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Hacrosias MHCTpYKIMS NO NMPUMEHEHUIO (J1ajiee — HHCTPYKIMS) MpeaHa3HaueHa
JUIS. Bpadye-TepaneBTOB, Bpadeil oOIIel MpakTHKU, Bpadyel-TacTpOIHTEPOJIOrOB, Bpadeii-
UH(DEKIIMOHUCTOB, MHBIX Bpayel-CHEIMAINCTOB, OKAa3bIBAIOIIUX MEIUIIMHCKYIO MOMOIIh
nalyeHTaM ¢ XxpoHudeckuMmu nqudy3asiMu 3adoaeBanusamu neuenu (X31IT).

HEPEYEHb HEOBXOAUMOI'O OBOPYJIOBAHUSA, PEAKTHUBOB,
CPEJICTB, U3/IEJINHA MEJJUIIMHCKOM TEXHUKH

1. MenuuuHCKasi TEXHUKA, OOOpYIOBAaHME [JI1 BBINOJHEHHUS OHOXMMUYECKUX
VCCIICIOBAHNM.

2. [1I]P-ananmu3arop.

3. HaGop st myHKITMOHHOW OMOTICHH TIEUEHHU.

4. MarauTHO-pe30HAHCHBIN ToMOrpad.

5. COOTBETCTBYIONINE AUATHOCTUYECKHUE HAOOPHI U PACXOAHBIC MaTEPUAIbI.

IHOKA3AHUA K NIPUMEHEHHNIO
Hanuune y nanmenTta XJI3I1 (He 3aBUCUMO OT 3THOJIOTUN).

MMPOTUBOINIOKA3AHUSA JJISI IPUMEHEHUSA
OTCyTCTBYIOT.

OIMUCAHUE TEXHOJIOT'MA UCITIOJIB30OBAHUSA METOJA

Jrtamn |. OnpeneieHue U OlleHKA MOKa3aTeJell MeTad0IM3Ma xKeJie3a

JlaHHBI 3Tanm BBINOJIHSAETCS BpayaMU-TepareBTaMH, Bpadamu OOILIEH MpPaKTHUKH,
BpayamMH CIELHAIMCTaAMU B aMOYJIATOPHBIX U CTAl[MOHAPHBIX YCIOBHUSX B OpraHU3alyd
3JIpaBOOXPaHEHUs, UMEIOLIEN JOCTaTOYHbIE JUArHOCTUYECKUE MOIIIHOCTH.

OCHOBHBIM KpUTEpPUEM OLEHKH METabOJIM3Ma jKelle3a sBIsieTcs JiabopatopHblid. O
Hannuuu CIDK cynar mo mpeBbIlIeHnI0 YpOBHS ChIBOpoTOouHOTO (epputrHa (CD) Gomee
250 mkr/n (ans xeHmmH — Oosiee 200 MKT/im), WMHAEKCAa HACHIIIEHUS TpaHceppuHa
xene3zom (HTXK) — Gonee 45%.

Bnauane onieHnBaeTcs ypoBeHb CBIBOPOTOUYHOTO (PEppPUTHHA.

[Ipu HopmanbHOM ypoBHe CD (20-250 mkr/n mns myxuuH U 20-200 mxr/m s
KEHIMH) JaJbHEWIas JAMarHOCTUKAa HapyIIeHUH MeTaloyM3Ma JKeje3a MpeKpaliaercs,
POBOJUTCS JICYEHUE COTJIACHO YCTAaHOBJICHHBIM CTaHJIapTaM. B panbHeiiieM maieHTam
PEKOMEHIyeTCsl KOHTPOJIb YPOBHS CHIBOPOTOUHOTO (heppuTHHA 1 pa3 B roJ.

B ciyyae OTKIOHEHHMI YpOBHS CHIBOPOTOYHOrO (DeppUTHHA OT HOPMBI ONPENEISIIOT
Jpyrue MoKa3aTesid MeTadom3Ma xelesa: cbiBoporouHoe xene3o (CXK), chBOpOTOUHBINM
tpanceppun (CT), oOmas xene30CBsI3bIBalOIas CHOCOOHOCTh CBIBOPOTKH KPOBHU
(OXKCO).

