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1. MeTopoJiorus

MeT())IbI, HCIOJIB30BaHHbIC 1JI5 cﬁopa/cenekunn A0Ka3aTeJIbCTB

Jloka3zarenbHO# 0a30i Al COCTABIECHUS PEKOMEHIAIMK SIBHJICS TOMCK B AJIEKTPOHHBIX 0a3ax
nanabix PubMed u Medline. JlanHble KIIMHUYECKHE PEKOMEHIALIMHU MTOITOTOBJICHBI HA OCHOBAHUU
MEKIYHAPOAHBIX W POCCHHCKUX OO30PHBIX CTaTei, PaHIOMU3UPOBAHHBIX HCCICJOBAHUN H
OITyOJINKOBAHHBIX CHPAaBOYHUKOB. [ TyOnHa moncka cocraBmia 15 ser.
MeTob1, HCI0JIL30BAHHBIE IVIS1 OLEHKH Ka4yecTBAa M CHJIbI /I0KA3aTeIbCTB

e KoHceHcyc 3KCIepToB

e OileHKa 3HAYUMOCTH B COOTBETCTBUU C PEHTUHIOBOM CUCTEMOM

Ta6smua 1. PeiiTuHroBas cxema JAJisl O€HKH CHUJIbl pEKOMeHAA MK

CreneHnb
KauecTBO 10Ka3aTEILCTBA
peKoOMeHIaAIUH

® BBICOKOKAYECTBEHHBIN MeTa-aHaIN3, cucTeMarndeckuii 063op PKU nnn
kpynHoe PKU ¢ oueHb HU3KOM BEpOATHOCTHIO CUCTEMAaTHUECKOM OLIMOKH,
pe3yabTaThl KOTOPOTO MOTYT OBITh PACIIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
POCCHUICKYIO MOMYJISILIUIO.

A

®  BBICOKOKA4YECTBEHHBIH (++) 0030p WK cUCTEMATHUeCKUH 0030p KOTOPTHBIX
UCCIIEJOBAaHUN MM UCCIIEA0BaHUH CIIy4aii-KOHTPOJIb MU

®  BBICOKOKA4ECTBEHHOE (++) KOrOPTHOE HCCIIEA0BAHUE WU UCCIIE0BAHUE
ClIy4yail KOHTPOJIb C OUYeHb HU3KUM YPOBHEM CUCTEMaTHUYECKON OIMIMOKU MIIH

e PKU c HeBBICOKMM (+) PUCKOM CUCTEMATHUECKOW OLIMOKHU, pE3yIbTaThl
KOTOPOT'O MOTYT OBITh PaclpOCTPaHEHbI HA COOTBETCTBYIOIIYIO POCCHUCKYIO
HOMYJISIHIO.

® KOrOpPTHOE MCCJIEI0BAaHUE UM MCCIEA0BAaHUE ClTydyall KOHTPOJIb WK
KOHTPOJIMPYEMOE HCCiei0oBaHue 0e3 paHIOMHU3ALMH ¢ HEBBICOKUM YPOBHEM
CHCTEMaTHYeCKOM OMHUOKH (+), pe3yIbTaThl KOTOPOTO MOTYT OBITh
pacnpoCTpaHEHBI HA COOTBETCTBYIOILYIO POCCUICKYIO MOMYJISLUIO WX

e PKWU c oueHb HU3KUM WU HEBLICOKUM (+) PUCKOM CHCTEMAaTUYECKON
OLIMOKY, pe3yJIbTaThl KOTOPOTO HE MOTYT ObITh HEMOCPEACTBEHHO
pacupoCTpaHEHbl HA COOTBETCTBYIOIIYIO POCCUICKYIO MOMYJISLUIO.

® ONNCaHUE CEepUU CIIy4yaeB WIN
® HEKOHTPOJHUPYEMOE HCCIIEI0BAaHUE WU
® MHEHHE IKCIIEPTOB

I'mmodocdaTaszust OTHOCATCS K PEAKUM HACIICICTBEHHBIM 3a00JI€BAaHUSIM, UTO UCKITFOYACT
BO3MOJKHOCTh TIPOBEJCHHS OOJBIIUX KaropHBIX M PaHIOMHU3HPOBAHHBIX KOHTPOIUPOBAHHBIX
WCCIIEIOBAHUN U I CO3JAaHUs IPOTOKOJIOB JHATHOCTHUKH M TEPANMU MCIHOJIB3YIOTCS JUIIb

TEMATUYCCKUC UCCIICAOBAHUA IKCIICPTOB, Ol'Iy6J'II/IKOBaHHBIC B MNOCJICAHHUC ABa JCCATHUIICTUA.



Kiannuyeckasi HHPOPMATHBHOCTH J1a00PaTOPHBIX HCC/Ie0BAHMIA

Knuandeckass mHGOPMATHBHOCT JTaOOPATOPHBIX HCCICIOBAHUI OIMPEACHATCS IyTEM
pacyera OIEpPAllMOHHBIX XapaKTePUCTHK TecTa (IUAarHOCTUYECKOW YYBCTBUTEIBHOCTH U
crnenuduanoctu — /Y u JIC, npencka3aTeabHON EHHOCTH MOJIOKHUTEIBHBIX M OTPUIIATEIIBHBIX
pe3yJbTaTOB, OTHOIIEHUS MPABIONOI00MS MOJIOKUTEIBHBIX M OTPHIATEIBHBIX PE3YyIbTATOB -
OIIITP u OIIOP) u ¢ momomipio ROC-ananu3a. Hanbosee mosie3HbIMM I JUArHOCTHKU P3
saBisitoTes Jtaboparopasie Tectel ¢ OIIIP>5 u OIIOP<0,2; monesupiMmu — ¢ OIIIIP>2 u <5,
OIIOP>0,2 u <0,5; He umeronumu 1101635l - ¢ OIIINP<2 u OIIOP>0,5.

