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TepMuHBI M onIpeaeIeHUA

ArpanyJIONMTO3 — 9ncio Heltpodunos menee 0,5x10°%/1

AHeMHs — CHIDKEHHE COJIepKaHKS TreMOrJIo0nHa

AyTOCOMHO-pelleCCHBHOE HacJel0BaHWe 3a00JieBAaHMH — BHJ HacJleAOBaHUs, IPHU
KOTOPOM T'€HETUYECKH 00YyCTIOBIICEHHAsI O0JIE3Hb MPOSBISETCS B TOM U TOJIBKO B TOM CIIy4ae, €Cliu
«Z1e(eKTHBII» reH ObUT yHAcIe0BaH OT 000MX POAUTENEH U MPU 3TOM HE COJIEPIKUTCS B MTOJIOBBIX
(X 1 Y) xpomocomax

Aub(pa-rjao00uH — O1H U3 IBYX OEIKOB, HEOOXOAMMBIX JIJIsi 00pa30BaHMS TEeMOTIO0NHA

Bera-riiodun — oauH u3 AByX OEIKOB, HEOOXOMUMBIX A OOpa30BaHMs FEeMOTIOOHHA
B3pOCJIOTO THIA

Buoncus — B3atue HeOONIBIIOr0 00pasiia TKaH!U B JUATHOCTHUYECKUX LIETISX

BakunnonpodujiakTuka — BBeIHHE BaKIIUH IS MPO(QUITAKTUKHA WHPEKITHI

JloHOpCcKHe 3pUTPOHUTBI — 3PUTPOLUTCOEPKAILNE KOMIIOHEHTBI JOHOPCKOM KpPOBH
(3puTpoIUTHAS B3BECH, IPUTPOIIUTHASL MAcCa, OTMBIThIE 3puTpouuTh, IMOJIT)

HeiiTponeHus — CHHXKeHUE YKClIa HEUTPOPHUIIOB B epupepruueckoit KpoBu

HopmoxpomHas anemust — aneMus ¢ HopmaiabHbiM MCH sputpornutos

PeHTreHogeHcHTOMETPUA — U3MEPEHUE MUHEPAJIBHOM IIJIOTHOCTU KOCTEH

PeTUKYJIOIUTONEHUS] — CHIDKEHUE YMCIIA PETUKYJIONUTOB B Tiepuepuiaeckoil KpoBH

TpomM00o1HMTO3 — TOBBIICHUE YKCIIa TPOMOOIIUTOB B Nepudepruueckoit KpoBr

TpoMGouuToneHns — CHUKCHHE YKCIIa TPOMOOIIUTOB B epuepruecKOil KpoBU

XeJsaTop — BelIecTBO, 00pa3yroliee yCTONYMBOE HETOKCUYHOE COSMHEHHE C METaNIOM
(B TaHHOM CITy4ae ¢ KeJIe30M), CIIOCOOHOE MOKUHYTh OPraHUu3M

XeJsiaTopHasi Tepanus — UCIOJIb30BaHUE XEIATOPOB C JIeYeOHOM 11eTbI0

3pHTp06HaCTOHeHHﬁ — CHMOKCHHUEC YuClia 3pI/ITpO6J'IaCTOB B KOCTHOM MO3I¢€



1. Kpatkast undgopmanus mo 3a00/1eBAHNI0 WIH COCTOAHHUIO (TpyIe

3a200J1eBAHUI UJIM COCTOSTHHH)

1.1 Omnpenesienne 3a00J€eBaHUs WJIW _COCTOSIHMS (TPyIIbl _3200J1€BAHUI _ WJIH

COCTOSIHMA)

Tamaccemun peACTaBISAIOT COOOK TETEPOTCHHYIO TPYIITY HapyIIEHUH TeMOTJIO0ONHA, MPU

KOTOPOH B pe3yJibTaTe HapyIIEHHOT'O CHHTE3a OJJHOM MM OoJiee TJIOOMHOBBIX IIETIel YaCTUYHO
WM TIOJHOCThIO YIHETAeTCsl CHHTE3 HOPMAJbHOIO reMorjoOuHa. bbuiM ommcaHbl HECKOJIBKO
THUIIOB TAJIACCEMUH, KOTOPbIE MOIYYHIN Ha3BaHHE B COOTBETCTBUE C MOPAXKEHHOM TIIOOMHOBOU
uensio. Haumbonee pacrnpocTpaHEHHBIMH M KIMHUYECKM BaXKHBIMU SIBISIOTCA O-, Of- U [-
Tanmaccemuu [ 1-3].

1.2 DTHos0rus U naTorexe3 3a001eBaHUs WU COCTOSIHUA (FPYNIbI 3a00J1eBAHN WIH

COCTOSIHMA)

HopmanbHast monexyna remornoduna (Hb) cocrouT u3 mapbl CHMMETPUUYHBIX JUMEPOB,

00pa30BaHHBIX ITyTEM aCCOLMAIMN OJHOU O-TIIOOMHOBOM IIETTH C OJJHOH HE 0-TJIOOMHOBOIA IIETIBIO.
Bce Hb genoseka comepiar aBe o, uim o-1mogo0usie (C) nenu u ase me-o (g, %y, Ay, 8 umm B) uenw.
Ctpyktypa remorioOnHa oOecreynBaeT OBICTPOE HACHIIICHHE €ro KHCIOpPOJOM B allbBEOIax
JETKUX WM KOHTPOJIMPYEMBIH TpaHCTIOPT Kuciopoaa B TKaHU. CHHTE3 TIIOOMHOBBIX IIETICH
BKJIOYAETCSl TIOCIIEZIOBAaTEIbHO B IIpOllecce OHTOreHe3a ¢ (OpMUPOBAHHMEM HOPMAIBHOTO
reMorJIoonHa:

a) «OMOpPHOHAIBHBIN» T'eMOTJIO0MH, KOTOpBIA OOHapyxuBaercs ¢ 3 mo 10 Henemto
CO3pEBaHUS IJI0JI, U MIPEICTABIsIET cO00M TeTpamepsl (2€2, a2e2 u (272,

0) «detanpubliit» remornooun (HbF o2y2), xoTopblii sBIsS€TCS OCHOBHBIM HOCHUTEIEM
KUCIIOpO/ia Y TUIONA;

B) «B3pocibiit» remoriioonH (HbA a22), kotopsrit 3ameniaer HbF cpasy nmocine poxxaeHus;

I') MaJIbIid KOMIIOHEHT «B3pOciioro» remoriioonHa — HbA2 (02562).

B HOpManbHBIX yCIOBHUSX SPUTPOLUTHI B3POCIOTO YENIOBEKA COJECPIKAT MPUOIH3UTENBEHO
98% HbA, 2% HbA2 u caenst HbF.

CuHTe3 pa3NUYHBIX TJIOOMHOBBIX IIETICH DPEryJmpyercss ABYMsS TEHHBIMH KJIaCTEpPaMU:
O-TJIOOWHOBBI KJIaCTep pACHOJOXKEH Ha BEPXYHIKE KOPOTKOro Iwieda 16 XpoMOCOMBI;
[-ri100MHOBBIN KJIacTep Ha KOPOTKOM Iuiede 11 XpoMoCcOMBI.

B TeueHme mTepBBIX MATH HEAENh BHYTPHYTPOOHOTO pa3BUTHA KpPOBETBOPEHHE
OCYIIECTBIISICTCA NMPUMUTHUBHBIMU 3PHUTPOOJIACTAMHU JKENTOYHOro Mmemka. Ha miectoit Henene
TeCTalliil JPUTPONOd3 TEPEeXOmUT B medeHb. llpm 3ToM cuHTE3 (-TIIOOMHOBBIX Iemel

YMCHBIIACTCA, 4 CUHTC3 OL-TTTOOMHOBEIX IIGHGI\/JI AKTUBUPYETCA U COXPAHACTCA B TCUCHHEC BCETO
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MOCJICAYIOLIEr0 BHYTPUYTPOOHOTO M IOCTHATAJIBHOTO pa3BUTHUs. B mocTHatanbHOM mepuoje
CUHTE3 TTIOOMHOBBIX IIeTel MPOUCXOTUT B IPUTPOOIACTaX KOCTHOT'O MO3Ta.

