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Cnmcok cokpameHniu
XBII — xpoHnueckas 00y€3Hb TOYEK
MKH — muHepanbHO-KOCTHBIE HAPYLICHUS
IITT" — mapatupeonIHBIN TOPMOH
[MIIT — napamMTOBUIHBIE KEIE3BI
OCII — pocdaTt cBsA3bIBaAIONINE NPENApaThI
OCC — 3pUTPONOITUH-CTUMYJIUPYIOIIHAE CPEICTBA

OIIO — 3puTpono3THH



BBenenue.

Xponuueckas 6one3nb noyek — CTOMKHE HapylmleHMs (QYHKIHMU TIOYEK,
IPOAOJDKAIOIIMECST B TEUEHHE 3-X MecslueB U 0Oojee, omnpenensieMble Kak
CTPYKTYpPHbIE W/WIM (PYHKIMOHAIbHBIE HW3MEHEHHUS C pa3JU4YHON CTENEHBIO
CHW)KEHUS KIIMPEHCHOU (PYHKIINU

MuHepallbHO-KOCTHBIE HApYIIEHUsS TPU XPOHUYECKON O0JIE3HU MOYEK SABIISIETCS
MHOTO(AKTOPHBIM M MporpeccupyromumMm 3adoneBanueM. OHU CBs3aHBl C
BO3HUKHOBEHHUEM HEOIAronpUsITHBIX KIMHUYECKUX MOCIEACTBUM, BKIIIOUYAIOIINUX
BTOPUYHBIN TUIIONAPATUPEO3, TOUCYHYIO OCTEOAUCTPOPUIO, KATBIIMHO3 COCYIOB U
MSITKUX TKaHEH, MOBBILIEHNE KapAUOBACKYIISIPHON 3a001€BAEMOCTH U CMEPTH.

KonTtpons wMuHepanbHO-KOCTHBIX Hapymienuit npu  XBII  Heobxomumo
OCYLIECTBIIATh KOMILIEKCHO, BO3JEUCTBYs Ha BCE 30HBI IATOIE€HE3A.

AHeMus 3aKOHOMEPHO OCJIOKHAET XpOHMUYEcKHe 3a0oieBanus mnovyek. OObIYHO
aHeMmusi HaOJIOJAeTCs PU CHIKEHUU KJIMpeHca kpeatuHuHa 110 40-60 mi/MuH, HO
MOKET BO3HUKATh W Ha Oojiee paHHUX cTagusx 3aboneBaHus. llpuyuHbI
NpUOOPETEeHHONW aHeMUU TpH OO0JIE3HU MOYeK MHOTovuciieHHbl. Hanbonee yacto
anemus npu XBII HOCUT THMHOpereHepaTOPHBIN XapaKkTep BCIEACTBUE HAPYIICHUS
0o0pa30BaHus SPUTPONOITHHA B MOYKAX.



|. MuHepaJibHO-KOCTHBbIE HAPpYIIEeHHUS IPH XPOHUYECKOH 00JIe3HH MOYeK.
Omnpeneaenne cunapoma MKH-XBII

Munepanvuvie u KocmHble HApYuieHUs NPU XPOHUYECKOU 007e3HU NoYeK —
CUCTEMHOE HAapyIIEHHEe MUHEPATBHOTO U KOCTHOI'O METa00JIn3Ma, MpOosBISIOLIeecs
MOCPEJACTBOM OJIHUM WJIM KOMOWHAIIMEH CIEAYIOMMNX COCTOSHUM:

- OTKJIOHEHUSIMU B MeTabonuszme ¢ocdaToB, (akTopa pocra ¢udpodnactos 23,
KaJIBLIMS, TApaTUPEOUTHOTO TOPMOHA, IiesiouHol docdaTasbl u BuTamuna D;

- HAPYIICHUAMUA OOHOBJICHUSI KOCTHOM TKaHU, MUHCPAJINU3a1IUH, O6’beMa, JIMHEMHOTO
pocTa U IPpOYHOCTU KOCTH;

- KaJbLIM(pUKaLMen COCY/I0B U/WUIU MSATKUX TKaHEH.
KiimHn4yeckue nposiBJIeHUS:

- paxuTonofo0Has AehopMaIns CKeleTa y ACTeH pa3HbIX BO3PACTHBIX KATETOPHI
(vame O-o6pa3Hoe uiu X-00pa3Hoe UCKPUBJICHUE HKHUX KOHEUHOCTEH,
«paxuTUIECKUe OpaclieThl», KyTHHAS MTOXOIKA)

- 00JIM B KOCTSAX IIPH JIBUKEHUU
- IOBTOPHBIE TIEPETOMBI
- HapyllleHUe TEMIIOB POcTa pebeHKa

- pa3pylIeHre KOCTHOW dMaIM U TIOTEps 3yOOB, HAPYIIICHHUE MOPSIKA U TEMIIa
pope3bIBaHus 3yO0B

- PU3HAKHU TPOHUUECKUX HAPYIICHUHN APYTHX MPUAATKOB KOXH (CyXHe, TOMKUE,
IJIOXO PACTYLIME BOJIOCHI U HOT'TH)

- CHI)KCHHE MBIIICYHON CHIIBI B KOHEUHOCTSX
- CMIa3Mbl B UKPOHOXKHBIX MBIIIIAX, KaPMaJIbHBIN CIIa3M
- apeOpuITbHBIC TOHHYECKUE CYOPOTH

- crieruUIecKue MPU3HAKKA KOKHOM KaablIH(pUKAIUU (JICTI03UTH KPUCTAIIJIOB
KaJIbII1s)

- aHFYHHpHBIfI CKJ'IepI/IT 1 BBISIBJICHUEC ACITIO3UTOB KpI/ICTaJIJIOB KaJIbIUsia B CKJ'Iepe
ITaTorenes.