HNuaukaropsl 100pokavecTBennoii npakruku (GoodPracticePoints—GPPs)

Pexomenayemast moOpokauecTBEHHasl MpaKTHKa Oa3upyeTcss Ha KIMHUYECKOM OIIbITE
YICHOB pabouelt TPYIIIIEI MO Pa3pabOTKe PEKOMEH TAIAA
IKOHOMHYECKHUI aHAJIN3

DKOHOMHYECKHI aHallM3 HEe MPOBOAWICA U MyONUKAlMU MO (PapMaKOdKOHOMUKE HE
aHAJTM3UPOBAIHICH
MeTtoa BaJuau3anuu peKOMeHIauii:

e BHemHs dKCIEPTHAS OLIEHKA

e BHyTpeHH:s DKCIIepTHAs OLEHKA

2. BBegeHue

AHaJIUTHYECKU Haaéxmoe W KJINMHUY€CKHU BbIBEPEHHOE Ollpe/ieJIeHHe OUOJIOTUYECKUX
MapKepoB NMaTOPU3HUOJOTUUECKUX MTPOIECCOB SBJSETCS OCHOBOUM pa3BUTHSA J1abopaTOPHOHU
MeJIMLIUHBI, IPU 3TOM BaXKHYIO0 pOJib UrpaeT cTpaTudukanus pepepeHTHbIX UHTEPBAJIOB,
KOTOpble TO3BOJIAIOT MpPaBUJIbHO HWHTEPIPETUPOBATh pe3yJbTaThl JIabOpaTOPHbBIX
I/ICCJIeﬂOBaHI/If/'I. IZ[EIHHInIe Ha60paTOpHOﬁ AWUArHOCTUKHW MOT'YT OKa3blBATb 3HAYHUTEJIbHOE
BJIMAHHWE Ha IDUHATHUE KIINMHUYECKOI'O pelieHrud U Ka4eCTBO JICHEHH . HOBTOMy O4Y€Hb BAXXHO,
YTOOBI MeJULMHCKHE na6opaTopI/m INpoOBOANJIN COTJIaCOBaHHE IIOJIYYEHHBIX 3Ha4YeHUH C
pe(l)ep6HTHbIMI/I HHTEepBaJ/JIaMH, HCIIOJIb3YEMBbIMU B IMONYJAOWHW IIAIUUEHTOB, TdK KaK 3TO
ABJIAEeTCA YyCJIOBUEM obecneyeHUs Haaﬂemamefz’[ [10JIb3bl MNPUMEHEHUA JIa60paT0prIX
vccaeloBaHui B 1iesioM. K coxkasieHu10, B HACTosIIee BpeMs CYleCTBYIOT MPO6JEMbI B 4acTH
TOYHOCTHU oOIlpeaejeHnd "W IPUMEHEHUA pe(l)epeHTHbIX HWHTEpBaJIOB, 4YTO 3aTpyAHAET
MHTEepPNpeTaluI0 pe3yJibTaTOB J1ab0paTOPHBIX TeCTOB. Takhe KpUTHYeCKHe Mpobesibl, 6e3
COMHEHHA, MOTYT ABJIATbCA HpH‘lHHOfI HETOYHOH WJIM OIIUOOYHOU AUArHOCTUKHM MHOI'NX

3a060JieBaHMM, 0COOEHHO y JIETEN U MTOJIPOCTKOB.



BhllleykaszaHHasi Mpo6JieMa CTaHOBUTCS OCOOEHHO aKTyaJIbHOHM, Korja OIIMOOYHast
WHTEpIpeTalys BCEro OJIHOr0 IOKa3aTeJsisi MOXET IOBJIMATh Ha MOCTAHOBKY JHMarHo3a
3a60JIeBaHUs], CBSI3aHHOTI'O C MATOJIOTHEH OIpe/iesiieMoro MeTabo iMTa. B yacTHOCTH, UMEHHO
Takas CUTyalMsi HaOJIlOJaeTcs B HacTosillee BpeMs C 3abosieBaHueM runodocdaTtasuen,
OCHOBHBIM OMOXHMHYECKUM MapKepPOM KOTOPOTO SIBJISETCS HU3Kas aKTUBHOCTD IIeJIOUHOU

docdaTasbl.

3. OnucaHue NpooGJieMbl

[llenounas ¢pocparaza (LLIP) yesoBeka — ceMelCTBO U30PEPMEHTOB, KOJUPYEMBIX 4
pas/JMYHbBIMM TeHaMW. Tpu U3 4 TeHOB KOJUPYIOT N0 ofHOMYy usodpepmenty IO,
cnenPpUUHOMY sl TOHKOro KuineyHuka (IAP), nianenTtsl (PLAP) v 3apo/ibliieBbIX KJI€TOK
(GCAP)  cootBerctBeHHO.! YerTBepThbiii reH, TNSALP, «koaupyer wu3odpepmeHT
TKaHeHecnenquudyeckon I[P (THIID), skcnpeccupyromuiicsi Bo Bcex TKaHAX. Pazinyus
KaTa/iuThdeckod akTuBHOCTU THI® B meudeHH, MoYKax U KOCTSIX BO3HUKAIOT BCJIe[CTBUE
HEOJMHAKOBOI'0 MOCTTPAHCASAIMOHHOTO ryinko3uanpoBanus.! 'ed TNSALP pacniosiaraeTcs Ha
KOPOTKOM IJiedye XxpoMocoMbl (1p36.1-34) u coctouT u3 12 3k30HOB, 3aHUMaIOIUX 50 ThIC.
HYKJIeOTU0B.> 3 B HacTosiluii MOMeHT ¢ @D cBA3bIBalOT 267 pa3/iMyHbIX MyTaldid U 16
nonvMopdusmoB reHa TNSALP.# BonbumnHcTBO (74,5%) MyTanuid OTHOCUTCS K MHCCEHC-
MyTaLMM .