[Ipu Hapymenun Oananca CUHTE3a rJI00MHOBBIX LIETIEH 3a CUET YMEHBIICHUS TPOTYKIUH 0.
uinn B-rioOMHa WM 3a CYeT YBEIMUYEHUs CUHTE3a o-TTo0MHA pa3BUBAeTCs TanacceMus (o-
Tajaccemus uinu B-ramaccemus) [1-4].

B nHacrosimiee BpeMs B 3aBHCUMOCTH OT TSKECTH KIMHHYECKOTO TEYeHUs M MOTPeOHOCTH B
TpaHC(PY3MOHHOW Tepamuul ITH CHHIPOMBI TaJacCEMHUU MOXXKHO Pa3lCiIUTh B 3aBHCHMOCTH OT
(denotuna Ha aBe OocHOBHBIe rpymmbl: 1. TpancdysmonHo 3aBucumble Tanaccemuu (T3T), 2.
Tpancdy3nonno HezaBucumblie Tanaccemun (TH3T).

1.3 DnuaemuoJiorusi 3200/ eBaHUS WM _COCTOSHUS (Ipynnbl 3a00J€BAHUNA WU

COCTOSIHMIA)

JlanHbie 0 ri00anpHOM »mmaeMuoiorun Tamaccemuu, ocobenno TH3T, ckymasr [5].

Exeromano B mupe okoso 68 000 neteit poxAaroTcs ¢ pa3IuyHbIMU CUHIPOMAMH TajlaCCeMUH [6—
8]. B-tamaccemus mumpoko pacnpoctpaHeHa, oT 80 g0 90 MUIUIMOHOB YEJOBEK SBISIOTCS
HOCHUTENSAMU 110 BceMy mupy (1,5% mupoBoro Hacenenus). [IpumepHO 1os10BUHA 3TUX HOCUTENEN
npoucxoaaT u3 FOro-Bocrounoit Azuu [9]. Okomno 23 000 neteit pokaaroTcs ¢ TpaHCPy3nOHHO-
3aBUCHMOM [-Tanaccemueii, menpiiee yucio umeroT Gopmy TH3T B-ramaccemun [3,6,8]. B
Poccuiickoit ®enepauun no gaHHbiM peructpa PI'bBY «HMMUILL perckoit remarosnoruw,
OHKOJIOTUM UM UMMYyHosioruu uM. [Imutpusi PoraueBa» Mun3zapaBa Poccun mo cocTosiHUIO Ha
saBapb 2024 rona Ha yuere B Bo3pacte 10 21 roma cocrout 163 manuenTta ¢ 60ab11oi Gopmoi,
66 manueHToB C MpOMEXyTOuHOM (opmoii B-tamaccemun u 496 uen. ¢ manoi ¢opmon f-
TajacceMuu, 56 4el. ¢ pa3nuuHbpIMU hopmamu o-tanaccemuu [10].

1.4 Oco0eHHOCTH KOIUPOBAHUS 3200 1€BAHNS HJIM COCTOSTHHUS (TPYNIIbI 3a00/1€BaAHUI

WM __cOCTOsIHMIA) 10 MexIVHADPOAHON CTATUCTHYECKON KJjaaccupukanun _0oJie3Hel U

npoo0.JieM, CBA3AHHBIX CO 3[I0POBLEM

D56.0 — Anbda-Tanaccemus

D56.1 — bera-Tanaccemus

D56.2 — Jlenpra-Oera-TamaccemMus

D56.3 — HocurenbCcTBO IpU3HAKa TaJaCCEMUU

D56.4 — HacnenctsenHoe nepcuctupoBanue gperanpbHoro remorinoduna (HIIDT)
D56.8 — JIpyrue tanaccemun

D56.9 — Tanaccemus HeyTOUHEHHAs

1.5 Kaaccudpukanus 3a00/eBaHUsI WJIH _COCTOAHMSA (Tpynnbl 3a200JIeBaHUI _WJIH

COCTOSIHMA)




1. a-Tanaccemuss — 3TO reMoyiUTUYECKas aHeMHUs BCJEICTBUE AedULIMTa CHHTE3a O
ryI00MHa B pe3yJIbTaTe MOTEPHU HITH MOBPEXKICHHS OJTHOT'O HIJIM HECKOJIBKUX O-TJIOOMHOBBIX TCHOB.
CHuXeHue CUHTe3a o 11enell IPUBOAUT K HAKOIUIEHHIO CBOOOTHBIX V- U [-TTTIOOMHOBBIX LieNeH U
¢dbopmupoBanuio u3 HUX TeTpamepoB - v4 (Hb Bart’s) m necrabmnbsnoro B4 (HbH), ¢
MOCTICYIOIUM YCKOPEHHEM pa3pylIeHHs] 3PUTPOLMTOB. DTH TeTpamepsl 00IagaroT OYeHb
BBICOKHM CpOJICTBOM K KHCJIOPOJy M HE MOTYT BBINOJHATH (PYHKIMIO MEpEeHOca KUCIOPOJa.
KnuHuueckast KapTWHA TSOKETIOW — O-TAacCeMHM  SIBIISIETCS  CIEACTBHEM  KOMOWHAIHH
THIIOXPOMHOM aHEMHUH, TEMOJIN3a U 1e()EeKTHOTO TPAHCIIOpTa KMUCIOPOa MO MPUYUHE Pa3InYHbIX
KonuuecTB Quanoniornyecku HedddextuBHoro Hb B spurponurax. B pesynbrate, cTeneHb
TKQHEBOW T'HMIIOKCMU 3HAYUTENIBHO OOJIbIIE, YEM MOXKHO OXHJIaThb OT HMEIOIIEHCS CTeleHu
aHEeMUHU.

Knunuueckn o-tamacceMusi JEMUTCS Ha 4YeTbIpe TPYINbl: «HEMOE» HOCHTEIbCTBO,
OL-TajjacceMusi ¢ MUHUMAaJIbHBIMU U3MeHeHusiMu, remorioounonaruss H (HbH), a-tanaccemus c
BOASHKON Ttuioma. TspkecTh  (DEHOTHIMMYECKOTO  TPOSIBICHUS  O-TAJJACCEMHHM  TPSIMO
MPONOPIHMOHATIbHA CHUKEHUIO OL.-TJIOOMHOBOT'O CHHTE3A.

o «Hemoe» HOCHUTEILCTBO — oTepsa OAHOI'O O.-IJI00MHOBOrO IeHa (—(l/(l(l). DeHoTUIINYECKU

«HEMBIC» HOCHTEIN Ol-TaJl TPYIHO OTIIMYUMBI OT 310poBbiX. MCV 00b14HO B mpesenax 78-80
¢ nmpu 5ToMm MCH MosxeT ObITh Ha HIDKHEH rpaHulie HOpMbI. Bee apyrue rematonoruyeckue
rapaMeTpbl COOTBETCTBYIOT pedepeHTHbIM 3HadeHUsIM. HekoTopble «HEMbIe» HOCHUTENIH
MOTYT MMETh Jake HopMmalbHble mokazarenu MCV B mpenmenax 80-85 ¢n. B mepuone
HOBOPOXKJIEHHOCTH HEKOTOpPbIE M3 HUX MMEIT Hebosblnue koiaumuectBa Hb Bart’s B kpoBu
(menee 2%), KOTOpOE HcYE3aeT B TEUCHUE NIEPBBIX MECSIIEB KU3HHU.

e ¢-TanaccemMus ¢ MUHIMAJIbHBIMU H3MCHEHHUSIMH — 3360J’I€BaHI/Ie, Ppa3BuUBarOUICECs IIpH MMOTEPE