B pesynbprate motepu aeictBytonux Hedhporos npu XbII npoucxoant cHmkeHne
CIOCOOHOCTU TOYKHM IKCKpeTupoBaTh ¢ocdarsl. [loBeiienne ypoBHs (ocdaToB
CBIBOPOTKH CITY>KUT CUTHAJIOM JJISl BKIIFOUEHHU S KOMIIEHCATOPHBIX MEXaHU3MOB, Tak,
dakTop pocta ¢pudpoodiactoB 23 (FGF23, ropmon docharoHuH), CUHTE3UPYEMBbIii



ocTeoUUMTaMU M OcTeodsacTaMd B OTBET Ha runeppocPaTeMuio, CHHKAET
peabcopbito P B mpoKCMManbHBIX KaHAJIbLAX M MOJABISAET AaKTUBHOCTH
larunpoxcunasel, Tpanchopmupyromeir 25(OH)D B 1,25(0OH)2D, ymenbmas D-
3aBUCUMYIO abcopOuuio P B kuiieuHnuke. braromaps 3ToMy KOMIIEHCATOPHOMY
MEXaHU3MYy YpPOBEHb P CBIBOPOTKM UIMTENIBHO OCTAeTCs B Mpeenax HOPMBI, a
CBUJETEICTBOM HU30BITOYHOM (ochaTHON HArpy3KH SBISETCS IOBBIIICHUE
dbpakuronHoit skckpenuu P ¢ mouoi. IloCKOIBKY MOCTOSTHHO MOBBIIICHHBIH
ypoBeHb FGF23 HeobOxomum 115 moaaepxKaHUs HOPMAJIBHOTO CHIBOPOTOYHOTO P,
HEN30€XKHO MPOJIOHTUPYETCS MOIABIIEHUE CUHTE3a KaIbIUTPHUOIA, YTO MPUBOIUT K
cHkeHuto abcopOuum kanpuusa (Ca) U pa3BUTHIO THUMNOKAIbLIMEMUHU. Takum
oOpaszom, HadabHBIM coObITHEeM pa3Buths MKH Hapsny ¢ moBblllieHHEM YpOBHSI
CBIBOPOTOYHOTO P M CHM)KEHHMEM CHHTE3a KaJbLIUTPUOJIA CUUTAETCS MOBBIIICHHE
nponykuuu FGF23. Jlebunut kanbiuTpuosia (¢ mocieayoiei TunokaibiueMuei)
BO3HUKAET HE TOJILKO BCleACTBUE UHIrnOupytomero BiausiHus FGF23 na aktuBHOCTH
la-ruapokcunasel, HO Tak K€ OOYCIOBJIEH MPOrPEecCUPYIONICH AecTpyKuuen
TPOKCUMAJIbHBIX KaHaJbLICB (mecta oOpa3oBaHus KaJIbIIUTPHUOJIA),
JIOTIOTHUTENIBHON  cyrnpeccuedt  la-TuapoKcuiasbl — alua030M, HEKOTOPBIMU
HAKATUITMBAIOIIUMUCS TIPU YPEMHUHM COCAMHEHUSAMH (KCAaHTHH, MOYeBas KHUCIIOTA),
CHI)KEHHEM 3allacoB MPEIIIECTBEHHUKOB KalbIUTPHONA (XoJeKalbludepo,
Aprokajbiiudepost) u3-3a HyTPUTUBHBIX MPoOJIeM U Ap. [ UIloKaIbIueMusi, B CBOIO
ouepellb, 3aIyCKaeT ellle OJUH BAKHBI KOMIIEHCATOPHBIA MEXaHWU3M — IOBBIIIAET
cekpeunto  maparupeougHoro  ropmona  (IITT)  rnaBHBIMM — KIIETKaMH
napamuToBuaHbIX kene3 (ITHK). [lognepxanue ypoBHa Ca CBIBOPOTKH B Y3KUX
npenenax KpailHe Ba)KHO [IJI1 HOPMaJIbHOTO (YHKIIMOHUPOBAHHS BCEX CHCTEM
opraHusMa (Mpexae BCEro CepleyHO-COCYANCTON M MEpeladyd CUrHajia B HElpo-
MBIIIEYHBIX CUHAICaX). beicTpoTa BoccTaHOBIEHU oTepb Ca OCyHIECTBIAETCS 3a
CYeT pe30pOIHH KOCTHOM TKaHM (JIETKOJIOCTYMHOTro pesepByapa Ca B opranusme)
o BozaencteueM [ITI, CTUMYITUPYIOIIETO OCTEOKIIACTHI, M, BO BTOPYIO OYEPEb,
3a CYET aKTUBalUU 1a-TUAPOKCUIIA3bl, MOBBINIEHUSI CHHTe3a D-TopMoOHa U
yBelIMYeHusl KkumeuyHo abcopbmuu Ca. [{ns BeiBeneHuss u30BITOYHOTO P,
BBICBOOOXIAIOMIETOCSA U3 KOCTH M BCACBHIBAIOIIETOCS B KUIICUHUKE MAPAIIIEIBHO C
Ca, ITTT o6nanaet dhochaTorndeckumu cBorictBamu U, mogoono FGF23, camkaer
peabcopbmto P B mpokcumanbHBIX KaHaiblaxX. [loBblmaromascss 1o Mepe
MIPOTPECCUBHOM MOTEPU IOYEYHOW MMAPEHXMMbl Harpy3ka P mnpuBomut k Bce
Bo3pacratouieid runeprazun [MIIDK ¢ runepcekpeuuneit [T u dopmupoBanuio
aneHoMbl. [locTossHHOE TIOBBIIIIEHWE OOMEHa M PEMOCIUPOBAHUS KOCTH BEIET K
HapyLICHUIO0 €€ apXUTEKTOHWKH, CHWKCHHI0 MHUHEPAIM3ALUU M MPOYHOCTH, UTO
MOBBIIIAET PUCK U YACTOTY MEPETOMOB.