Illenoynast docdarasa (L[P), 3To depMeHT, CBA3AHHBIA C KIETOYHOW MeMGPaHOM
dKOpeM B BHJe TJHUKOPOCHAaTUAUINHO3WUTONA, U NPEACTaBIAALAN Cco00d Zn2+-
MeTaJlJIONPOTeNnHa3y, PU3U0JI0TUIECKU aKTUBHYIO B IMMEPHOU GOpMe, KOTOpas pacllenisieT
HECKOJIbKO pochHOpHIMPOBAHHBIX COeIMHEHUH, B T.4. Heopranudeckui nupodocdat (HIID),
nupuaokcaib-5-pochart (I1JIP) u pochdoatanosamun (PIA).1 O6s13aTe/ibHBIM KOGAKTOPOM
JlaHHOTrO npouecca cny>kuT Mg2+. HegoctaTouHas akTUBHOCTD LI]® NpUBOAUT K HAKOIJIEHUIO
B OpraHuM3Me YKa3aHHBIX CyOCTpaToOB, YTO BeJET K HapyLIeHHWI0 MHHepalv3aliih KOCTEH,
3y60B U JIPYTUM CHUCTEMHbBIM OCJIOXKHEHUSIM. >

lllenoyHas ¢ocdataza numeer onTUMyM pH B [0OBOJIBHO BBICOKOM Juamnas3oHe >9.
[llesiouHOM pH XapakTepeH /151 NIOBEPXHOCTU [ BEHAAATUIIEPCTHOM KUILKU U, BO3SMOXHO, JJ151
MIOBEPXHOCTH OCTEOKJIAaCTOB B KOMIAPTMEHTaX KOCTHOM TKaHU. CUHTeTUYeCKUH npenapar p-
HUTpodeHUs pocdarTa cTas Haubosiee YaCcTO UCI0JIb3yEMbIM CyOCTPATOM /1J11 KHHETUYECKUX
uccnenoBanui @ rsz-3a npocroro cnekTpodpoToOMeTpUUECKOro aHaiu3sa (A).”

[[1® npucyTcTByeT B U300UJIUK B CbIBOPOTKE KpPOBU. McTouHuKOM mpuMepHOo 95%

nupkyaupyromei P y 310poBbIX JtoJledl SBAAITCA KOCTH U MeyeHb.8 MHOTOYUCIEHHbIE
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UCCJIe[JOBAaHUA NMOATBEPXKAAIOT KJIMHUYEeCKyl0 3HauuMocTb lIP B KauecTBe Mapkepa AJs
pas3/IMYHbIX 3a00JIeBaHUM, BKJIIOYasl NaTOJIOTUU KOCTEN U 60s1e3HU neyeHu.” 10

CoOTBETCTBEHHO INpPU TaKWX 3a00JieBaHUAX U COCTOSHUSAX, KaK HeJl0e/laHUe,
[JII0OTEHOBasi 0OoJsie3Hb, JedUunuT ¢GoJIaTOB/3/I0KaYeCTBEHHAs aHEMUS, LMHK/MarHuu
feUUUT, TUNOTUpeOoUU3M/runonapatupeoniusyM, repuuut BuTaMMHa C, H36BITOK
noTtpe6/ieHUsA BUTaMUHa /|, axOH/pOoIJIa3us U KPeTUHU3M, IPY MOBTOPAIILIUXCA IHTEPUTAX,
M30bITOK IVIIOKOKOPTUKOW/I0B, HELOCTATOUHOCTh BUTaMKHa B6, Bo BpeMsi 6epeMeHHOCTH NPU
HEJJOCTAaTOYHOCTU pPa3BUTHUA IJIALLEHThl, @ TaK >Xe INPU TeHeTUYeCKOM 3ab0JieBaHUU -
runopocdaTasuu, MOKeT CHUKATbCA akTUBHOCTD LD, 11,12

[ToBbimenue LJ® MoxeT ObITH NIPU TAKUX COCTOSIHUSAX, KaK OIYX0JIM KOCTHOU TKaHH,
CapKOMa, MeTacTa3bl pakKa BKOCTHM, TUIeplnapaTUpeo3, MHeJOMHass 60Jie3Hb,
JUMOrpaHy/ieMaTo3 C MOpaKeHWEeM KOCTel, HWHQEKIHMOHHbI MOHOHYKJIE03, PpaxXuT,
3a00J/ieBaHUs MeYEHU U KeJYHbIX NIPOTOKOB, “XoJiecTaTU4ecKHe” COCTOSAHUSA (LUppo3, pak,
MHQEKIMOHHBIN TrenaTUT, TyOepKy/ie3, ONyXOJU >KeJ4eBbIBOAALIMX NyTel), UHOPAPKT
Jierkoro, UHGapKT mnoyku. [loBbllleHUe 1€ 04HON docdaTasbl MPOUCXOAUT B MOCAEJHEM
TpuMecTpe 6epeMeHHOCTH, 0C/Ie MeHONay3bl, NPU HeJ0CTaTKe Kaablysa U $ocPaToB B NULLE,
OT IlepeJ03UPOBKU BUTaMKHa C, a Tak »Ke KakK CJieICTBUE IpreMa HEKOTOPbIX JIEKapCTBEHHbIX
npenapaTtoB (OpaJibHbIX KOHTPALENTHUBOB, COJEpXKallMX 3CTPOTeH U MPOrecTEpPOH,
aHTHOHUOTHUKOB U JIpyrux). 1819

[loMMMO mNaTO/JIOTHUYECKUX COCTOSIHUHK, ypoBeHb LI® B ma3Me KpPOBU CHUJIBHO
OTJIMYAeTCs Yy 3/J0pPOBBIX JIIOJlEH B 3aBUCMMOCTHU OT Bo3pacTa U nosa (A). AMepuKaHCKOU
accouranyel kiauMHU4eckod xuMuM (AACC) ObIiM  OTpaboTaHbl UM Mpe/ACTaBJIEHbI
pedepeHTHbIe 3HaYeHHUS LeJIOUHOU pocdaTasbl B 3aBUCHUMOCTU OT BO3pacTa U [10J1a, HAaUMHas

C HOBOpOK/ieHHbIX AieTel (Tabsamua 2) (A).13

Tab6savua 2. 3aBUCUMOCTDb OT BO3pacTa U MoJia MHTepBasibl akTUBHOCTH lllesiouHOM

docdartassl B cbIBOPOTKHU KpoBH, Ex /™

OH3UMBI
PechepeHTHbIN AMana3oH Ans XeHLWWH PecbepeHTHbIN AMana3oH AnA My>X4uH

Boapac HwxHan | BepxHa | Kon-so | Ooseputenb | Ooseputen | HuxH | BepxHsa | Kon-so | [oeputen | [JoBeput