Jlanee mMpoW3BOAUTCS pacueT MHAEKCA HaChIIeHUs TpaHcpeppuHa sxene3om. [[ns
pacuera HTK B HacTosiee Bpemsi UCIIONIB3YIOTCS 2 (POpMYIIBI:

HTX = CK / OX)KCCx%100,
HTX = CXK/ CTx3,9.



ITpu coueranuu Huszkoro ypoBHs C® (<20 mkr/n) u ymenbmienus HTK (<20%)
JMArHOCTUPYETCS KeNe30Ae(PUIUTHOE COCTOSIHUE, MAMEHT HYXIAeTcsl B J0OOCIeI0BaHUN
JUISl yTOYHEHHS] TPUYMH U JICUCHUS] JAHHOTO COCTOSTHUS.

Huskuii ypoerb C® B codyeranuu ¢ HopMmaiabHbIM Tokazatenem HTXK (20-45%)
MOXET OBbITh OOYCIIOBJIEH MOJABJICHUEM CHHTETHMYECKOW (DYHKIIMM TedyeHH (HapylleHue
cuHTe3a Oenka gepputrHa). B 3TOM ciydae manmMeHTy peKoOMeHIyeTcsl Oa3ucHas Tepanus
X311 ¢ obs3aTenpHBIM KOHTpOJEeM ypoBHA CD B muHaAMUKeE.

Coueranne HTXK >45% u C® >250 mkr/n (6omee 200 MKT/JT 17151 )KEHIITUH) SBIISCTCS
npuzHakom CIDK. B sTtom ciyyae HEOOXOAMMO T€HOTUIUPOBAHHWE JUISl BBISBICHUS
mytanuii rena HFE (I stam).

Ozepanuuenus ucnonvzosanus HT2K u C® kax mapkepos CIDK

1. Huzkwuii ypoBenb CT Ha (oHe HapylIeHUs CHHTETHUECKON (YHKIUH MEYEHU WU
CcTaryca MHUTAaHUS MOXET NMPHUBOAUTH K HEAJAEKBATHO BBICOKMM mokaszarensm HTX. s
UCKJIIOYEHMsI JIO)KHOBbICOKOro pesynbrara HTXX Bcem manmeHTtamM  HeoOXoauMmo
napajuleJbHO OLEHUBATh CTaTyC NMUTAHUS M CUHTETUYECKYI0 (QYHKIUIO neyeHu. B ciydae
HapyIlIeHUs JaHHBIX MoKa3aTenel Bricokui ypoBeHb HTK nenecoob6pasHo paccmaTpuBath
KaK HE MPEBBIIAIOIINI HOPMY.

2.Ilpy HEKOTOPBIX COCTOSIHUSX (HEAJIKOroJibHas JKUpoBas OO0JE3Hb IICYEHHU,
MeTaboIMYeCKUid CHUHAPOM) eAMHCTBEHHbIM mpusHakoM CIDK wmoxeT ObITh BBICOKHIA
ypoBenb C®. OnHako wu30JMpoBaHHas runeppepputrHeMust (BbICOKH ypoBeHb CD B
codyeTaHuu ¢ HopMaibHbIM ypoBHeM HTIXK) MoXkeT ABISATbCS NPU3HAKOM aKTUBHOTO
BOCHAJIMTENBHOIO Mpouecca ao0oro rexHeza. HeoOxonuma OLEHKa HaauuMsl APYTHX
MIPU3HAKOB BOCIAJICHUSI, U B CITy4ae UX BBISIBJICHUSA 1eJeco00pa3eH KOHTPoJib ypoBHEH CD
u HTK B aunamuke (uepe3 1-3 mec.). Ilpu oTcyTcTBUM ApyruX NpHU3HAKOB BOCHATICHUS
W30JMPOBAHHAS TUNEpOEPPUTHHEMUS SBJISETCS TMOKa3aHUEM Jii HMHCTPYMEHTAIbHOU
JUarHocTHKU cuuaeposa rmeueHu (111 stam).

Jran II. MosekyasipHO-TeHeTHYeCKasi JuarHocTuka myranuii reaa HFE

JlaHHBIM STal BHITOIHAETCS BpadyaMy JaOOpPaTOPHOM JNHUArHOCTHKU B YUPEKICHUH,
o0JaiaromeM JOCTaTOYHBIMU MOUTHOCTSIMU IS MPOBEACHUS MOJIEKYJISIPHO-TeHETUYECKOM
JUArHOCTUKM  (IMarHOCTHYECKHE LIEHTPbI, HAYYHO-NPAKTHYECKUE ILIEHTPbI, HAy4YHO-
HccleIoBaTeIbCKue 1abopaTopuu u ap.).