Jquarnoctuxka MKH npu XBII

|. buoxumuueckue noxaszamenu: KOHTPOJIb CBHIBOPOTOUHOTO YPOBHS KasbIlus,
docdhopa, mapaTUpeoOUHOTO TOPMOHA M AKTUBHOCTH IIEJIOYHOM (ocdarassl
HaunHas ¢ XbII 3a craguu. Y nereii HauMHaTH HAOJIIOAEHUE C 2 CTaUH.

Pa3yMHBIMU HHTEpBaTaMi MOHUTOPUHIA MOTYT OBITh:

- ipu XbII c1. 38— 3b: chiBOpOTOUHBIN Kanbluil U pocdaT kaxasie 6—12 mecsues; u
s [ITT Ha ocHOBE MCXOQHOIO ypoBHSA U nporpeccuposanus XbII.

- ipu XbI1 ct. 4: ypoBeHb kanbius 1 ¢pocdara B CLIBOPOTKE Kaxable 3—6 MeCAIIeB; U
i ITTT kaxnapie 612 Mecsiies.

- npu XBII 5: ayst ceiBopoTouHOTO Kanmbius u dhocdata kaxapie 1-3 mecsina; u s
IITI" xaxxnwele 3—6 MecsIIEB.

- pu XBII ct1. 4 — 5: qy1s1 akTUBHOCTH T1IeTouHOM (hocdaTasbl kaxpie 12 Mecsies
WJIM Yallle MPU NOBBIIEHHOM coaepkanuu [1TT.

- y nauueHToB ¢ XbII, nonyyaromux seuenue ot XbII-MbBJI, nnu y koTopsix
BBISIBJICHBI OMOXMMHUYECKHE OTKJIOHEHUS, LIEJIECO00PA3HO YBETUYUTH YACTOTY
U3MEPEHUH U1 OTCIEKUBAHUSI TEHACHIMH, 3 ()EKTUBHOCTH JIeYeHUS U TOOOYHBIX
3¢ ekToB.

- y martueHToB ¢ XBII cT. 3a — 5 usmepsats yposuu 25 (OH) D (kanbumuanona) u
OTIpEIENSITh MOBTOPHOE TECTUPOBAHNE HA OCHOBAHWHU UCXOHBIX 3HAYCHUH U
TepaneBTHUecKUX BMematesbeTB (2C). KoppektupoBars aedunut u
HEJ0CTaTOYHOCTh BUTaMUHA D, UCTIONB3ys CTpaTeruu JIeueHusl,
PEKOMEHIOBaHHbBIC ISl HACEJICHUS B IIEJIOM.

Il. Juacnocmuxa cocmosinuti Kocmuot mrauu:

- y mariiedToB ¢ XbII cT. 38 — 5 ¢ mpuznakamu XBII-MB]] u / unu ¢pakropos
pHCKa 0CTeoIopo3a Mbl npeiaraeM rectuposanue MIIK st onenku pucka
repesoMa, €CJy pe3yJibTaThl MOBIUAIOT HA pelIeHus o JeueHuu (2B).

- y mariieHToB ¢ XbII cT. 38 — 5 nenecoo6pa3Ho BHIMTOTHUTE OMOTICHIO KOCTH, €CITU
3HAHHE TUTIA IOYEYHON 0CTEOANCTPO(HH MOBIUAET HA PEIICHUE O JICUCHUH.

- y marmieHToB ¢ XbII cT. 38 — 5 MBI IIpeIaraeM UCIoIb30BaTh U3MEPEHUS
ceiBopoTouHoro [ITT mnm kocTHOU criennduaeckoii menouHoi GpocdaTasbl s
OLICHKH 3a00JIeBaHUsI KOCTEH, OCKOIbKY 3aMETHO BBICOKHE WUJIM HU3KHE 3HAYCHUS
MPEeICKa3bIBAIOT OCHOBHOM 0OMEH KOCTHOM TKaHH.



- U3MePAITh IIuHY Tena muajneHues ¢ XbII cT. 2 — 5 He pexxe ogHOro pasa B
kBapTai, a y aeteit ¢ XbII cT. 2 — 5 cneayer oneHUBaTh JMHEHHBIN POCT HE pexke
OJIHOTO pasa B I'oJ.