T rpaHuy fa obpasy HbIN bHbIA AA A obpasy bHbIA enbHbIN

a rpaHuy, oB MHTepBan MHTepBan rpaHu | rpaHuy oB MHTepBan | WHTepBan

a HWXHeN BepXHen ua a HWXHeNn BepXxHen

rpaHuLbl rpaHuLbl rpaHvLbl rpaHvLbI

010 no 90 273 155 83-104 257-274 90 273 155 83-104 257-274
14 pHen

Or 15 134 518 147 108-153 466-570 134 518 147 108-153 466-570
LHeln fo
<1roaa




Tab6sauua 2. 3aBUCUMOCTDb OT BO3pacTa Y MoJ1a UHTepBasibl akTUBHOCTH [llesiouHOM

docdarasel B CbIBOPOTKHU KpoBH, Ex /™

SH3UMBI
PedhepeHTHbIV Anana3oH AN XeHLWMWH PechepeHTHbIW AMana3oH AN My>X4YuH
Boapac HuxHaa | BepxHsa Kon-Bo | OoBeputenb | JoBeputen | HwxH BepxHs | Kon-Bo | OoBeputen | JoBeput
T rpaHuy A obpasy HbIX bHbIN A fa obpasy bHbIN enbHbIN
a rpaHuy oB MHTepBan WHTepBan rpaHn | rpaHuy oB MHTepBan WHTepBan
a HWXHeN BepXHen ua a HWXHeNn BepxHen
rpaHuLbl rpaHuLbl rpaHuLbl rpaHuubl
Ot 1p0 156 369 391 145-170 362-391 156 369 391 145-170 362-391
<10 net
Or1040 | 141 460 154 114-171 424-476 141 460 154 114-171 | 424-476
<13 net
Ot 13 go 62 280 68 56-68 254-301 127 517 66 112-149 481-546
<15 net
Ot 15 go 54 128 74 50-58 122-133 89 365 64 84-97 329-388
<17 net
Ot 17 go 48 95 40 59 164 54
<19 net

*B panHoM ucciaegoBaHurd CALIPER ompefesneHue akTHUBHOCTHU I1eslo4HOM ¢ocdaTasbl NpoBOAMIOCH B
CbIBOPOTKU KpoBU corsacHo ctanaapTy IFCC 37°C pas onpegenenus P na npubope ABBOTT Architect c8000
KHHETUYEeCKMM METOJIOM C WCIIOJb30BaHHEeM cybcTpata 4-HuTpodeHusndpochar. B cooTBeTcTBUHM C
HHCTPYKIUSMHU MPOU3BOJUTEJISA, AJIsT KOHTPOJS aHAJUTHYECKUX METOJUK MPUMEHSJIH TPOPUIAKTHIECKOE
TeXHUYecKoe 00Cay>KuBaHue, QyHKIMOHAJIbHbIE IPOBEPKH, KAJUOGPOBKY M KOHTPOJIb KayecTBa. Bce 06pasnbl
MPOXOIUJIM aBTOMAaTUYEeCKUN aHA/IM3 Ha TeMOJIU3, JKeJITYXy U MyTHOCTb /IS OIpefie/ieHUs UHTepdepeHI[UH.
KavecTBo aHa/M3a CTPOro KOHTPOJIHUPOBAJIM U MTPOBO/UJIN aHATU3 00Pa3I0B AJId onpeziesieHus pepepeHTHBIX
JHMana30HOB TOJILKO B TOM CJIy4ae, eC/IM BCe aHaJIMTUYEeCKHe TapaMeTpbl HaX0/JU/IUCh B IOMYCTUMBIX NIpeJesax.

OsHaKO OCHOBHOM Npo6sieMOM NpU M3MEpPEeHUH M HUHTepNpeTaldu aKTUBHOCTU
mesouHod ¢ocdaTazbl B OTeYeCTBEHHOM J1abopaTOpHOU ciayxbe SBJSETCA YacToe
OTCYTCTBUE HIKHEW TIpaHuIlpl pedepeHTHOro HHTepBasa akTuBHocTH LI®. 3avactyio
IPOUCXO/IUT CpaBHEHHUe IMOJy4eHHbIX NokasaTesed ILd Tosbko ¢ BEepXHUM 3HauYeHUEM
pedepeHTHOro UHTEPBaJIa, TO eCTb BHUMaHUE CleljUaIMCTa aKLeHTUPOBAaHO Ha MaTOJIOTHIO,
CBSI3aHHYIO C MOBBIIIEHHBIM ypoBHeM akTUBHOCTU LI®. Takoe BO3MOXXHO He TOJIBKO MpPH
HeJJOCTaTOYHOM KOMIIETEHIIMM CaMHUX PAabGOTHUKOB J1abOpaTOpHU, HO U B pe3yJibTaTe He
npeAocTaBieHrss MHPOPMalUM CaMUMU IPOU3BOAUTEJISIMU JJUarHOCTUYECKUX HAabOPOB /11
onpeesieHuss akTUBHOCTHU L[®. YacTo B UHCTPYKIMKU K AUArHOCTUYECKOMY HAabopy yKa3aHa
TOJIbKO BepxHss pedepeHTHas TpaHUIA, YTO aBTOMATUYECKH MpeJIoJaraeT OTCYTCTBHE
NaTOJIOTMYeCKUX HU3KUX 3HadyeHud I@. CrexctBueM 3TOro sBjsieTcs BO3MOXXHOCTb
IpPOIyCKa MATOJIOTUM, CBS3aHHOM ¢ HU3KUM ypoBHeM lI|®, HanpuMep, Takoro TsKeJJIOTO
3abosieBaHus Kak runodocdartasus, rje MMEHHO HU3Kasi aKTUBHOCTD 111eJI04HOM ¢pocdaTasbl
SIBJISIETCS NMPUYMHOM BCeX KJIMHUYECKUX MPOSBJEHUH, YTO yKa3aHO B CaMOM Ha3BaHHUU