JIBYX O-TJIOOMHOBBIX T'€HOB (-0/-0,, --/aat, -0/0 o 1 o'o/ale)). DTH manmenTsl Kak NpaBuiIo He
VMEIOT KIMHWYECKUX TposiBieHui. JlabopaTropHble HcClIeIoBaHMS HMX KPOBU BBISBISIOT
mukporutod ¢ MCV B nipeaenax 70-75 ¢, runoxpomuto ¢ MCH B npenenax 18-22 mr,
MOBBIIIIEHUE YU CIIA APUTPOLIUTOB, AUcOaTaHC B 0/ 3 OMOCUHTETUYECKOT'O COOTHOIIEHUS (OKOJIO
0,6), orHocuTenbHOE conep:kanue Hb Az Ha HukHel rpanune HopMbl. HekoTopeie, oco6eHHO
JI€TH, MOTYT UMETh JIETKYI0 aHEMUIO, YTO MTPU HATMYUH JIETKOT'O MUKPOLIUTO3a C THIIOXPOMHEN
4acTO NPUBOJUT K OWIMOOYHOMY JAMAarHosy kenesogeduuuTHoM aHemuu. Bcee
HOBOPO’KJICHHBIE TIPU 3TOM COCTOsIHUM uMeroT 5-10% Hb Bart’s B kpoBu, KOTOpHIN Hcye3aeT
B TCUCHHE TIEPBBIX MECAIIEB JKU3HU.

e I'emornobunomatus H - cpegHed  TSDKECTM — IeMOJIMTHYECKOe  3abosieBaHue,

COIIPOBOKAIOIIEECS MOBBIIMIEHHOW yCTalIOCThIO, OOLIMM JUCKOM(pOPTOM, CIUIEHOMETaIneH,
8



ABJIAETCH PE3YILTATOM IIOTEPU TPEX U3 UETHIPEX O-IIIOOMHOBLIX MeHOB (--/-at, --/o o mm oo/
aTo). TKECTB 3TOrO COCTOSHHS MOKET 3HAUMTENBHO BAPUPOBATH. BOIBIIMHCTBO MAIIMEHTOB
(renorur --/-0, uin --/a’ o) orHocaTcs k TH3T u Hy»IarTcs B 3aMECTUTENLHBIX TPAaHCPY3UAX
JOHOPCKHX 3PUTPOLIUTOB B OCHOBHOM TIPU MHTEPKYPPEHTHBIX 3a00JIEBAHUSX, ONEPATUBHBIX
BMEIIATENLCTBAX WK OepeMenHocTd. OcTanbHbIe, ¢ TeHOTHIIOM oo/ o0, - TpaHCcpy3uOHHO
3aBUCHMBI C POXKIEHUS. [ eMaToNIOrHuecCKiMU HAaXOJKaMU SIBIISIFOTCSI aHEMUSI OT JIETKOH [0
CPEIHETSDKENION CTENEHW ¢ MHUKPOIMTO30M M THHOXpoMHuel. Mopdosiorus 3puTpoIUTOB
3HAYUTEIILHO W3MeHeHa — OazoduibHas MyHKTalWs, W3MeHeHHue (opMbl B BHJE
MUIIECHEBUIHBIX W  KaruieoOpa3HbIX JpuTponuToB. [lpm okpacke OpHILITHAHTOBBIM
KpPE3WJIOBBIM CHHUM BUAHBI mnpenunutatel Hb H B BHIEe MHOXECTBEHHBIX TOYEUYHBIX
BKITIOUCHUH, KOTOPBIC MPEBPANIAIOTCS B OOJBIINE arperarhbl Mocje CIUICHIKTOMUH. [n Vvitro
OMOCHHTE3 IIeTIel IEMOHCTPUPYET 3HAYUTEIbHOE CHIKeHne o/} cootHomenus (~ 0,3).

e ¢-TanacceMus ¢ BOASHKOW IIJIOJA Pa3BUBACTCs IIpU IIOTECPEC BCCX YCTLIPECX OL-IJI00MHOBBIX

TCHOB (--/--) SIBISICTCSI HE COBMECTHMOW C YKH3HBIO W TPHBOJUT K MEPTBOPOXKICHUIO C
BoasHKoW Twioga. OcHoBHOW Hb y stux mmogoB — Hb Bart’s (y4). Octarounsiii cunTtes
SMOpuoHaNbHON (-T100MHOBOM 1ienu oOecreuynBaeT OOpa3oBaHUE CIEAOBOrO KOJIMYECTBA
terpamepa Hb (Hb Portland) y mnona B Teuenune BTOpoii monoBuHBI OepemMeHHOCTH. bonee
50% HOBOPOXKJICHHBIX — MEPTBOPOKJICHHBIC HA PA3HBIX CPOKaX OCPEMEHHOCTH, OCTABIIHECS
NOTU0ArOT B MIEPBBIC Yachl )KU3HHU.
2. B-ranaccemust
Tpy KIMHUYECKUX CHHIPOMA CBS3aHBI C PA3IUYHUSIMH B CTCIICHH TSKECTH U HCTOPHUYCCKU
Ha3BaHbl Oonbias Gpopma B-tanaccemun, Manas popma -TagacceMuu U IPOMEKYTOUHas popma
B-tamaccemus. TspkecTh KIMHUYECKOH KapTUHBI [-TallACCEMHM MPSIMO POMOPIHOHAIBHO
CTCIeHH aucOalaHca TJI00MHOBBIX IIETeH M 3aBHCHT B OCHOBHOM OT OCTATOYHOM MPOYKITHH [3-
rIOOMHOBEIX Tienei. J[Ba apyrux QakTopa MOTyT OKa3bIBaTh IOJIOKHTEIBHOE BIHMSHHE Ha
nucOaaHe Iernei: MOBBIIICHHE MPOIYKIIMH Y-TIIOOMHOBBIX IIENed M YMEHBIICHHE CHHTE3a Ol-
TJI00MHOBBIX IETIel BCIIEICTBHUE COHACEIOBAHUS O-TaJlaCCEMUH.

e boabias d)ODMa -TalaCCEMHUM — TUIMHUYHBIE KIMHUKO-TEMATOJIOTUUYECCKHUE YCPThI

3a00JIeBaHUs TIOSBIISIFOTCS HAa 3-6 MecsIe XU3HH, MOCe MEPEKIIOYeHUs TII00MHOBOTO
CUHTE3a Ha B3pPOCIBIA THUII, U MPOSBISAITCA B BHAEC TKEION THUIIOXPOMHOM,
MHUKPOIUTAPHOHN, TEMOJUTHYECKON aHEeMUH, TPEOYIOIINX PEryJIPHBIX TeMOTpaHCy3Hit
JUI o iep kanus aiekBatHoro Hb. V nereii, He moy4arommx 3aMeCTUTENBHYIO TEPAITHIO
JIOHOPCKUMH DSPUTPOLUTAMH, TsDKENIash aHeMUs NPUBOJIUT K paHHEW CMEPTHOCTU B