. Juacnocmuka kanoyugurxayuu cocyoos:

- y narieHToB ¢ XbBII cT. 38 — 5 pexomeHayeTcs UCToIb30BaTh OOKOBYIO
PEHTTEHOTpaMMYy OPIOITHON TIOJIOCTH JJIs BBISIBJICHHUS HAJIMUUS WIH OTCYTCTBUS
KaJIbIIU(PUKAIIIN COCYIOB, a 9XOKAPAHUOTPAMMY MOXHO UCTIONIB30BaTh AJIs
OTIpeIeTICHUS HATMYHS UIIH OTCYTCTBUS KaTbIIU(PUKAIIUN KIAaHOB B KA4eCTBE
pa3yMHOH aJIbTEpPHATHUBBI KOMITBIOTEPHOI TOMOTpaduu

Crparteruu B ynpasJjennu runogocdaremuei

- CHIDKeHHE TToTpeOenus (orpanudenue gocdopa B 1ueTe)

- yBeIIMueHue duMuHaImu pocharton

- yMeHbleHue abcopounu GocdaTtoB B KuieuHuke (CBsizbiBanue pocdaron)
- CHH)KEHHE MOOMIIN3aIu U3 KOCTH (KaabluMuMeTuku, [1TD)

- KOHTPOJIb IPUMEHEHMsI BUTaMuHa D

Jleuenne MKH-XBII

HampaBieHo Ha CHIKEHHE BBICOKOTO ChIBOPOTOUYHOTro (hochopa u moamepkanue
CBIBOPOTOYHOTO KaJIbITHSI.

1. Ocpanuuenue nompebaenus gpocpamos ¢ nuwyet

OcHOBHBIM UCTOYHUKOM (ocdaToB siBisieTcst 6esok. [Ipy MpeBHIIIEHNH 1IEIEBOTO
JIMANi030Ha CBIBOPOTOYHOTO (Qocdopa MOTpeOICHUE €ro ¢ MuIeld Ccraeayer
orpannuuth a0 800-1000 Mr/meHs ¢ KOppekiued Ha MHUIIEBYI MOTPEOHOCTH B
Oenke. Pexomenayercs moTpeOieHHE TMPOAYKTOB TMUTAHUS C OTHOIICHUEM
docdarei(mr)/6enok(r) MmeHee 12 mr/r, ¢ GOJIBIIUM KOJIMYECTBOM PACTHTEIBHBIX
OClIKOB, OTCYTCTBMEM WJIM CaMbIM HHU3KHUM COJEPKaHUEM HEOPTaHUYECKUX
¢docharoB B MUIIEBBIX T0OABKaX.

2. Vmenvwenue abcopoyuu occhamos 6 ruweunuxe pocham-cesazvisarouumu
npenapamamu

- y manueHtoB ¢ XbBII cr. 3a-5 HeoO0XoAuMO MOHMXKATh MOBBIIICHHbIE YPOBHU
dbochopa B cTOpoHY HOpMATBLHOTO JAHAIIa30Ha

- y marueHToB ¢ XbBII cT. 3a-5 pemenus o ®CII neyennn 10MKHBI OBITH OCHOBaHBI
Ha MPOrPECCUBHOM TMOBBIIIIEHUH WJIM TTOCTOSTHHO TTOBBIIIIEHHOM ypoBHE (pocdopa



- y JeTell pa3yMHO OCHOBBIBaTb BBIOOpP (ocC(aT-MOHMKAIOIIETO JEUYECHHUS,
OpPUEHTUPYACHh HA YPOBHE CHIBOPOTOUHOI'O KaJIbLIMS

- JaIe IpUMEHSIOTCS KapOOHAT KaJbIUs U aleTaT KalbIus, TP Ha3HAUYCHUN dTHUX
MpenapaToB CIEAyeT YUUTHIBATh, UTO 00IIee TOTPEOICHHIE 2IEMEHTAPHOTO KaTbITHSI
He J0JkHO npeBbimaTh 200% cyrouHnoi motpedHocTH, He Oosee 2500 mr/cyT ais
MOJIPOCTKOB

- y nauuenToB ¢ XbBII cT. 3a-5 pexomenayercs u3derarb JJIUTEILHOTO NPUMEHEHHUS
amoMuHUi-conepxkamux OCII

Koppexyus yposnsa napamupeouonozo copmoua.

- pexomenayercs uzderars ypoBHs [ITI Huxke 1eneBoro quanasoHa ¢ Heibo
PO UIAKTUKN Pa3BUTHUS aITUHAMUYECKON 00JIE3HU KOCTH, KOTOpasi pa3BUBAECTCS
U3-32 YTHETEHHs OCTEOKJIACTOB M 0CTE00JIaCTOB, CHUXKEHHSI CKOPOCTH
oOpa3oBaHus OCTeOU 12

- y nauueHToB ¢ XIIH cr. 3a-5 ontumansHeiil ypoBeHs IITI He uzBecteH. Tem He
MeHee, y nanueHToB ¢ ypoBHsiMU UIITI" nporpeccuBHO HapacTarOIMIMMU HIIH
YIIOPHO MPEBBIIAIOIIMMHI BEPXHHUE IPAHUIIBI HOPMBI JOJIKHBI OBITH
IpOoaHaIN3uPOBaHbl MOAUGULIUPYEMbIE (PAKTOPHI, B TOM YHCIIE
runepdocdaremus, TUIOKAIBIIMEMUs, BBICOKOe nmoTpedneHue hocdopa u geduiur
BuTamMuHa D

- y martueHToB ¢ XBII 5 cr., Tpedyromux [1TT -cHmxkarome tepanuu,
PEKOMEHAYIOTCS KAIBIIUMUMETUKH, KaTbIIUTPUOJI WM aHAJIOTY BUTamMuHa D unn
KOMOMHAITMIO KaJIbIIUMUMETHKOB U KaJbIIMTPHOJIA WK aHAJIOTOB BUTaMuHa D.