00JIE3HU.



http://medical-cabinet.ru/kategoriya-tovarov/laboratornoe-oborudovanie/biohimicheskiy-analizator-abbott-architect-c8000-5329

4. Onucanue 3a6os1eBaHuA «F'unogocdarasusa»

[unodocdartazusa (I'PP) sTo peakoe BpoxkAeHHOE MeTaboOJMYeCKOe 3a00JieBaHUE,
NposIBJIsAIIOILEeEeCs] HapylLIeHHWEM MHHepalu3alldd KOCTed U 3y6OB, a TaKXKe CUCTEMHBIMU
OCJIOXKHEHUSIMH, BKJItOYasi HapyllleHUe JbIXaHUs, Cy[0POrH, MbILUIEYHYIO CJaboCTb, 60Jb B
KocTsIX U HedpokaibiuHO3 (Tabsuna 3).14 15 [IpuunHoit [OD caykaT MHAKTUBUPYIOLIHE
MyTallUd B TeHe TKaHeHecnelUuUYHOU 1esouHOM ¢ocdaTasbl, B pe3ysbTaTe KOTOPbIX

CHWKAeTCd ee aKTUBHOCTh.14

Tabnuua 3. KnuHuueckre XapaKTepUCTUKU OCHOBHBIX (hopM runodocdarazuu
dopma IlepuHaTajbHas HNupanTunbHas Herckas B3pociaas
BHyTpuyTpoOHO, npn
Bo3pact Hauana Memnee 6 mec. Ot 6 mec. 10 18 et 18 et u crapie
POKIAEHHH
BbimajgeHne  MOCTOSHHBIX
IATIHO3 IBsiioe cocanue edopmanus ckenera
ByOOB
[CunepkanbLueMus,
[l MnomMuHepanu3anus IMblieyHas ciabocTh IHerpaBuibHbI pocT 3y00B
FUIepKaTbIuypHUs
edbopmanus  TpyOUaThIX| Huskas MUHEpasbHasi
[CunoroHus (Octeoaprpomnarus
KocTeit [IOTHOCTb KOCTEMN
IMepTBOpOXKICHUE Banepikka pa3BUTHL Huskwuii poct Ocreomansuus
[lnoxoe 3aUBICHHE WY
[IceBnonepenomsl,
(OcreoxonapanpHble MIopsl[KpaHHOCHHOCTO3 [PELIMANBHUP YOS
epeIoMBl
HepeIoMBl
[ToTepst OCHOBHBIX O3TaIOB
[lepenombr Ulerounas HEJOCTATOYHOCTh [ceBnonoaarpa
Kiaunnueckue IMOTOPHOT'O Pa3BUTHS
TIPOSIBJIEHHS MMnoxoe OKOCTECHEHHE [MpexneBpeMeHHast IOTeps]
Hedpokanbimuos ICHI>XeHnEe MUHEpAJTU3aul
prnduzon ByOOB
IPerTreHOTpaduIecKkue
[epenombr IPaxut [XoHpOKaIBLIUHO3
[MpocBeTneHust MeTapu30B
ICynoporn, KyIHpyeMble [Xponnueckass ~ 6omp B
[lnoxast mprbaBKa Macchl Tena ICHIKeHnEe MUHEpaITH3aIii
BuTaMuHOM B 6 MBIIIIAX U KOCTSX
[Tsoxenast nepopmanusIpexxneBpeMeHHOe  BhIIaneHHeXpoHHMueckas  OOnb B
CPYIHOM KIIeTKN IMOJIOYHBIX 3yOOB IMBIIIIAX U KOCTSX
IPaxut
I(CHIKEeHHMEe MUHEpaNIU3alul
ICynoporu, KyIHpyeMbIe
BuTamuaoM B6

TsokecTb 3a60/1eBaHUS Yallle BCero o6paTHO MPOMOPILMOHAJbHA BO3paAcTy Haudasia
3ab0JieBaHUs, B HauboJiee TSKEJIbIX CIy4asiX CMePTh HACTYNAeT BHYTPUYTPOOHO MU BCKOPE
nocie poxaeHus.* Ilostomy kauHudeckue ¢opmbl @D pasgesnieHbl 1O BO3paCTy
NPOSIBJIEHUS] K/JIWHUYECKUX CHUMITOMOB, 4YTO TMpUBesio K pasfeneHuto ['PdD Ha
NepUHATAIbHYI0, THQAHTUJIbHYIO, IETCKYIO U B3POCIYI0 GOPMBI. JIOTIOJIHUTENIBHO BbIJEJSIOT
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emie ogHy ¢opmy 3abosieBaHUsl - oAOHTOrunodpocharasvio, KOTOPYIO PaCLEeHUBAKOT KakK
HauMeHee Tspkeayw ¢Gopmy @D, nmopaxarwiiyo 3y6bl; IPU 3TOM NPHU3HAKKA NATOJIOTHU
CKesieTa OTCYTCTBYIOT. /[laHHasa ¢opma ['@P mnposaBiseTcad CHOHTAHHBIM BbINAJleHUEM
MOJIOYHBIX 3y00B C HENOBPEXJEHHbIMHM KOPHSIMU WJIM CUJIbHBIM KapHUecoM, YBeJU4eHHeM
MyJIbIIOBBIX KaMep U KOPHEeBBIX KaHa/I0B.10

OcHoBHOM AuarHoctudyeckuil kputepuil [O®P — Huskuil ypoens LD B cbiBopoTke.14
B GOJILIIMHCTBE C/IyYaeB JUarHo3 MOXKHO OCTaBUTD [0 HU3KOH aKTUBHOCTH LL[® CbIBOPOTKM
B COYETaHUHU C PU3MKaAJbHBIMU U PEHTreHorpaduuecKUMU NPU3HaKaMH, XapaKTePHbIMHU [1JI51
[®D.14]Ipu onjeHke ypoBHs L[J® cbIBOPOTKU HEO6XOAMMO YYUTHIBATh BO3PACTHBIE U N10JI0OBbIE
ocobeHHOCTH (A).