Hunarnoctuka wMyrtanuii reHa HFE pekoMengoBaHa mnanweHTaM C  BBICOKHMU
nokazarensiMu CO nu HTXK (HTXK >45% u CO >250 Mkr/mn).

B cnyuae BbisiBneHuss romo3urotHod myrtauuum C282Y (renotun C282Y/C282Y)
BbIcTaBisieTcs: nuarHo3 HFE-remoxpomaro3a (nepBuunsiii CIDK). B 3ToM ciiydae M0KHO
cpazy mnepexoauTbh K ¢uedboroMun O0€3 MNYHKIIMOHHOW OWOICHM TI€UYEeHH, OJIHAKO
BBITIOJTHEHHE OMOTICHH 11€J1eCO00pa3HO ISl TUArHOCTUKHU BhIpaKeHHOCTH (hruOpo3a MeueHH.

B ciyuae BbISIBIIEHMS ApYroro reHoTUIIa He00X0IMMa OLIEHKa COAep KaHus jKelie3a B
neuenu (11 sram).

Jran |l1. Mopdosornueckass u uHCTpyMeHTaNbHadA quarnoctuka CIIK

JlaHHBI 3Tam BBINOJHAETCS B CTAlMOHApax, HWMEIMUX BO3MOYKHOCTH IS
npoBefeHus ouoncun neueHu noxa Y 3M-koHTposeM ¢ mociaeayrome OlleHKOH HaKOIUICHUS
’KeJe3a B eyeHH (ypOBEHb TOPOACKUX U 00JACTHBIX CTAI[MOHAPOB).

JUis OLIEHKM CTENeHM HAKOIUICHHUs >KeJie3a IMEeUEHbI0 HeoO0XOoAuMa IyHKLHOHHAs
ouoricus ¢ okpackoi mo meroxy Ilepsca. Ilpy HanWuMM TEXHUYECKOW BO3MOKHOCTHU
1eJIeco00pa3HO OMpe/ejieHUE KOHIIGHTpAllMKd JKejlie3a B TE€YEHM METOJOM aTOMHO-



a0COPOITMOHHON CIEKTPOMETPHUH C TMOCIEAYIOIUM BBIYMCICHUEM IEUYEHOYHOTO HHJEKCa
xenesa (TTNX):

[T1XK = (mr Fe/r cyxoro BeriectBa neueHu) / BO3pAcT MaIMCHTA, TOIBI.

[Ipy Hanmuuu B CTalMOHApE MArHUTHO-PE30HAHCHOTO ToMOrpada B KadecTBe
aIbTepHATUBBl MYHKIIMOHHOW Ouorcuu MOXeT ucnoib3oBathess MPT medenu (mertof,
MOKAa3aBUIMI JOCTATOYHO BBICOKYIO UYBCTBUTEIBHOCTh M CIEUU(PUYHOCTH B OTHOLIEHUU
JIMAarHOCTUKH CUAEPO3a NEYECHN).

IIpyn BBISBIECHUU H30BITOYHOIO JICTIOHUPOBAHMS >Kejie3a B MEYEHH MEPEXOIAT K
neuenuto CIDK nmytem ¢iebotomuit. [lpu oTcyTcTBHM M30BITOYHOTO OTIOXKEHHS Keje3a B
NEYeHH HEeOOXOAMMO NaibHeiIee HaOMIo/IeHHEe 3a MAlUeHTOM, KOHTPOJh MeTaboJan3Ma
*Kenesa B AuHaMuke u 6aszucHas tepanusa X/[3I1 cornacHo ycTaHOBIEHHBIM MPOTOKOJIAM.

Irtan V. Jleduenne CIIXK y manuenton ¢ XJI311

JlaHHBI ASTanm MOXET BBIMOJIHATHCS BpadaMH-CHEHAINCTAMU B aMOYJIaTOPHBIX
yCIOBUSIX (OHEBHOM CTallMOHAp) B OpraHM3allMM  3APAaBOOXPAHEHUS, HMEIOLIEH
JIOCTaTOYHBIE JUAarHOCTUYECKUE MOIIHOCTHU JJIsi KOHTPOJs IoKa3zarened MeTradosm3Ma
&Kelesa, a TaKKe BO3MOXKHOCTHU AJis1 SKC(y3un KpoBH.