Il. AHeMuu npu XpoHNYeCcKOil 00J1e3HN MOYEK.

Anemuss — CHUHAPOM, TPU KOTOPOM OTMEYAETCS CHIKCHHE KOHIICHTPAIHH
reMoriioonHa B KpOBHM, 4Yalle TMPH OJHOBPEMEHHOM YMEHBIICHUH 4YHCIa
SPUTPOLIUTOB WM OOILEr0o 00beMa 3PUTPOLIUTOB.

7Kano0bl M KIIMHUYECKHE CUMIITOMBI.

Yacto A CHTHI 06pama}0Tc;1 K Bpady B CBA3U C CUMIITOMaMHU aHCMHH, TaKHC
KakK 6JICI[HOCT]':: KOXXHBIX ITOKPOBOB U CIIM3UCTBIX O6OJIO‘I€K, HE 3Has o0 3a00JIeBaHUU
ITOYCK.

Knuanueckumu MPOABJIICHUAMU aHCMUH TIPU XBII aBasiroTcs:

- YTOMJIIEMOCTh
- COHJIMBOCTD

- MBIIIICYHAs CI1a00CTh

- OJIBIIIIKA

- 0onu B cepale

- cepieOueHNE U TaXUKapaus

- MOBBIIIICHHAS YYBCTBUTEIBHOCTD K XOJIOTY
- TOTEPS aIIETUTa

- HapyIIeHHe MaMITH U KOHIICHTPAIlU!

ITaTtorene3s pazutus anemuu npu XbII

Pa3zBuTne anemuu mpu XpoHUUECKON 0OJIE3HU MOYEK 00YCIOBICHO HAPYIICHUEM
BBIPA0OTKHU IPUTPOTIOITHHA B TIOUKaX. TsHKECTh aHEMUU KOPPETUPYET CO CTEMEHBIO
HapylieHus: GyHKIUU MoYeK. B maTorenese aHeMun UrparoT pojb ASPUIUT KeIe3a
M TIOBBIIICHHBI YPOBEHb BOCHAIUTEIbHBIX IIUTOKWHOB. AHEMUSl SIBISETCS
MPEAUKTOPOM Pa3BUTHUSL THUNEPTPOPUU JIEBOTO IKEIYJOUKa, aCCOIUUPYETCS C
YXYILIEHUEM KaueCTBA >KU3HU, POCTOM KapAWOBACKYJSPHBIX OCJIOXHECHUN W
YBEJIIMYEHUEM YaCTOThI rocnuTanu3anui. [loBpienne Harpy3ku Ha CepJILe 3a CUET
TaXUKAPIUU U YBEIMYCHUS yIapHOTO 00beMa, 00yCIOBICHHBIX aHEMHUECH, BBI3BIBACT
MOYCYHYIO Ba30KOHCTPUKITAIO U 3aIEPKKY KUIAKOCTH. Takum oOpa3om, BOSHUKAET
MOPOYHBIN KPYT, B KOTOPOM 3aCTOMHAs cepiedHasi HEOCTaTOYHOCTh, 3a00JICBaHIE
MOYEK U aHEeMUS B3aUMHO YCYTYOJISIIOT IpYyT JIpyra.

Yacrora OIpeEaAc/]ICHUA YPOBHS reMorji00MHa

[Tatmentam ¢ XbBII cnegyer perynsipHo MpOBOAUTH TECThl HA AHEMHIO, TaK KaK
0 MEpe CHIKEHHUSI CKOPOCTH KIyOOUKOBOM (uiabTpanuu HaOIr01aeTCs
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MIPOTPECCUPYIONIEE CHUKEHHE YPOBHS FeMOIVIOOMHA, yKa3biBas HAa MOTPEOHOCTH B
peryasipHOM HaOJIIOJIeHUH 3a ero ypoBHeM. Ha yacToTy MOHUTOpUHTa reMorjio0nHa
He3aBUcUMO OT cTaauu XBII A0mKHBI BIMATH YypOBEHb I'€éMOINIOOMHA (TO €CTh,
OoJiee yacToe omnpe/esieHue aJIeKBaTHO Yy MAIMEHTOB C 00Jiee TSKEIOM aHeMHUe) 1
CKOPOCTh CHIDKEHUSI YPOBHA remoriioonHa. [To Mmepe cHmkeHust QYHKIIUU TTOYEK U
y manueHToB ¢ 6ojee naneko 3amenment craguerd XbI1 yacTtoTa BOSHUKHOBEHUS U
paclpoCTpaHEHHOCTh aHEMHUU BO3pacTaeT. Takum o00pa3oM, Jis BBHISBICHUS
nanueHToB ¢ XbII, KoTopble HYKIAHTCSI BO BMEIIATEIBCTBE B BUJIE IIPUMEHEHUS
xenesza, DCC unu naxe TpeOyrOT TpaHcdy3uu, HeoOXoauMa OoJiblas 4acToTa
ompeesieHus ypoBHs remoriioonHa Ha 6osiee mo3auux craausx XbII. bonee wactoe
OTpEeNIeJICHUEe TeMOIrJIO0MHA PEKOMEHIYEeTCS y TAaIlMeHTOB C aHeMUeH, He
nonydaromux ICC, ¢ XBII 5 Ha remonnanuse U Ha NEPUTOHEATTBHOM JTHAJIN3E: T10
MEHBIIEN Mepe, €KEMECIUHO JJIsI MAIMEHTOB Ha T€MOINAaIN3€ U, IO MEHBILIEN Mepe,
KaXJIble TPU MECAIla Yy MAIMEHTOB HAa NMEPUTOHEAILHOM auanu3e. Y MalMeHTOB C
XBII 5 Ha remoguanuse aHAIU3 KPOBU TPAAULIMOHHO BBIMTOJIHSIETCS MEPE] CEAHCOM
Iyaau3a B CepeuHe HeIenu. XOTS ATO W HeoOs3aTelbHOe TpeOOBaHME, €ro
BHITIOJIHCHUE YMCHBIIUT BapualOelbHOCTh 3HAYCHUH TIeMOorjoOMHa u3-3a
JUTUTENILHOTO TIepephIBa MEXY MTOCIEHUM CEaHCOM Ha OJHOM HEeJesie U IEPBbIM —
Ha cienyromied. Kak W y BcexX MalMeHTOB, OLEHHWBATh YPOBEHb IeMOTiIoOHMHA
CIEAYeT U 10 KIMHUYECKUM II0Ka3aHUAM: I0CJIE 3HAYUTENIbHBIX XUPYPIUUYECKUX
BMEIIATEIbCTB, TOCIIUTAIN3ALUHI, SIIU300B KPOBOTCYEHUM.