Bospacte 3-4 ser (B’-tam) mim B Bospacte 8-12 mer (BF-tam). K xiuHMueckuM
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IPOSIBIIEHUSIM TaKXKE OTHOCSTCA IPOIPECCUPYIOLIEE YBEIUYEHUE MEYEHU U CEJIE3EHKH,
TUIINYHBIE M3MEHEHUS IUIOCKMX KOCTEH 3a CUYeT DSKCIAHCHMM KOCTHOTO MO3ra M
NaTOJIOTHYECKHE IepesioMbl  TpyOuaTbiX KocTed. BrTopuuHbli  rUOepCIIeHU3M,
OPUBOAALIMM K TPOMOOIIMTONEHHUH, JEWKONEHHMH M YCKOPEHHOMY pPa3pyLICHHIO
TpaHC(Py3UpPOBAHHBIX SPUTPOLMTOB, €lle OOJIbLIE OCIIOXKHSIET KIMHUYECKYI0 KapTHHY.
3ajziep>kKa pocTa U OJIOBOT0 Pa3BUTHS HAUMHAET oOpalaTh Ha ce0st BHMMaHue K 10 rogam.
Teuenne 3aboseBaHUSl Yy HEANCKBATHO JICYEHHBIX OOJBHBIX OCIIOXKHSETCS Teperpy3Kon
’KeJe3a B pe3yJibTaTe TpaHC(y3Uii U MOBBIIEHHOIN BCaChIBAEMOCTH JKeJle3a B KUIIICUHHKE.
I'emaTonormueckn Oospmas Gopma B-TasacceMHH MUMEET B JOIMOJHEHHH K TITyOOKOM
aHeMUU THUIHWYHBIE H3MEHEHHs MOpP(}OJIOTUM SPUTPOLUTOB B BHUAE T'MIIOXPOMHH,
MHKpPOIIMITO32, aHU30TMONKWIONUTO3a, TOJUXPOMa3n, (parMeHTanuu, 0a3zopuiIbHON
IYHKTAI[MM, MHOTOYMCIIEHHBIX HOpPMOOJAacToB B mnepudepuueckoid KpoBu. Yucio
PETHUKYJIOIIMTOB OOBIYHO HEBBICOKO B BHJJY MACCHBHOW JECTPYKLUHU SPUTPOUIHBIX
IPEILECTBEHHUKOB B KOCTHOM Mo3re. KoCTHBIN MO3I FMIIEpKIETOYHBIH, C BBIPAXKEHHOM
TUNEpIUIa3ueil  SPUTPOUMIHOTO  pocTka ¢ OeAHO  reMOrjIoOMHU3UPOBAHHBIMH
HOPMOOJIaCTaMH.

be3 3amectutensHO# Tepanuu cpenHee cogepxanue Hb cocranser 50-60 1/ y roMo3urot
o l-TasacceMuu, ¥ HECKOJBKO BBIIIE - OKOJIO 70 T/J1 y TOMO3UTOT 110 B -TasacceMuH.
OTtHocutenbHOE cofepkanue Hb A2 BapbupyeT B 3HauMTeNnbHbIX Npenenax, Hb F Bcerna
MHOBBIMIEHO U MOXKET COCTaBJIATE 10 98% ot o0mero Hb.

Manas dopma B-Tamaccemuu. ['eTepo3uroTsl Mo B'-TajiacceMHM KaK PaBUIIO

GeccumnToMHEBI, Hb Ha HYKHEN IpaHUIIE HOPMBI, TETEPO3UTOTHI 10 BO-TanacceMUr HMEOT
anemuto 1 crenenu. Dpurporurapasie uHAeKCHI MCV 1 MCH cHU>KEHBI 0 TUITUYHOTO
3HaueHus B 60-70 ¢ (Hopma 85-92 ¢m) u 20-25 nr (Hopma 27-32 1r), COOTBETCTBEHHO.
I'emarosiornueckue XapakTEpUCTUKM BKJIIOYAKOT TAKXKE MHUKPOLUTO3, T'MIIOXPOMMIO,
AQHU30MOUKHWIIOIIUTO3 ¢ MUIIEHEBUIHOCTbIO M 0a30(pUIbHON MyHKTaled 3PUTPOLIUTOB
nepueprudeckoil KpoBH, MU JIETKYIO SPUTPOUIHYIO THIEPIUIA3UI0 B KOCTHOM MO3TE.
VYBenuueHue Ccene3eHKU PEeIKo U OObIYHO BEChbMa HE3HAYUTENbHO. JlMarHOCTUYECKUM
TECTOM SIBJISIETCS] KOJIMYECTBEHHAs! OIIEHKAa COOTHOILEHHs TUIIOB reMoryioonHa (ppakuuu
remoriobmnna): Hb A2, KOTOpBIi Kak mpaBuiio B 2 pa3a Bbime HOpMBI (HopMma 2-3,5%),
Hb F cnerka moBsliiieH B MOJOBUHE ciiydaeB 10 <5%. In vitro OuocunTtes nenei rmodruHa
BBISBJISICT MeUIUT B 1ienei, o/f coornomenue 1,5-2,0 (mopma 0,9-1,1). Kpaitne peako
reTepO3UroThl MO B -TalacCeMUH MOTYT MMeTh HOpMmainbHbie 3HaueHuss Hb F, Hb Ao,

MCV u MCH.
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e [IpomexxyTouyHas d)ODMa -TajJjacceMuu — O6’BC,Z[I/IH${eT BECh CIICKTP KIMHHYECKHUX

CHHJIPOMOB 10 TSKECTH MEXKIY OONbIION U Malol (hopmamu B-tasiacceMuu. IlanmeHTs! ¢
IPOMEXKYTOUHOH (opMoil B-TamacceMun OOBIYHO B COCTOSHUM IOJJIEPKUBATh
cogepkanne Hb B amamazone 65-90 r/11, UMEIOT TeNaTOCIUIEHOMETAJIHIO THITMYHYIO
«TaJIaCCEMUYECKYI0» JeOpMAITHIO TIJIOCKUX KOCTEH CKelleTa U MOTYT OOXOIUThCs 0e3

PEryJIsipHBIX 3aMECTUTENBHON TPaHC(Y3Ui JOHOPCKUX IPUTPOIIUTOB.

3. Hb Lepore u 8B-Tanaccemus

I'emornoOMHBI ¢ THOPUAHBIME HETSIMH OTHOCSTCS COTJIACHO KIACCH(HKALUKN K TPYyIIe
KOJINYECTBEHHBIX T'eMOIJIOOMHOMATHH, SIPKUM TpecTaBuTeNeM Kotopoii siBisercst Hb Lepore. B
IpOoIIecce HEroMOJIOTHYHOTO KPOCCHHTOBEpa 00pa3yroTcsl 2 aHOMaIbHBIE XpOMOCOMBIL: Lepore —
xpomocoma ¢ ~7 kb neneuumeit, koropast umeer Of3 THOPUIHBIN T'eéH BMECTO HOPMAIBHBIX O U 3
I'eHOB, U «aHTu-Lepore» — xpomocoma, UMeroIas HopMajibHble O U [3 TeHbl U CIMBHOU [0 reH
Mexay HUMHU. ['omosurotHoe coctostare Hb Lepore MOXeT MpUBECTH K CPETHUM HITH TSDKEITBIM
TpaHCc(y3MOHHO-3aBHCUMBIM TaJJACCEMHYECKUM CHHAPOMAaM.

XapakTeprucTHKa OCHOBHBIX ()OPM TaJlaCCEMHI B 3aBUCUMOCTH OT T€HETUYECKOTO Aedekra
IpeACTaBIeHbI B TabmuIe 1.

Ta6muna 1. Knuauko-reneTudeckas XxapakTepucTuka (opM TanacceMuii

‘ ['enoTun ‘ [Tpu3Haku ‘ TSHKECTh

Anbda-Tamaccemust

BeccuMnToMHOE -o/ao, ao/al o I MCV, | MCH 0
HOCHTEJIBCTBO

MuHuManbHble TPOSBIACHUS | --/0L0L, -0U/-QL, Anewmus 1 ct, | MCV, 1+
-a/oTo | MCH

I'emornobunonarus H --/-a, /o, Anemus 2-3 ct, | MCV, | 2+
aTo/oTa | MCH, crutenomeraius,
HbH, uacTo TpebdytoTcs
3aMCECTHUTCIIbHBIC
TpaHcy3uu

I'emornobounomnarus Bart’s ey . Bongnka miona, anemus | 4+
3cr., | MCV, | MCH,
renaToCIJICHOMET s,
Hb Bart,
TpaHcpy3MOHHAS
3aBHCHMOCTH C
BHYTPUYTPOOHOTO
nepuojaa

[B-Tamaccemus

Hemoe HOCHUTENBCTBO B/B; B/P HesnaunrensHoe 0
camkenne MCV u MCH

Manas ¢popma BB BB Anemus 1 ct, | MCV, 0-1
B*/B*; B/ | MCH, ne3nauntensHas
CIJICHOMET aJIHs
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[TpomexxyTounas Gopma B*/B%; B/R° Anemus 2-3 ct, | MCV, | 2-3