B Hacrosimee Bpemsi pa3paOoTaHbl cTaHAapTsl JeudeHuss nepsuuHoro CIDK
(HacieacTBEHHOro remoxpomarosa). B To xe Bpems B oTHomeHun BropuuHoro CIDK ner
€MHBIX MOJIX0JIOB K JICYEHHUIO.

OOmue peKoMEHJalUU: PEKOMEHJIOBAHO OTPaHUYHUTh YINOTPeOJeHne NpPOAYKTOB,
OoraThIX KeJIe30M (KpacHOEe MsICO, MSICHBIE CYONPOAYKThI: I€YEHb, MTOYKH, SA3bIK). ClenyeT
UCKJIIOYUTh MpPUEM aJIKoroyiss M u30bITouHble KoiudectBa ButamuHa C. OpnHako
JMETUYECKUE OTPAHUYEHUS HE MMEIOT CYIIECTBEHHOIO BJMSHHUS Ha METAa0O0JIM3M Keje3a
npu yxe chopmupoBanHom CITK.

Haubonee adpdextuBHbM U usnonornunbiM criocodom seuenust CIDK sBusitoTces
bnaedbotomun (kpoBomyckanms). llepen Queboromueir HeoOXoaMMO yOSAUTHCS B
OTCYTCTBUM TIPOTHUBOINOKA3aHW K JaHHOW JiedyeOHOWM  mporeaype. OCHOBHBIM
IPOTUBONOKa3aHUEeM K (he00TOMUU SIBISETCS HAIUYUE aHEMHMHM CpEAHEW U TSKeNou
CTENEHU TSHKECTH. TaKkKe ¢ OCTOPOKHOCTBIO KPOBOIYCKaHUS Ha3HAYaAKOTCs MAlUEHTaM C
3aCTOMHOW CEPACYHON HEIOCTATOUYHOCTBIO, HAKJIIOHHOCTBIO K apTEpUAIbHOM TMIIOTEH3HH.

[Ipu oTcyTcTBHHM TPOTHBOMOKa3aHW (IeOOTOMUIO TPOBOAAT OAWH pa3 B 1-2
HENIENIM, 3a OJWH CEaHC MalUeHTy BbIMycKaloT 500 My KpOBH, UYTO JKBUBAJICHTHO
npubausutensHo 250 mr kenesa. LlemecooOpa3Ho mepBoe KpOBOIYCKaHHME CHENaTh B
o0beme 250 M1 JUIs OLIEHKM peakIMu opraHu3ma nanuenta. [lepenocumocts (rieboTomuit,
KaK MpPaBWJIO, XOpOIasi, YTO TMO3BOJSET MNPOBOAUTH JIEYEHHUE B YCIOBHUSIX JHEBHOTO
CTalMoHapa MOJUKIMHUKH. Bo n30exxaHne reMoAMHAMUYECKUX PACCTPONCTB U yXyAILIEHUS
CaMOYyBCTBHS TMOCJ€ HKCPY3UHd KpOBU OOBEM LMPKYIUPYIOMIEH KpPOBHM BO3MELIAIOT
aHamoruuHeiM 0o0beMoM xyopuaa Hatpus (0,9% — 500 mi). Bo Bpems nedeHus
HEOOXOJMMO KOHTPOJUPOBATH YPOBEHb TI'€MAaTOKPUTA — HEJb3s JOMYCKaThb CHUKEHUS
6onee yem Ha 20% ot mpexamecTByromero 3HadeHus. llocne ¢uedoTommii HE0OX0MUMO
PEKOMEHI0BaTh U30€raTh TSHKEIBIX (PU3NYECKUX HArpy30K B TeUueHue 24 .