JAunarnocTuka anemuu npu XbII
V¥ B3pocnbix u nereit crape 15 ner ¢ XBII:
- y myskund Hb < 130 r/n
- y kenmuH Hb < 120 /i
Y neren ¢ XbII:
- 6 mec. — 5 et Hb <110 1/n
-5-12 et Hb < 115 /i
- 12-15 et Hb < 120 1/n

Jasa naunenToB ¢ XbII u anemmueil B nepBu4HoOe 00c/1eJ0BaHNE BKIKYAKT:
1. Knunuuecxuu ananuz kpoeu:

JlaeT undopManuio o TSIKECTH aHEMHH, KOTOpasi OyJeT OIIEHUBAThCS 110
reMOTJIOOMHY U aICKBAaTHOCTH PEAKIIMM Ha HEE KOCTHOIO MO3Tra. AHEMHUs IIpH
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XBII oTHOCUTCS K aHEMHSIM XPOHUYECKUX 3a00JI€BaHUM U, KaK MPaBUIIO,
runomnpoudepaTuBHas, HOpMOXpOMHasi U HopMoLTapHas. Jepuuur gonaTos u
BUTaMuHa B12 MoeT nmpuBecTH K MaKpOLIUTO3Y, a IEPUIUT Kee3a U
BPO’KJICHHbIE HAPYIICHHSI CHHTE3a FeMOriI00MHa — K MUKpouuTo3y. deduuur
YKeJIe3a MPOSABIISIETCS TUIOXPOMUEN. MakpOLUMTO3 C JIEUKONIEHUEN WUITH
TPOMOOIMTONEHUEN YKa3bIBAET HA T€HEPATIM30BAHHOE HAPYILIEHUE FeMOI033a.
Huskas spurpornostudeckass akTUBHOCTD CBsI3aHA C HEAOCTATOYHOM CTUMYJISILIMEN
SPUTPONIOITUHOM, UTO XapaKTepHO s anemuu npu XbII. Dpurponostudeckas
npoaudepaTiBHas aKTUBHOCTb OLIEHUBAETCS 110 a0COIIOTHOMY YHUCITY
PETUKYJIOLUTOB.

2. Cocmosnue obmena xcenesda

Haubonee yacrast npuMeHsiemMasi OlIeHKa 3a1acoB keje3a — ypOBEHb
ceiBOpoTOUHOTO (hepputnHa. Ero ypoBenbp menee 30 MKI/J yKa3bIBaeT Ha TSAKEIbIHA
nedULUT Kelle3a U OTCYTCTBUE 3aM1acoB ’keje3a B KOCTHOM MO3Te, a BeJIMYMHa
dbepputuHa BbIte 30 MKI/J1 CBUAETEIBCTBYET O HATUIYUU HOPMAIbHBIX U
aJICeKBaTHBIX 3al1aCOB XKEJE3a.

Haceimenue tpanceppruna — HanboJsiee 4acTo UCIMOJIb3yeMasi Mepa IOCTYITHOCTH
Kelesa i SpuTponod3sa. Ha ero ypoBeHb BIHSET BOCTalieHHUE, OH SIBISIETCS
«PEAKTaHTOM OCTPOl (azbi».

3. Bumamun B12 u ¢ponamol

Hedunut donaroB u BuTamMmuna B12 — Hedacrtas, HO BaxkHasi KOppeKTUpyemas
NPUYMHA AHEMUH, COUETAIOMIASACS C MAKPOIIUTO30M.

4. Jlononrnumenvhble mecmol

B 0c00BIX KIMHMYECKUX 00CTOSITEILCTBAX MOTYT OBITh 11€71€CO00pa3HbI M IPYTHE
TecThl. Harpumep, ipu mo103peHnH Ha CKPBITOE BOCIIAJICHHUE ITPOBOIST
n3Mmepenue C-peakTuBHOTO OemKa.