B03MOXXHOCTb HCIOJIb30BaHMSI aJbTEPHATHUBHBIX OUOXMMHYECKUX MapKepoB NpH
CHM>KEHUHU aKTUBHOCTH LIeJIOUHOM pocdaTasbl

HenocratouHnasi akTuBHOCTH LD npuBOAUT K HAKOIJIEHHIO B OPTaHHU3Me YKa3aHHbIX
HIKe CyO6CTpPaTOB, YTO BeJEeT K HapyIIeHHI0 MHUHepaM3alUu KOCTeH, 3y60B U Jpyrum
CUCTEMHBIM OCJIOKHEHHUSAM. 14

Heopranunyeckuii nupodocdar (HIIP)

[Tpu runodocdarasuu Beicokasi KoHueHTpalus HII® Bo BHeKJIETOUHOM IPOCTPAHCTBE
IPUBOJAUT K HAKOIJIEHUIO BellleCTBA BOKPYT MeMOpPAaHHbIX BE3UKYJ, I'Zie MPOUCXOJUT ero
norJionjeHue Kak aMopdHbIM dochaToM Kasblusg (YTO mpeaoTBpaliaeT GpopMHUpPOBAHUE
HOBOTO TH/JIPOKCHANATHTA), TaK M CYI[eCTBYIOIIMMHA KPUCTA/VIaMU THpPOKCUANIATUTA
(mpegoTBpallaeT POCT U OTJIOKEHHE THAPOKCHUANIATUTA), TO €CTh [T0/IaBJIsIeT MUHEPAJIU3aIUI0
CKeJIeTa, BbI3bIBasi PAXUT WJIM OCTEOMAJISIIMI0, HECMOTPSI HA HOPMaJIbHbIN UJIW MOBBIIIEHHbIH

YPOBEHb LUPKYJIMPYIOLIETO Ka/lblusl ¥ Heopranudeckoro ¢pocdara.l’ JlokasaTeibCTBO TOrO

daxTa, yTo nopbiieHUe ypoBHS HII® B myiasMe u Moue y nanueHToB ¢ @D Bo3HUKaeT Kak
npsiMoe CJeJCTBUE HeAO0CTaTOYHOM akTUBHOCTH P, momoryio 0O6bsICHUTb HapylleHue
MUHepa/JN3alHH CKeseTa y nauueHToB ¢ [PD.5> PyTuHHoe kanHU4Yeckoe onpezeneHue HIID
HeJ0CTYITHO, B HACTOsLee BpeMs OHO IPUMEHAETCA TOJIbKO B HAy4YHbIX UCC/IeJ0BAHUAX.

Iupupokcansb-5’-pocdar (IJ/1P)

[1JI®—ocHoBHasA uUUpKyaMpylolas ¢opmMa BUTaMrHa B6, HE06X0 MBI KOMIIOHEHT
MHOT'uX pepMeHTaTUBHBIX MIPOLECCOB B KJIeTKax. [locsie nonasaHus B OpraHyM3M pasJjinyHble
dopmbl BUTaMMHa Bs (Takve, Kak MNUPUJOKCUH, NHUPUAOKCAIb, MUPHUJOKCAMHH)
noageprarorca BcacbiBaHuo u3  JKKT wu  npeBpamarorca B mnedyenu B [,
BbICBOOOXK/AalOLIMKCA B KpoBOTOK.L 14 [lng momaZilaHusl B TKAaHU U NPOHUKHOBEHUs yepes

reMmaTosHnedpainiyeckuii 6apbep I[1JI® Heobxoaumo mNpolTH JedocdopuirvpoBaHue [0

10



NUMpUJIOKCAIsA C TMOMOLIbI0 IiesoyHOM ¢ocdaTasel, Mocje 4Yero MPOUCXOAUT 0O6GpaTHOe
pedochopunupoBanue go [IJI® unm koHBepTalus B NUPUA0KCaMUH-5- pocdaT. Kaxkgoe u3
JlaHHBIX BEL[eCTB BbICTyNaeT KOPAKTOPOM Pa3/JIMYHbIX BHYTPUKIETOUYHBIX pepMEHTATUBHBIX
peakiyii, BKJOYasg AaKTUBHOCTb T[JiyTaMaTa JeKapOoKcWa3bl UM CHHTE3 HeWpo-
TPAaHCMUTTEPOB CEPOTOHMHA U Yy-aMuHOMacisiHOM kucaoTel ([AMK). Kynupyembie
BUTAaMMHOM Bs cygopory, Ha6/0aeMble y Hanbosiee TsxKesbIx 60bHbIX PO, yaie Bcero
crtaHoBATca pedynbtatoM Aedunuta [IJI® B HC. ToT dakT, 4To y HauboJiee TKETbIX
nauueHToB ¢ [OP Habs0JaeTcss HOpMaibHAsA WM HEMHOTO MOBbIIIEHHAs KOHLEHTpaLUs
NUPUJOKCaJsl B IJIa3Me, OTCYTCTBYIOT CyllleCTBEHHbIe HapyIlleHUsl CTaTyca BUTaMUHA Bs, a
TaKKe peJKOCTb BO3HHWKHOBEHHUSl CYyJOpOT, CBU/IETEJbCTBYeT O [JIpyroM MeXaHU3Me
nedpochopunupoBanus I[1JI® Bo BHeKseTOUHOM npocTpaHcTBe. 4 18 19 [I/ID nsamepsieTcsa npu
PYTMHHOM KJIMHHUYECKOM HCCIe[J0BaHMH, KOTOpPOEe yallle BCEro Ha3bIBAlOT OIpe/ie/leHHeEM
BHTaMUHa Be.

docdosTaHoaMUH

[Ipu I'®D yacTto HabJtoaeTcs noBbillieHUe YPoBHSA PIA B mia3Me u Moue.18 PIA —
KOMIIOHEHT (pochaTUANINHO3UTOITIMKAHOBOTO IKOPS, CBA3bIBAIOLLET0 OEJIKU C KJIETOYHOU
noBepxHocThi0. CiiegoBaTesnbHO, PIA MOXKeT HaKalJIMBATbCA U3-3a Jerpajanuu skops. [Ilpu
JlpyroM BapuaHTe 3a u30bITOK PIA oTBedaeT MedyeHb, KOTOpasd B HOpMe MeTab0JU3UPYET
®IA B peakyuu, KoHTposupyemon O-dpocdopuisTaHosaMUHPocPoIMna30l; NpU ITOM
Tpebyetcs [IJI® B kadectBe kKodakTopa.> 14 Onpenesnenve ®IA B Moye JOCTYNHO [Jist

60JIbIIMHCTBA JIAbOpaTOPHUH.