WJI COYETAHUE | MCH, 3naunTenbHas
B*/B mmu B/ ¢ CILIEHOMETAJIHNS,
TPUIUIHKAIIHEN rernaToMerasnus, 4acTo

/KBaJipUIUIHKAIIEH | TpeOyroTcs

0L TCHOB (OLOLOL UTH | 3aMECTUTETIbHBIE
oLoLoLoL) TpaHchy3uu
W B7/B°, B7/B°,
B%/B° B coueranum
C O-TaJjacceMuen

WIH C
HOBBIIIICHHBIM
CHHTE30M Y-
IJI0OMHOBBIX
neneun
Bosbriast popma BY/B°, BB*, /Bt | Amemus 3 cr, | MCV, 4+
| MCH, 3nauntenbHas
CIIJICHOMET aNus,
rernaToMeraims;
TpaHCc(py3HUOHHas
3aBUCHMOCTh

B - mpomykuust B-rIoOMHOBOM LIEMK HE3HAYMTENFHO CHIKEHA; B - mpoayKius B-rii00HMHOBOM
LENH 3HAYMTENLHO CHIDKEHA; B° - MPOMYKIHMsA B-LIENU MOTHOCTHIO OTCYTCTBYET.

1.6 Kiimanuyeckasi KapTuHA 3200JeBAHUS WJIN COCTOSAHUSA (TPYyNNbI 3200J1€eBAHNN NI

COCTOSIHM )

Kinnnnueckue MMPOABJICHUSA O-TaJIaCCCMUU IMPOABJIAIOTCA C POXKIACHUA, B TAKCIOM ClIydac

— remorjoouHonarus Bart’s — BHyTpuyTpoOHO. [laneHTsl ¢ o-TagacceMuel ¢ MUHMMAJIbHBIMU
M3MEHEHUSIMU UMEIOT MUHUMAJIbHbIE KIIMHUYECKUE MPOSIBICHUS B BUJIE OJIETHOCTH, TOBBIILIEHHON
YTOMJIIEMOCTH TOJIbKO Ha ()OHE MHTEPKYPPEHTHBIX 3a00I€BaHUM.

I'emornobunonatuss H B KIMHHYECKOM KapTUHE HMMEET MHUHUMAJIbHbIE IPU3HAKU
reMoJIn3a, CONPOBOXKJIAIOIIMECS TOBBIIIEHHON  yCTalocThlo, OOMUM  JUCKOM(OpPTOM,
cruieHoMmeranuei. IIpu 3ToM cTeneHb TKaHEBOW TMIIOKCHHM HE COOTBETCTBYET CTEIIEHU CHUKCHUS
reMorjioonHa, T.K. 4acTb reMorsio6uHa, a uMeHHo Hb H, y 3TuX manueHTOB He ydacTByeT
TpaHcropTe razoB. CTeNeHb aHEMHH MOKET BApbUPOBATH OT CPEAHEN /10 TSAXKENION B 3aBUCUMOCTH
OT F€HOTHUIIA O.-TaJIacCeMUsl.

Knunnueckue nposineHus 00p110it GopMsl B-TasiacceMun 0ObIYHO MOSBISIOTCS uepes 3-
6 MecdALEeB, KOIZJa pa3BUBAacTCAd TsDKENas MHUKPOLUTApHAas aHEMUs, JIeTKas JKeNTyXa H
renarocruieHomeranus. IlamueHTsl ¢ TakuMm 3a00J€BaHHEM IUIOXO PacTyT, MPOTPECCUPYET
0J1eIHOCTh KOXHBIX TIOKPOBOB. Y TaKUX MalMEHTOB MOT'YT BO3HUKATh CIIO)KHOCTH C KOPMIICHHEM,
HOSIBIATBCS PA3APAKUTENBHOCTD, TOBTOPSIOIIMECS ANU30/1bl MOBBIIIEHNS TEMIIEPATYPHI TEIA B

CBiA3HU C FI/IHepMeTa6OJ'II/I‘IeCKI/IM COCTOAHUEM HIIH HHTCpKyppGHTHOfI I/IH(i)eKI_II/ICI‘/'I H HapacTaromiece
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YBEJIMYEHUE Pa3MEpOB KMBOTA B CBSI3U C YBEIMUYEHUEM CEJIE€3€HKHM U NE4YeHU. B HeKoTophIx
pPErnoHax ¢ OrpaHMYEHHBIMH MEAULIMHCKUMH pecypcaMy KIMHUYECKast KAPTUHA Y NAllMeHTOB, He
MOJTyYaBIINX JICYCHUS] WIIM JIOCTATOYHOTO KOJUYECTBa TpaHC(y3uil JOHOPCKUX IPUTPOIMTOB,
XapakTepu3yeTcss  3aJepiKKOoil  pocta, ONEAHOCTBIO, IKENATYXOH, C1abo  BBIpaXKEHHOU
MYCKYJIaTypod, HapyXKHbIM OTKJIOHEHHEM TOJICHH, TelaTOCIUICHOMETAIueH, TPOPUICCKUMHU
sA3BaMM Ha HOrax, IMOsIBJIEHHEeM omyxoiiell Bcienctsue OMI' M uM3MeHEHMSMHU CKeJeTa M3-3a
HKCIAHCUU KOCTHOTO MO3ra. MI3MeHeHus cKenera BKIIYAoT Ae(hOpMaIfio JUTMHHBIX KOCTEH HOT
U TUIWYHYIO eOopMallMIo KOCTeH yepena | JUla: TalacceMMUYecKoe JUIO (KBaJpaTHbIN ueperl,
BBICTYTAIONINE CKYJbI, VYIUIONIEHHAs TIePEHOCUIa, TUIEpTPO(dUs BEpXHEH YEIOCTH C
BBICTYNAIOLUIMMU BEPXHUMHU 3y0aMu).

[IpomesxyTounast gopma P-TamacceMUU MOKET HAOIIOJATHCS Y TMAIMEHTOB, Y KOTOPBIX
KJIMHUYECKHE MPU3HAKU 3a00J1eBaHMs MOABISIOTCS B 00jee MO3JHEM BO3pacTe, pa3BUBAIOTCS Te
e TIPOSIBIICHHSI, KOTOPBIE BBIPAXKEHBI B Ooyiee MsATKol (opme. B Hambonee TsHKENbIX ciydasx
CHUMIITOMBI Y MAI[MEHTOB BO3HUKAIOT B BO3pacTe OT 2 10 6 yieT. XOTs Takhe MalueHThl MOI'YT
BBDKUTH 0€3 pPEeryJsipHBIX 3aMECTUTENBHBIX TeMOoTpaHc(y3uid, y HHX HaOIromaeTcs 3aaepiKka
pocta u pasButuA. Yacro BeTpedaeTrcss TMIEPIUIA3usl  SPUTPOUJHOIO  pOCTKA U
sKCTpame Ry UIsipHbIi remonod3 (OMI'). Ero mocienctBus BKIIOYAIOT XapakTepHYIO AehopMaIiuio
KOCTEH JMIla, OCTEONOpO3 M IaTOJOTMYECKUE IEepeloMbl JUIMHHBIX KOCTEH, oOpa3zoBaHME
PUTPONOITHUECKMX TKAHEBBIX Macc, B MEPBYIO OYepelb MOPAKAIOIIMUX CEJIE3€HKY, ME4YeHb,
pacrionarasch napaBepTeOpaIbHO B PSIOM C TUIOCKUMH KOCTSIMH Yeperia v Ta3a. YacTo BOSHHKAIOT
TpopHUUeCKue s3Bbl HAa HOrax. Y NAalMEeHTOB C MPOMEXYTOYHOU (opmol [-TanaccemMuu
pa3BUBaETCS MEperpysKa JKeJIe30M 3a CUET MOBBIIICHHUS BCACHIBAHMUS KeJle3a B KHIICUHUKE.