5. Uncmpymenmanvhoe obcnedosanue

HcTomenune 3amacoB kese3a v ero 1eQUIUT MOTYT OBITh CBSI3aHBI C KPOBOIIOTEPSIMHU
yepes JKeIyJOYHO-KHUIIEYHBIM TpakT. Y manueHToB ¢ XbII BO3MOXHBI U npyrue
npuunHbl. Hanpumep, reMmoaraiu3Hblil NallMEHT MOXKET CTPajgaTh OT MOBTOPHBIX
KpOBOIIOTEPH BCIIEICTBUE 3aJE€PKKU KPOBU B IHaIU3aTOpe U Maructpaisax. Kpome
TOTO, Y FeMOJUATU3HBIX U Apyrux nanueHToB ¢ XbII npuunnamu neduuurra xxenesa
MOTYT CTaTh YaCThIA 3a00p KPOBH, KPOBOMIOTEPH MPU XUPYPTHUECKUX TPOIETypax
(TakuX KaK CO3/IaHHe COCYUCTOTO JIOCTYIIA), BIUSHUAC Ha a0COPOITHIO Kelle3a TAKUX
MEJIMKaMEHTOB KaK MPOTHUBOSI3BEHHbIE M (oc(haT-cBsA3bIBAIOLIME IpenapaThl, a
TaK)Xe CHUKEHHasi abcopO1us kese3a BCIAeJCTBUE BOCTIATICHMUS.
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Hcnonb3oBanue xeiie3a npu Jeyenuu anemuu npu XITH.
Jleuenune npenaparaMu xeJjiesa.

I. Ilpy Ha3HAUEeHUH TEpANUM KEIE30M CIEAYET COOTHOCUTh MNOTCHUHAIbHBIE
MPEUMYIIECTBA MPEIOTBPAIICHUS WJIM MHWHUMHU3AIUMUA TIEPEIMBAHUN KPOBH,
tepanmui JCC U CBSI3aHHBIX C AHEMHUEW CHMIOTOMOB - C pHUCKaMHU Bpeaa s
OTJICJIbHBIX TAlUCHTOB (aHaUIAKTOWAHBICE WU JAPYTHE OCTpPhIE pEaKIluw,
HEU3BECTHBIE TOJTOCPOUHbIE AP DHEKTHI).

2. Y namuenrtoB ¢ XbII u anemueid, He MOTy4YarouX Tepanuto xeae3om uinu ICC,
PEKOMEHyeTCsl TPOBECTH MPOOHYI TEpanuid BHYTPUBEHHBIMH TMpenapaTamMu
xene3a (miam 1-3 MecsuHbIi Kype MepopaibHBIX MPEnapaToB jKejie3a y MaiueHTOB
Ha goauann3ubix craausx XbIT):

- JKEJaTeNIbHO JOOUTHCS YBEJIMUYEHUS KOHLIEHTpalUM TreMorjoOuHa 0Oe3 Haudasa
tepanuu ICC

- HTC (TSAT) <30% u ¢pepputun <500 Hr/mn (MKr/m1)

3. ¥ nmauuentoB ¢ XbII Ha repanun 3CC, KOTOpbIe HE MOTYYaAIOT JOMOIHUTEIbHYIO
TEPAIUIO JKEJIE30M, MbI IIPEAJIaraeM IpOBECTH TPOOHYIO TEPAINIO BHYTPUBEHHBIMU
npernaparaMu kesuesa (Win 1-3 MecsuHblil Kypc NEpOpaJIbHBIX MIPENApaToB Kele3a
y HallUeHTOB Ha JoAuaIu3HbIX ctaausax XbII):

- JKeJaTeIbHO HOOUTHCS YBEIWYEHHUS KOHIIEHTpAIlMU IeMOTJIOOWHA WU CHHU3UTH
no3y 9CC

- HTC (TSAT) <30% u ¢pepputun <500 ur/ma (MKr/i)

4. Y marueHToB ¢ goauanu3Hoi craguei XbII, KoTopeiM TpeOyeTcss BOCTIONHEHHE
’Kenes3a, BRIOMpanTe MyTh BBEJCHUS JKeJie3a, OCHOBBIBASICh HA TSHKECTH AedulInTa
Kene3a, HAIMYUU BEHO3HOTO JIOCTYIA, OTBETE Ha MPEIIISCTBOBABIIYIO TEPAIHUIO
MepopabHBIMA TIpemapaTaMy, HAIWYUU TOOOYHBIX A(P(EKTOB TpU JIECUCHHUH
MepopabHBIMA W BHYTPMBEHHBIMU IMpenapaTamMi, NPHUBEPKEHHOCTH MaIMeHTa
JICYCHHUIO M CTOUMOCTH JICUCHUSI.

5. PykoBoacTByiiTECH B MOCIEAYIONIEM IPUMEHEHUH MTPENAPATOB KeJie3a OTBETOM
reMOrJIO0OMHA Ha MPOBEJACHHYIO TEPANMIO KEJIE30M, HATMYUEM MPOAOJIKAIOIINXCS
MOTEPH Kele3a, pe3ysibTaTaMu TecToB Ha 3anackl xkene3a (HTC — TSAT u ypoBHeM
dbeppuTHHa), KOHIICHTpaIMel reMmorioonHa, oTBeToM Ha Tepanuto DCC 1 uxX 1030M,
MPOUCXOAIIUM M3MEHEHHEM KaXJO0ro MapaMeTpa U KIMHUYECKHM COCTOSHHEM
MalKueHTa.

6. s Bcex nereit ¢ XBII ¢ anemueit, He HaXOoAAIUXCS HA Teparuu xene3oM u DCC,
MBI PEKOMEHIyEM MepopabHBIE MpemnapaThl kene3a (MW BHYTPUBEHHBIC - IS
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nanueHToB Ha remonuanuse), ecinu HTC (TSAT) <20% u pepputun <100 Hr/mn
(MKr/m).