5. PekomeHaanuu 1no AudPepeHUATBHON JHUArHOCTHKEe

runodocdparasvv 1 3a60/IeBAaHUN KOCTHOU CUCTEMbI

B pesysibTaTe npejcTaB/IeHHOrO OMKUCAaHUS OMOXUMHUYECKHUX MAapKepOB, CBSAI3aHHBIX C
aKTUBHOCTBIO 11eJo4HOM ¢ocdaTasbl, K TUNHUYHbBIM OHOXUMHUYECKHM MNpusHakam [OP
OTHOCATCA HU3Kad akTUBHOCTH LI1® B ceiBopoTKe, noBbilieHue ypoBHA [1JIO B iazme, HIIO B
ceiBOopoTKe U PIA B cbiBopoTKe Wau Mode, Ta6auna 4 (A). UHTepecHO OTMETUTD, YTO B
OT/IMYMe OT Jpyrux ¢GopM paxdTa HWJAM OCTeOMaJssiliuM, MOBbllleHWe ypoBHA [1J1®
HabuogaeTcsd ToJbko mpu [OD.14 Cnenuduydeckre H3MeHeHUs, CBs3aHHble ¢ [OD, u
JIOCTYIIHOCTb B KayeCTBe PYTUHHOI'0 KJIMHUYECKOIo aHasu3a (4alle Ha3bIBaeEMOT'0 YPOBHEM
BUTaMuHa B6) gesnatorT mnoBbliieHUWe ypoBHsA [IJI® Hapsjgy ¢ HU3KUM ypoBHeM U[® B

CbIBOPOTKE HauboJiee MPOCTbIM TECTOM [iJisl JabopaTopHOU guarHocTuku OO (B).
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Kak npaBuJio, ueM Tsxesiee popma 'O, Tem Huxe koHLeHTpaLud LD B cbiBopoTke U
Bbille KoHeHTpauus [1JI B ia3me. [loBbiieHne ypoBHA @IA B CbIBOPOTKE UJIU MOYE TaKXKe
noaTBepxzAaeT auario3 'OP; ogHako onpeeseHre ypoBHA PIA BHe cneliia/IM3UPOBaHHbBIX
JlabopaTopuil He NIPOBOJUTCS; NOBbILIeHUE YPOBHA PIA MoXKeT HabJ/I0JaThCsA U IPU APYTUX
3ab0sieBaHUAX, BKJIIOYas MHble MeTabosiMyeckue 3aboJsieBaHUs KocTel. JlabopaTopHoe
onpeznesenve ypoBHsa HII® B HacTosulee BpeMs MNPUMEHSIOT TOJBKO B Hay4YHbIX
UCCJIeJOBAaHUSIX.

B oT/iMyve OT mpakTUYecKU BCeX JAPYrHMX PaxUTONOAOOHBIX 3ab0/ieBaHUM YpPOBEHb
Ka/bLUs U Heopranudeckoro ¢ocdata (HP) ceiBopoTku npu PP He cHMkKaETCA. ITO MOXKHO
MCI0JIb30BaTh NPU NpoOBeJeHUU AuddepeHIMabHON AUArHOCTUKU. [Ipy MHaHTUIBHON
dopme 'PD Hepe KO OTMEUAETCA rMNepKaibliieMusl U TUIlepKaJIbIIMyPHsl, CONPOBOXKAAeMble
HeppOKa/JbLMHO30M; HAbJII0/laeTCsl CHHXKeHUe YPOBHSA napaTtupeousHoro ropmoHa (IITI) B
CbIBOPOTKE, YTO conpoBoxzaaeTcsa runeppocharemueit. [Ipu perckout popme 'GP yacro
HabJI0JlaeTc  TUNepKaJbLUypUs, MHOTZA CONPOBOXKAAKOLIAACA HU3KHM  yPOBHEM
nupkyaupyrowero IITI; ypoBenb 25-ruzpokcu- u 1,25-puruapokcuxosiekanbnudeposia
ocTaeTcs 6e3 u3MeHeHUU. ['MnepkanbiueMus npu aetckot popme 'GP BcTpevaeTcs peko,
OJIHAKO NPY BOSHMKHOBEHHH JAHHOTO CUMIITOMA TaKXXe OTMevyaeTcss HU3KUM yposeHs [ITI u
1,25-puruspokcruxosiekaibuudeposia B cbiBOpoTKe. [Ipu aeTckoi u B3pocabix popmax PP
ypoBeHb HO I[P B cbIBOPOTKE MOXKET NOBBILIATHCSA OTHOCUTENBHO CPEIHUX MTOKa3aTesel y
3/10pOBOr0 YeJIoBEKA TOTO e Bo3pacTa; runepdocdareMuss Habt0AaeTCs MPUOJIU3UTENBHO
B 50% ciy4aeB. Y mayueHTOB C JETCKOM WM B3pociaoil popmoil 'OD ypoBeHb Kajblus

0OBIYHO HE U3MEHEH.