Knunnueckast kaptuna Hb Lepore u d3-TanacceMuu cxo/Ha ¢ TaKOBOW MPOMEXKYTOUHOM
dhopwmbl B-TamacceMun.

Knunnueckast kapruna E/B-TanacceMuu BappupyeT OT JIETKOM, aHAJIOTHYHOM Maioi popme fB-
TaJacCeMUH, JI0 TSHKEJION, aHATTOTHIHOM OoubIIoi hopme B-Tamaccemuu. st ONIEHKH CTETICHU
TsokecTH E/B-TanacceMun UCONb3YIOT CIEHUANBHYIO OLEHOYHYIO IIKATY, PEICTaBICHHYIO B

[Ipunoxennn I'1.

2. lnarnocTuka 3a00/1eBaHUSA UJIH COCTOSIHUSA (TPyNIbI 3200/1eBAHNHA HJIN
COCTOSIHUIT), MEAMUMHCKHE MOKA3AHUSA M IPOTHUBONOKA3aAHUSA K IPUMEHEHHIO

METOJA0B THATHOCTHUKH

Kputepun ycTaHOBJIEHUS TUATHO32/COCTOSTHHS

1. Hanuume rumoxpomMuu, MUKpOIIUTO3a 3puTporuToB (cHmwkenne MCH, MCV)
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OtcyTcTBUE nedunnTa Keje3a, To0Kka3aHHOe OMOXUMHUUYECKUMH TTapamMeTpaMu oOMeHa
xKene3a (Kene3o ChIBOPOTKHM, HCCJIEIOBaHHWE YpPOBHA (eppuTHHA B  KPOBH,
WCCIIEIOBAHHE KEJIE30CBA3bIBAIOIIECH CIIOCOOHOCTH CHIBOPOTKH, UCCIICTOBAaHUE YPOBHS
TpaHC(epprHa CBIBOPOTKM KPOBH, HCCIIEIOBAaHUE HACBHIEHUS TpaHcheppuHa
JKeJIe30M — B Ipesienax peepeHTHbIX 3HAaUCHU )
2. WM3menenue ¢paxiuii remornoOuHa:

— PB-ranaccemusi: nossimenue ppakuniit HbF u HbA2;

— o-tanaccemus: orcyrcrBue HbF, camkenne HbA2, Bo3moxkHo Hanmune HbH

win HbBart’s
— Of-tanaccemust u HbLepore: moBeimenne HbF u HbA:

— E/B-tanaccemus: noseimenne HbF u HbA:.

Kputepun mnoapazneneHus TajmaccemMuun Ha TpaHcdysnoHHO 3aBucumyio (T3T) wu

Tpancdy3noHHo HezBucumyto ¢popmsl (TH3T) npencrasnens: B [punoxenun 172.

2.1 ’Kaao0bI 1 aHAMHE3

PexomeHnoBaH TIIATENBHBIA cOOp JXKano® y BcCeX MAIMEHTOB C IOAO3PEHHEM Ha
TaJACCEMUIO B LIEIAX CBOCBPEMEHHOIO YCTAHOBJICHMS JUArHO3a M OLIEHKH COCTOSIHHS
nanuenTa [3, 12-14]. (YA 5 YVP C)

KOMMeHmapuu: OcHrosnvle aHcanobdvl cé53aHbl C NPOAGIEHUAMU aHeMUU — On1eoHocme

KOJ2(#CU U CTU3UCIMbLX, Cﬂa600mb, ymomuiemocmeo. FEcnu 6 neonamanvHom nepuoc)e 3abonesanue He

BbIABIIEHO, NPU MANHCENbIX POpMaAx manacceMuu y pebenka, ckopee ecezo, 6y0ym HaAOI00AMbCs

omcmaednue 6 qbusuttecmmpaseumuu, NA0XOU annemum u 0pyeue Hecneuuqbultecmte CUMNNOMDbl

anemuu, komopvie mMmozcym conpoeo:)fcdambc;z yeeaudeHuem cene3enHKu U ne4eru.

Bcem marueHTam ¢ MoJ03peHUEM HA TalacCeMHUIO PEKOMEHJIOBAH TIIATENBHBIN cOOp
CEMEMHOro aHaMHe3a, BKIII0Yas paccIpoc O HAJIWYUU B CEMbE JIETEH WM B3POCIBIX C
AHAJIOTMYHBIM 3200JIEBaHHEM, BO3PACTE TIOSIBIICHUS MIEPBBIX CHMIITOMOB 3a00JI€BaHMsI, B
[EJISTX CBOEBPEMEHHOTO YCTAHOBJIEHHUS TUATHO3a M OIEHKH COCTOSIHUS TanuenTa [3, 12—
14]. (YOO 5, YYP C)

B cmydae, ecnm He JOCTYNHBI pe3yibTaTbl IPENBAPUTEIBHOIO CKPUHUHIA,
PEKOMEHIOBaHO 00CJIEeIOBAaHUE POJIUTENICH MAIMEHTa ISl UCKIIOYCHHUS HOCUTEIHCTBA
TaJaCCEMUU B CBS3HM C TCHETHUECKOW MpUpo 101t 3a0osieBanus (KomnuecTBeHHas OlleHKa

COOTHOIIIEHUS TUTIOB TeMorio0uHa (ppakuuu remoriaoduna)) [3, 12-14]. (VAL 5, YVP

®)

2.2 duzukajJbHoe 00cae10BAHUE
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e Bcem mnamueHTaM C TMOMO3pEHHMEM Ha TajJaCCEeMHIO PEKOMEHJIOBAHO (PU3MKAIBHOE
o0ciieToBaHuEe B LESAX CBOCBPEMEHHOTO YCTAHOBJICHHSI JUATHO3a U OI[CHKU COCTOSHUS
nanuenTa [3,12-14]. (YA 5, YVP C)

Kommenmapuu: Obwuii ocmomp noopazymesaem oyeHKY 00we20 Guzuieckoeo
COCMOAHUS, UBMEPEHUe POCMA U MACCbl meid, USMepPeHUe OKPYHCHOCMU 20J108bl, HATUYUSL
B8MOPUYHBIX NOJIOBIX NPUSHAKOS 8 COOMBEMCMEYIOuleM 803pacme, HAIuyue Hecneyupuueckux
NPU3HAKOB8 aHeMUU, Y8elUdeHUe Cele3eHKU U NedeHu, ooble NPUSHAKU HAPACMAHUS KOCMHOU
MaAccyl Uil U3MeHenue HeuHe20 8Uoa KoCmell Tuyeso2o cKeiema.

Qusuyeckoe pazeumue HuU3Koe. 3adepircka pocma NPoUCxXooum noumu 6ceeod Y
nayuenmos Oonbulou manaccemuetl. 3HayumenvrHoe 3ameodieHue pocma Habaoaemcs 8 pocme,
pocme cuosi, 8ece, a makaice 8 wiupume niey u wupune dbeoep. llocne 4-nemmueeo 6o3pacma memnol
pocma 3amMemHoO CHUNCAIOMCA OMHOCUMENbHO HOPMAIbHBIX nokazamenei. Kocmuulil 6o3pacm
yacmo 3adepxcusaemcsi nocie 06-7 Jem. 3a0epicKka pocma CMAHOBUMCS CEPbEe3HOU U3-3a
HapyuwieHus nybepmammuozo ckauxa pocma. Kntouesvie ghakmopul, cnocoocmsyrowjue 3ameoneHuro
pocma y nayueHmos ¢ manaccemuell, GKIYAm XPOHUYECKYIO AHeMUI0, MPAaHCOY3UOHHYIO
nepezpy3Ky Hcene3om u Xxeramuyro mokcuynocms [14].

e [lpm oka3zaHWW TIOMOIIM IAIIMEHTAM C TaJlaCCEMUEH pPEKOMEHIOBAHO TINATEIHHO
OTCIIC)KUBATh CHUMITOMBI YBEIWYEHHS] W pa3Mep CEJIe3eHKH TMpH MPOBEICHUU
(UBUKATEHOTO OCMOTpa ISl CBOEBPEMEHHOT'O BBISIBJICHHSI CTUICHOMETATTHH U KOPPEKIIUN
takTuky Tepanuu [3, 12—-14]. (YA 5, YYP C)

Kommenmapuu: Yeenuuenue cenezeHku conpogorcoaemcs makumu CUMNMOMAamu, Kax
0016 8 GepXHeM K8AOpawme JHCUBOMA UIU HYBCMBO ObICMPO2O HACHIWEHUS, ABIEeHUIMU
eunepcnienusma. Taxcenas cnieHome2anus npueoOUm K pUcKy 803MONCHO20 PA3PblEa Cele3eHKU.