Ha ¢one ¢rebotomuii HEoOXomuM peryisipHbId (OAWH pa3 B MECAI) KOHTPOJb
nokasareneid Merabonuzma sxeneza. [lpu cumxenun HTXK menee 45% um CO wmenee
50 Mkr/n ¢daedoToMHM BPEMEHHO MpeKpamaroT (s MOOWIM3aIlMK 3alacoB JKeje3a W3



ne4yeHu) ¢ kKoHTposieM dyepe3 1 mec. Eciu mokaszarenm BHOBBH TMOBBIIIAIOTCA, JIEYEHUE
¢baedboToMUSIMU  TIPOJOJKAIOT, B MPOTUBHOM Cily4ae KOHTPOJIb OCYIIECTBISIIOT 4Yepe3
3 Mec., a 3aTeM uepe3 6 mec. Kak mpaBuiio, nanuertam ¢ HFE-remoxpomato3om tpedyercs
MOKU3HEHHOE TOJIJIEPKUBAIOLIEE JICYEHUE, TIEPUOTUIHOCTh KOTOPOTO 3aBUCUT OT CKOPOCTH
noctuxkeHnss ueneBblx ypoBHed HTXX un CO. [lanmeHThl ¢ BTOPUYHOW NEPETPY3KOM
KEJIe30M MOTYT JOCTAaTOYHO OBICTpO AOCTUTHYTH MeneBbix ypoBHe HTXK u CO, B
nanpHeiem nmapameTpbl HTK u CO Heo6XoanMO KOHTPOJIMPOBATH KaXKbIle 6 Mec.

NEPEYEHb BO3MOJKHBIX OCJOXHEHMU WJIH OIIUBOK IIPH
BBIIIOJITHEHUU U ITYTU UX YCTPAHEHUS

1. Bo wusbexanue nuarHoctudecknx omubok u rumnepauarHoctuku CIDK no
TEHOTUIIUPOBAHUS M HMHCTPYMEHTAIBHBIX HCCIIECIOBAHUI PEKOMEHJIOBaHA JIBYKpaTHas
olleHKa nmapameTpoB Metabonu3ma xeinesza (CD, HTXK).

2. Y HEKOTOpBIX MAaIMEHTOB mocie ¢iedoToMun 6e3 mocieayrolieid nHGY3HOHHOM
TEpaliil  BO3MOXHBI ~ OTJAEJIbHBIE  MPOSIBJICHUS  T'MIIOBOJIEMUYECKHX  PACCTPOMCTB:
TOJIOBOKPY>KEHHUE, ClIaboCTh, cepuedneHne. TakuMm MmainueHTaMm 00s3aTeIbHO HAa3HAUYCHUE
nH(Y3MOHHOM Tepanuu B 00beMe, COOTBETCTBYIOIIEM MTPOBEACHHON IKCPY3UH.



Onpenenenne ypoBus CD

/w

V\

CD >250 mkr/n

CD <20 mKr/a C®d 20-250 Mkr/n
(20200 MK/ 17151 SKEHIINH)
A 4 v
Omnpenenenne HTXK Basucnas
v v teparus XJ[311,
HTX <20% HTX >20% » KkoHTposb CD
7 B IMHAMHUKE
Koppexuus

nedunmTa xenesa

v

Onpenenennie HTXK
L 2 v
HTX >45% HTXK <45%

AKTUBHOI'O

HFE-renotunupoBanue

nporecca

OueHka HATUYUA

BOCHIAJIUTCIIBHOI'O

v

C282Y romosurora

v

v

[pyroi reorun

HFE-remoxpomaro3

A 4 \ 4

Buornicus neuenu ¢ oxkpackoii o Ilepiicy (anprepnatuBa — MPT nieuenn)

v

v

BriasieHo u30bITOYHOE
Hakomienue Fe B neueHu

N30b1TOK FE
He 00HapyXeH

\ 4

A 4 A 4

baszucnas repanus XJ311,
HaOJIIOeHNE B TUHAMUKE

®nedoromun no 500 ma 2—4 pasa B mecsin (nepsast guiedboromust — 250 M1 KpoBH)

A

'

KonTpoas HTXK, C® 1 pa3 B mecsin

HTX >45%

/\

HTX <45%; C® <50 Mkr/n

v

A

C®D >50 mkr/n

\

Kontposs uepes 1 mec.

v

HTX <45%; C® <50 Mkr/n

v

KoHnTpons kaxpie 6 Mec.

Kontposs uepes 3 mec.

!

\

HTX <45%; C® <50 Mkr/n

Puc. — Anroput™m quarioctuxku u Jedyenuss CIIK y nanuentos ¢ X/I311



