue Tpabekyl U TOHKUE CJIoU
ocTeouHOM TKaHU [28]. B oTaenbHBIX Clydasix Mpu 3KC-
KpeTopHo# yporpaduu BbisiBsieTCs: HE(POKAIbLUUHO3.

Kputepuu guarHosa

OCHOBHBIMY KPUTEPUSIMU TUATHO32 SIBJISIOTCS:
CHUXEHUE AaKTUBHOCTM IleJIoUHOl docdaTasbl
KpOBH,

HM3Kasi aKTUBHOCTb IEIOIHOM hochaTasbl B TKa-
H$IX (KOCTH, ITOYKHU, MIEUYECHB),

MOBBIIIEHHAs 3KCcKpeluust (docdoaTaHomaMUHA
C MOYOM,

nedopMaIu cKeyeTa.

Juddepennuanbhplii Auarno3 npoBoautcs ¢ Gocdar-
nuabetoM, cmHIpoMoM PaHKOHM, TIEPBUYHBIMU W BTO-
PUIHBIMU TyOYJIOTIATUSIMU, HECOBEPIIIEHHBIM OCTEOTCHE-
30M U ap. PacimmpeHHbIe pa3Mepbl OOJIBIIIOTO POIHUYKA,
KOTOpbIe BCTpPeYaloTcsl IMpu rumnodocdarasuu, MOTYT
ONIMOOYHO pacCMaTPUBATHCS KaK MPOSIBJICHUST BUTAMIH
D-nmecdunutHOrOo paxmra ¢ Ha3HAYEHHWEM IIpETIapaToB
Kanblus 1 ButaMuHa D [29]. OcHoBHble quddepeHimn-
TBPHO-TUATHOCTUYCCKUE OMOXMMUYCCKUE TIPU3HAKHU
MpeACTaBJIeHbl B TAOIULIE.

JleueHue

[lo HemaBHEro BpPeMEHU OTCYTCTBOBAIM KaKWe-TUOO
crieniuIecKre MaTOreHeTUYECKUE TIperaparhl IIs Jie-
yeHus: runodocdarasuu. Y 60abHBIX ¢ runodocdara-
3Uei NCITOTB30BATUCH ocdaThl, Ha3HAYAIICS KaJTbIIUTO-
HWH KaK B BUIIe MHBEKIIUH (B 3aBUCMOCTH OT BO3pacTa
1 Macchl Tesia pedeHka ot 7 1o 15 ME B cyTku), Tak U UH-
TpaHa3aJibHO (MUOKaJIbLKMK). OmgHAaKO OOJIBILIMHCTBO

MPEIITPUHUMAEMBIX TIOMBITOK, BKItOYast WHGMY3UU IIe-
JIOYHOI hocdaTasbl, TpaHCIUIAHTAIIMN KOCTHOTO MO3Ta,
TpeTaparta TepurapaTiIa, OKa3bIBAIMCh O3yCIIEITHBIMU
[30]. TIpu HeoOXOmMMOCTH TIPOBOAMJIACH OpTOIEAUYE-
cKasl KOPPEKIUsI KOCTHBIX HehopMalldii U TepesIOMOB.
VY nmeteit ¢ KpaHMOCTEHO30M B psifie CTydaeB (ITPH TTOBBI-
MIEHUY BHYTPUICPEITHOTO IABJICHUS) BO3HUKaJa HE00-
XOIIMMOCTh HEHPOXUPYPTMUECKOTO BMEIIATEIbCTBA.

BHenpeHne reHHO-MHXXEHEPHBIX TEXHOJIOTHIA B TTPaK-
TUKY aKTHBU3UPOBAJIO pa3pabOTKu crocoOoB depMeH-
TO3aMeNIAoIIeH Teparmy OOJTBHBIX ¢ TUITOhochaTasrei.
HemaBHO ObUTM OTYOJIMKOBAHBI TaHHBIC O KIMHUIECKUX
HCIIBITaHUSIX (ha3bl 2 SH3UMO3aMELIAOLIEH Teparui ¢ Mo-
Mol1Ibl0 acoTasbl abda y rpyaHbIX IeTel U JeTeil Mia-
IIIETO BO3PACTa C TSKEJBIMU KM3HEYTPOXAIOIUMU (hop-
mamu rurnodocdarazun. CoodIIaeTcst 0 MOJIOKUTEIBHBIX
pe3yJbraTax UCTIBITAHWIA B BUIE YITy4IIICHUST PSHTTCHOJIO-
TMUYECKOM KapTUHBI CKeJieTa, (DYHKITUHU JISTKUX W APYTUX
dusunonornueckux byukuuii [31]. B mocneayroiiem mo-
JIOXXUTENbHbII 3 deKT OT JeueHust achoTazoii aibda ObL1
MOJIy4YeH U IPYTMMHU uccienoBatensimMu [32].

MporHo3

B TspKenbIX ciydasix y HOBOPOXKICHHBIX MOXKET Ha-
CTYIIUTH JICTATBHBIA WCXON BCIICACTBUEC IIBIXaTEIBHBIX
pacctporictB. HedpokanblimHo3 U Hepockiepo3 MOTyT
MPUBECTH K HAPYIICHUIO TTOYCYHBIX (DYHKIIMIA W pa3BU-
TUI0 XPOHUYECKOI TTOUCTHOU HEMOCTATOYHOCTH.

MpodunakTuka

IIpenynpexneHue pa3BUTHUSI 3a00JIEBAHUSI B CEMbSIX
0a3upyeTcs Ha JaHHbIX MEAMKO-TEHETUYECKOTO KOHCYJIb-
TUpoBaHMs. [EHETUIECKUIA PUCK JIJIST CHOCOB BBICOK U CO-
craBisieT 25%. JIis BBISIBJIEHUSI TETEPO3HMTOT IMMOKA3aHO
ucclieIoBaHME aKTUBHOCTH 1IeJI0UHOM docdaTaszbl y po-
IUTeNeil. AyTOCOMHO-JIOMUHAHTHBIN TUTT HaCJICTOBaHUS
MOXET OBITh YCTAHOBJICH TTPU HAJTUIUK TTOBTOPHBIX CITY-
yaeB B psiay nokojieHuit [13]. B ciopaguueckux ciyyasx
HeJIb3s1 UCKITIOUUTh CIIOPaauuecKyio (HOBYIO) MyTallMIO.
JLJ1s1 IpeHaTaIbHOM AMATHOCTUKY MOXKET OBITh PEKOMEH-
JIOBAHO YJITPAa3ByKOBOE MCCJIeIOBAHME TUI0AA JUISI BbISIB-
JIEHMSI TSKEJbIX (DOPM MAaTOJIOTMU, COMPOBOXIAIOIIMXCS
BHYTPUYTPOOHBIMU TepEIOMaMU TPYOIAThIX KOCTEH.

Tabauya. Ocnosnbie i depeHInaIbLHO-IUATHOCTHYECKHE IPH3HAKH THodocdaTasuy U CXOJHBIX 32001eBaHMI

3aboneBaHus

Hoxasarere Tunodocdarazus Paxut Dochararader Hezc:}l;:(p;};.;::uﬁ g;zig?{}:l
Ilenounast doctarasa B KPOBH 4 T T Hopma T
ITupunoxcansdochar B KpoBu T 4 3 » Hopwma
®docdosTaHOIAMUH B MOYE T 4 4 » »
Kanpuuit u docdhop B KpoBH T i HopMa 4 4 » T
[MapaTropMoH B KPOBU J v HopMma ) T » T
Butamuz D B KpoBu Hopma 4 T » 4
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