Jletlikonenuss unu mpomMoOOYUMoOneHuss 8Cie0Cmeue 2UNnepCenieHusMa npueooum K
KAUHUYeCKUM npobdiemam (Hanpumep, peyuous 6axmepuaivbHou uH@eKyuu Ui Kpogomeuenie).
Cnnenomezanus, BO3HUKWIASL BCNleOCMBUE HeAOeK8AMHO20 NPOBEOeHUs 3AMEeCMUMENbHOU

Mpauc@y3uoHHoU mepanuu, moxcem Obims 0OPAMUMO.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE MCCIAe10BAHUS

Jl1s moATBep K IeHUsI AUAarHO3a HEOOXOAUMO OLIEHUThH KJIMHUYECKHUE POSBICHUS U TaHHBIE

71a00paTOPHBIX METOJIOB HCCIICTOBAHUS:

e Bcem mamueHTam ¢ TOJO3pPEHHEM Ha TajacceMHio B Lensax auddepeHnanbHOM
JTUArHOCTHKU W TIOATBEP)KICHUS JHarHo3a PEKOMEHIOBAHO BBIMIOJHEHUE OOIIEro
(KTMHUYECKOTO aHaJIN3a) KPOBU Pa3BEPHYTOro (Ha aBTOMAaTHYECKOM I'eéMaTOJIOTHYECKOM
aHaJIM3aTope), W TMPOCMOTP Ma3zKa KPOBH Ui aHAIM3a aHOMAaIWil Mopdosoruu
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SPUTPOLIUTOB, TPOMOOIIUTOB M JICUKOIIMTOB (MHKPOCKOIHMS Ma3zka KpoBH) [3, 12—14].

YOO 5, YYPC)

Kommenmapuu: y nayuenmoé c¢ manaccemuell 00bl4HO HAONIOOAEMC CHUMCEHUE
cpedHe2o coodepxcanus 2emoznodouna 6 s3pumpoyume (MCH), cuudicenue cpeonezo obvema
spumpoyumos (MCV). B maske Kposu 0OHAPYIHCUBAIOMCA MUKPOYUMO3, SUNOXPOMUS,
AHU30YUMO3, NOUKUIOYUMO3 (CRUKYIUBUPOBAHHOE KAanieobpazosauue U npoooa208amole
KIemKu), Hanuyue MUuleHeUOHbIX K1emoK u Hopmooracmos. Hucio nopmobracmos (10epHvix
IPUMPOYUNOB) CEAZAHO CO CMENEHbIO BbIPANCEHHOCMU AHEMUU U SHAYUMENbHO VEeIUUUBAem sl
nocie cnieHdKmomuu. B yenom smu  Hapyuienus MOp@onrocuueckou  CMpyKmypul U
Xapakmepucmux  Spumpoyumos CX00Hbl Ol pA3HbLIX  (QopM — manaccemuu, BKIUAS
COHACNe008anue ¢ AHOMAIbHbIMU 2emociobunamu, Hanpumep, HbE/f-manaccemus [3, 14, 15].
Cmenensb @ulpasxiceHHOCmu MOPQON0SULECKUX UBMEHEHUL 3a8UCUm OMm CMeNneHu maicecmu
manaccemuu. Tpancghysuonno 3asucumvle Gopmvl manaccemuu Xapaxmepusyromcs 2ayooKum
CHUDICEHUeM KOHYenmpayuu oowe2o cemoznoouna 6 kposu (<70 2/n), MCV >50 u <70 ¢on u MCH
>12 u <20 ne. Tpaucgyzuonno mnesasucumvie Gopmvl manacceMuu XapaKmepusyemcs
cooepaoicanuem oowezo cemoenoouna 6 kposu eviuie 70 2/n, MCV om 50 oo 70 ¢pn u MCH om 16
00 24 ne.

e Bcem mamueHTaMm ¢ MOJO3PEHHEM Ha TallaCCEMHUI0 PEKOMEHJIOBaHA KOJUYECTBEHHAs
OIICHKA COOTHOIICHHS TUIIOB FeMOTJI00UHA (BBISIBIIEHUE THUIIOB reMOTJIO0MHA) METOI0M
anekTpodopesa (KammuIIpHOTO 3JIeKTpodope3a) WM METOJAOM BBICOKO 3(PPEeKTUBHOM
KHUIKOCTHOM Xxpomatorpadun (BOXKX) B memsix ycranoBieHus W auddepeHnnanuu
muarnosa [3, 12-14, 165]. (YAA S, YYP C)

Kommenmapuu:  Ilpumenenue  kanuanipmoeo  snekmpoghopesa  nogvluiaem
cneyuguunocme ouaznocmuku. Hecmomps na mo, 4umo cmoumocms uUccie008anuli CHUULACY,
9MO euje He N0BCemMecmHo npuUMeHumas npakmuka [2, 3] .

e Pexomenayercs BceM OOJIBHBIM C TIOJO3PEHHEM Ha TaJacCEeMHUI0 HCCIeI0OBaHUE
CBIBOPOTOYHBIX IOKa3aTeje oOMeHa xkeneza (MccleloBaHWE YPOBHS (QEeppUTHHA B
KPOBH, HCCIIEIOBAHHE MKEJIE30CBA3BIBAIONIEH CIIOCOOHOCTH CHIBOPOTKH, MCCIEI0OBaHUE
yYpOBHs TpaHc(epprHa CHIBOPOTKH KPOBHU, MCCIICIOBAHHME HACBIIICHUS TpaHCheppuHa
JKEJIe30M) B  KOMIUJIEKCE C OCHOBHBIMH  OWOXMMHUYECKUMH  IIOKa3aTessiMHu,
XapakTepu3yrIUMU  (QYHKIIMIO TI€YeHH U TOouYeK (OmpeaelieHHe aKTUBHOCTH
QTAaHMHAMUHOTpaHChepas3sl B KpOBH, orpeecHue AKTUBHOCTH
acmapraTaMuHOTpaHcdepasbl B KPOBHU, HCCIEIOBAaHUE YpPOBHS anbOyMHHA B KpPOBH,
orpezieNieHUe YPOBHS MIeTI0UHOM (hocdaTa3sl B KPOBH, ONPEACTICHIEe aKTHBHOCTH raMma-

rIIyTaMuiITpancepasbl B KPOBU, UCCIIEJIOBAaHUE YPOBHS 0011ero OunupyOrHa B KpOBH,
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MCCJICIOBAaHNE YPOBHsI CBOOOIHOTO M CBSI3aHHOT'O OMJIMPYOWHA B KPOBH, UCCIIEAOBAHUE