Tabnuua 4. labopaTopHas AnarHoCTUKa 3a601eBaHMin KOCTHOM cuctembl (A) 2°

X-CUenneHHbIM .
Butamun A- . | HecosepLueHHbIM
M'mnodocdarasua . runodochateMmnyecKknii
OeOUUNTHBIM paxuT ocTeoreHes
paxuT
LLlenoyHasn
CHUXeHune noBbIlWeHne noBbllWeHne HopMma
docdarTaza
Mnpnaokcanob
nosbllleHne HeT CHUXeHKne HeT
docdart B KpoBMu
o NoBbIWEeHNe Un
Kanbumit CHMXeHune HopMma Hopma
HopMma
[loBbIlIEHUE UK
®ocdop CHIKeHMe CHmKeHUe Hopma
HOpMa
[lapaTropMoH CHMI>XeHMe WM HopMa [ToBpIlIEHUE Hopma HopmMma
ButamuH /| Hopma CHMxeHUe CHW>XeHUe UM HopMa Hopwma
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l'eHeTHMUYeECKOe HUCCIeJ0BaHUE

BoisiBienre myTanuii B reHe L[® ogHO3HAYHO ONpe/ie/IUT BOBJIEYEHHOCTD 11leJI0YHON
docdaTasel B pa3BUTHE NATOJOTMYECKOrO Mpolecca y nayueHTa. [JaHHOe Hccie/loBaHUe
SIBJISIETCSI BOXKHBIM IPU MTOCTAHOBKE JIMarHo3a «runodocdaTtasusi», MOCKOJbKY IPUCYTCTBYET
HEeCOTJIaCOBAaHHOCTb B UCM0JIb30BaHUHU pedepeHTHbIX 3HaYeHUH 1o akTUBHOCTH LD, a Tak ke
pa3Hoob6pas3ue COCTOSIHUM, IPU KOTOPBIX MPOUCXOJUT CHUXKEHUE ee aKTUBHOCTH, MO3TOMY
reHeTU4YeCKUe TeCTUPOBAaHUE IOMOXET IOCTaBUTh OKOHYATeJbHO BEPHBIM JMarHo3 MU
HOATBEPAUTD UJIU ONIPOBEPTHYTh 3ab60sieBaHue (B). /lonoJHUTENbHO aHA/IU3 My Tallui MOXKET
IIOMOYb MPHU MOCTAHOBKE JMarHo3a y MalydeHTOB C JierkuMu ¢opmamu ['®D, y koTopbix
JlabopaTOpHble IOKa3aTeJd OUOXMMHYECKUX MapKepoB He MOrYyT ero IMOATBEPAUTD.
['eHeTHYeCKOe UCCielOBaHUE MOXKET IIOMOYb [TPU KOHCYJIbTAI[MU POJIUTEeN O0JIbHBIX IeTeH,
KOTOpPbIX HE06X0AMMO HHPOPMHUPOBATH O BO3MOXKHOM THIIe HAC/Ie/JOBaHUS Ha CJy4daH, ecau

napa nJaHUpyeT POXK/eHue cieaytolero pebeHka.

3akro4eHue

PedbepeHTHble MHTepBa/bl  MO3BOJISIIOT  MOJYYUTb LEeHHYID HWHGOOpMALUIO,
UCIOJIb3YEMYI0  MEAULUHCKUMH  3KCIepTaMu  JJid  UHTepHpeTalud  pe3ysbTaToB
KOJINYEeCTBEHHbIX JIaGOPAaTOPHBIX TECTOB, CJeJ0BaTe/NbHO, pedepeHTHble HHTEPBaJbI
KPUTHYECKH BaOXKHBbI /151 OLl€HKHU 3/I0POBbsI MALIUEHTOB U MPUHATHS KJIMHUYECKOT'0 PellleHHUsl.
PedepeHTHbIA UHTEPBaJ /ISl aHAJIM3UPYEMOT0 BEIECTBA COOTBETCTBYET CTATUCTUYECKHUM
rpaHUIlAM 3HA4YeHWH, yCTAHABJMBAEMbIX NPU TMPOBEJEHUH HCCIe/loBaHUS pedepeHTHbIX
MHTEpPBaJIOB, TAe yuuTbiBaloTcd 95% mokasaTesield, pacrnoJioKeHHbIX B LeHTpe KPUBOU
pacnpe/iesieHus], IPU 3TOM B KaueCTBe JaHHbIX UCI0JIb3YIOT Pe3yJ/IbTaThl aHAJIU30B 3/J0POBbIX
npeacraBuTesiell pedpepentHor nonysasauuu (A).21 Ha ocHOBaHMU MNOJIyYeHHBIX JaHHbIX
JleJIaeTCsl BBIBOJ], UTO pe3yJbTaT, BbIMAJAILUMN 3a mpejesibl pedepeHTHOTO HUHTEPBaAJa,
MOXEeT TNpeJCTaBJATh COO0M OTKJIOHEHHEe OT HOpMbl. CieoBaTesbHO, pedepeHTHbIH
WHTEpBaJl SIBJSIETCS «CTAaHAAPTOM» 3/I0pOBbsl, C KOTOPbIM HEOOXOJAUMO CpPaBHUBATH

pe3y/bTaT TecTa nayueHTa (A).

13



6. PekoMeHAALUH1 MO M3MEPEHHUI0 AKTUBHOCTH 11e/1I09HOM PpocdaTasbl
PedepeHTHble HHTEpBa/bl AKTUBHOCTHU I[eJIOYHOUW ochaTasbl  onpejesieHbl
MEX/AyHAapOJAHbIM MEAHUIMHCKUM J1abopaTOPHbIM MNPOQECCHOHANBHBIM  COOGIIECTBOM,
aKTyaJIbHOCTb 3a00J1eBaHUs runodpochaTasus Kak HUKOT/AA BbICOKA, II0O3TOMY HEO6XOAUMO
MCII0JIb30BaHHUE JBYX OCHOBHBIX MOJIOXKEHUH, KOTOpPble HY>KHO COOJIIOAATh NMPU U3MepEeHUH
aKTUBHOCTH IIEJOYHOU ¢ocdaTasbl, INOMHUMO MNPABUIBHOTO BBINOJHEHUS CaMOIO
MCCJIe/JOBAHUS:
1. Ucnosb3oBaTh pedepeHTHbIE UHTEPBAJIbI C HUXKHUM M BEPXHUM Npesenamu (A);
2. IlpuMeHSATh COOTBETCTBYMWOILIHME pedepeHTHble MHTEpPBaJIbl COTJIACHO BO3PACTHBIM H

MI0JIOBBIM XapaKTepUCTUKaM ManueHTa (A);

7. CIIHCOK MCIOJ/Ib3yeMOM JINTEPATYPHI:
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