7. Hnsa Bcex npereit ¢ XbBII ¢ anemwueit, Haxoasuuxcs Ha Tepanuu DCC u He
MOJIyYAKOIINX MpenapaToB Kejle3a, PEKOMEHAYIOTCS NEPOpaJbHBIE MpPENnapaThl
xene3a (WM BHYTPUBEHHBIC - JJIsSl TAIIMEHTOB HA TeMOJIMAIN3Ee) IS TIOIIePKAHUS
HTC (TSAT) >20% u ¢pepputuna >100 Hr/ma (MKr/i).

Jleuenue ¢ nomombo JCC.

1. IManiuentamu ¢ XbII u anemueit npu remoriaobune ke 100 r/a pekomeHyeTcs
HazHaueHue DCC nJis TOCTUKEHUS 1IEJIEBOTO YPOBHS T€MOTJI0O0MHA.

2. Be16op 11€71€BOT0 YPOBHS IeMOIJIO0OMHA U MTapaMeTpa, MPU KOTOPOM HAUMHAETCS
tepanus DCC, y Kax0ro NalueHTa sSBIsSeTCs MHANBUYATbHBIM U OTIPEICIISIeTCS
MHOTHUMH KIIMHUYECKUMH (paKTopaMu. Y JIeTei 11eJIeBOM YPOBEHb reMOrIo0nHa
cocrasisger ot 110 go 120 /.

3. OCC BBOIATCS BHYTPUBEHHO WUJIM MTOAKOYKHO Yy IMAIIUEHTOB Ha TEMOJUAIIN3E, Y
OCTJIBHBIX CIEAYET BBOAUTH MOAKOKHO.

4. OpuentupoBoyHas HadanbHas 7032 ICC KOPOTKOTo AEHCTBUS
(pexomOuHaHTHBIN yenoBedeckuit I110) cocrapmser 50-100 En/kr 2 paza B
HEJEIIO.

5. YacroTa BBeJieHUS JOJIKHA MOI0MPAThCS MHANBUAYAJILHO HA OCHOBE OI[CHKU
craguu XbII, pexxuma nedenus, ra¢pdexruHocT U Tra ICC.

6. LlemeBast CKOPOCTH MOBBIIIICHUS YPOBHS reMoryioonHa cocrapiseT 10 1/ 3a
nepsbie 2 Hepenu. Eciu yBenndeHne ypoBHS TeMOTJIO0MHA TPOUCXOUT
HEJIOCTATOYHO OBICTPO, CICAYET YBEIUUUTH 03y Ha 25%. Y MalleHbKUX AeTei
MOBBIIIICHUE YPOBHS reMOTJIO0MHA MOXKET HAUMHATHCS TI03KE, TOITOMY
yBenuueHue 10361 DCC mpoBOIUTCS, €CIM YPOBEHb N'€MOTI00MHA HE TTOBBIIIAETCS
Ha 20 1/ 3a 8 Henenb.

7. CHIKEHHE JT03bI MPOBOAUTCS MPHU MPUOIMKEHUU TEMOTIIOONHA K ypoBHIO 120
r/n (110 r/n y nereit g0 2 5eT) win MpU CKOPOCTH pocTa BhIlie, yeM Ha 10 /1 3a 2
HEJIETH.

OneHka cocTOSTHUSA o0MeHa JKeJie3a.

1. OueHuBaTh cocTOsIHUE OOMEHA KeJe3a HE0OXOAMMO KaxKIble 3 Mecslla Tepanuu
OCC, a Takxe U1l pelIeHHs O CTapTE UIK MPOIOHKEHUN TEPAIIUU KETIE30M.

2. OueHuBaTh COCTOSTHHE Yalle MPU HAdaJle Tepanuu Wik yBeandeHuu 10361 JCC,
MpY HAJIMYAM KPOBOIOTEPb, MNPHU OLEHKE OTBETa HA TEPANMUIO IMOCJIE Kypca
BHYTPUBEHHOT'O >Ke€Jie3a W MpHU JAPYTHUX OOCTOSTEIhCTBAX, KOI/a 3amachl Keje3a

MOIr'yT HCTOIIATBCA.
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3akJIroueHue.

XpoHHuyeckass 00JIe3Hb MOYEK MPOSIBISIETCS CTOMKUM HapyLIEHUEM MOYEHYHOU
(yHKIMH, YTO B CBOKO OYEPEAb CIOCOOCTBYET PAa3BUTHUIO KaK AHEMHH, TaK H
MHUHEPAJIbHO-KOCTHBIX ~HAPYHWIEHWH. OTH COCTOSIHAS MOTYT IIPUBECTH K
YTPOKAIOLINM KU3HHA COCTOSTHUSIM.

OyeHp BaXHO KaKk MOYKHO DPAaHbIIE 3allOAO3PUTh M JTHATHOCTUPOBATH IAHHBIE
coctosinua. OHM TpeOyIOT MOCTOSHHOW HAaCTOPOKEHHOCTH, MALMEHTHI JOJIKHBI
MPOXOJIUTh PETYJISApHbIE O0O0CIEIOBaHUS C OLEHKOM KIMHUKO-1a00paToOpHBIX
JTAHHBIX, a TaKXe€ IOJBEPraThbCsi BTOPUYHBIM MPOPUIAKTHUECKUM M JIEUeOHBIM
MEPOIPHUATHUSIM.
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