YPOBHS KpeaTUHUHA B KPOBH, OTIPEACTICHIE aKTUBHOCTH JIAKTaTACTUAPOT€HA3HI B KPOBH ),

¢ 1enbo audQepeHITuaTbHON TUArHOCTHKU C Kee301e(hUIUTHON aHeMHEH, OICHKH

HAIMYUS TKAHEBOU MEperpy3KH >KEIe30M, ONPEACTICHUs aKTUBHOCTH T€MOIUTUYECKOTO

npomecca [165, 167]. (YA 5, YVP C)

e Bcem mnamueHTaM C TOJO3PEHHEM Ha TaJllaCCEMHUI0 PEKOMEHJOBAHO IPOBEACHUE
MOJICKYJISPHO-TEHETHYECKOTO HCCIICIOBAHUS ITIOOMHOBBIX T'EHOB (BBISBICHUE TOYCUHBIX
MyTaluid B TeHE TTI00MHA B COYETAaHUU C MOJICKYJISIPHO-TEHETUYECKIM HCCIIeIOBAaHUEM
TSN / BCTAaBOK B Te€HAX TVIOOMHA) B LEJISAX YCTAHOBJICHUS IWAarHO3a U OMpEaeTeHUs
nporHo3a 3abonesanus [12, 14, 16-21, 165]. (YA 3, YVYP B)

Kommenmapuu: 6 cea3u ¢ kpatine 6blCOKOU 4acmMoOmou 6CmpeuaemMocmu Co4emaHHblX
aHoOMAnull 210OUHOBLIX 2€HO8 1eneco0OPA3HO UCCIed08aHUe 000UX Q-2l0OUHOBLIX 2eHO8 U [
2I00UHOB020 2€HA DAZIUYHBIMU Memooamu OJisl GblAGIeHUs. KAK MOYEUHbIX Mymayuil, max
Oeneyuti/6cmasox pasiuyHol NPOMSNCEHHOCMU, YMO NO360JUM NPABUTLHO OYEHUMb NPOSHO3
3abonesanusi.

2.4 UHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE HCCIET0BAHMS

e Bcem mammeHTam C TallacCeMHME, HMMEIONIUM J1a00paTOpHBIE MapKepbl TKAHEBOM
NEPErpy3KH  KEJIE30M, PEKOMEHAYETCSl  BBIIOJIHEHWE  MarHUTHO-PE30HAHCHOM
tomorpadpun (MPT) B pexxume T2* opraHoB OpromIHON MOJOCTU (TMEYEHH) B LETAX
CBOEBPEMEHHOW JMAarHOCTUKH OCJOXXHEHHUH MNPOBOJMMON TreMOTpaHC()Y3MOHHOMN

teparmu [23]. (YIUT 1 VVP B)

e Bcem mamumeHtam ¢ TanacceMuei, HWMEIOMIMM JIaOOpaTOpPHBIE MapKephl TKaHEBOU
NEepPErpy3ku  JKEIe30M, PEKOMEHAYETCS  BBITOJIHEHUE  MAarHUTHO-PE30HAHCHOU
tomorpadpuu (MPT) B pexxume T2* cepama B 1ensiX CBOCBPEMEHHOH JUAarHOCTUKH
OCIIOKHEHUH TTpoBoAMMON remoTpancdy3rnonnoi tepamuu [22]. (Y4 2 YYP C)

e BceMm nanueHtam ¢ [MarHOCTUPOBAHHOM TalaCCEMHUEN PEKOMEHAYETCS YIbTPa3BYKOBOE
UCCIIEIOBAHNE TICYEHHM W CEJIE36HKM B LENAX CBOEBPEMEHHOI'O  BBISBICHUSA
renaroMerajiuy U CIUNIEHOMETAINHU, a TAKKe JJIsl KOPPEKIUU TaKTUKU jeueHus [14, 24].
YIAA5, VYPCO)

Kommenmapuu: nayuenmam cmapwe 18 nem c enepsvie ycmanosieHHbIM OUASHO30M
manaccemMuu U ¢ paree yCmaHo8NeHHbIM OUAHO30M MANACCeMUU NPU Nepexooe 80 3POCIYI0 Cenb
HeoOX00UMO YIbmpa38yKOB0Oe UCCIe008AHUE OP2AHO8 OPIOUWIHOL NOJIOCMU (KOMNWAEKCHOoe) O

C60€6p€M€HHOZJ OUASHOCMUKU opeanHomezaiuu u akcmpa/wedyﬂ}zpubzx 0o4ac06 KpoeemeopeHUsl.
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Yeenuuenue cenezenxu conpogosicoaemes makumu CUMNMOMAMU, KAK O0b 6 6epXHeM K8aopaHnme
HCUBOMA UMY  YYBCBO ObICMPO2O HACLIWEHUs, AGIeHUAM 2unepcnienusma. Tsagcenas
CHIIEHOMe2anusl NPUBOOUN K PUCK)Y 803MONCHO20 PA3Pbléa CeNle3eHKU.

Jletikonenuss unu mpomboyumoneHusi 8ciedcmeue UNepCniieHusMa npusooum K
KAUHUYECKUM npobaemam (Hanpumep, peyuous OaKkmepuaibHol UHGeKyuu Uiy Kposomedenue).
Cnnenomezanusi, GO3HUKWASL —BCNeOCMEUE NPOBEOeHUs. Heda0eK8AmHOU MpAHCHY3UOHHOL
mepanuu, mModcem Obimb 0OPAMUMOLL.

e PexomeHnayercs BceM B3pochbiM (18 mer wu crapiie) mnamueHTaM C  BIEPBBIC
YCTAaHOBJICHHBIM JIMarHO30M TaJlaCCEMUW W TAIlMEHTaM C paHee YCTaHOBJICHHBIM
JIMarHO30M TaJlACCEMHH MPHU MEPEX0/Ie BO B3pOCIYI0 KoropTy npoBoauts MPT unu KT-
UCCIICJIOBAHUE JIII CBOCBPEMEHHOTO BBISBJICHUS TapaBepTEOPATBHBIX  OUYaroB
9KCTpPaMEeIyJIJIIPHOTO KPOBETBOPEHUS, TPEOYIOIIUX PEAYKLIUU B LETSX MPOPHIAKTUKH
Pa3BHUTHS HEBPOJIOTHUYECKUX OCIIOKHEHHM BCIICJCTBHE KOMITPECCUN HEPBHBIX CTBOJIOB U
KOpeuIkoB cnuHHoro Mo3ra [168, 1691 (YA 4, YVYP C).

e PexoMmeHayeTcs BCeM B3pOCTBIM IMAllMEHTAM C TaJlacCeMUEd TpH TOJO3PCHHUH Ha
pa3Butue ¢Gubpo3a/muppo3a MEYEHH MNPOBOJAUTH SJIACTOMETPUIO TEUYEHH, a TaKKe
MarHUTHO-PE30HAHCHYIO TOMOTpa(HI0 OpraHoB OPIONIIHON MOJOCTH C BHYTPHBEHHBIM
KOHTPAaCTUPOBAHUEM WJIH KOMIBIOTEPHYIO TOMOTrpaduio OpraHoB OPIOIIHOM MOJIOCTH C
BHYTPUBECHHBIM OOJIOCHBIM KOHTPACTUPOBAHUEM I CBOCBPEMEHHOW JIHArHOCTHKH
uppo3a MEYEHH, HaIUYus MOPTaNbHON TUIEPTEH3UH, UCKJTIOYCHHUS

renaToIeUTIoNApHOM KapiuHomsl [165, 170] (YA S, YYP C).

2.5 Uupble fHArHoCTHYECKHE HCCJIECT0BAHNS

CKpHMHHMHI Ha TeMOIJI00MHONIATHH

e Jlnsg BBHISIBICHHUS HOCHTENECH TajlacCeMHH B paMKaxX CHCTEMBI 37paBOOXPAHCHUS
PEKOMEHIOBaH MOMYJISIIMOHHBINA CKpuHUHT [3, 13-15, 25-41]. (YOO 1, YYP B)
Kommenmapuu:  Hoemmuguxayuss  pooumensi-nocumens, o00OblYHO  Mamepu, C

nociedyrowum  0dciedosaHueM — napmHepa  No3801Aem  udeHmuuyuposams  napwl,
N00BePIHCEHHbLE PUCKY DPOdACOeHUsI 60IbHO20 pebenka. 1o umozam KOHCYTbmayuu OHU MO2ym
coenamsv OCO3HAHMBIU 8bIOOP OMHOCUMENbHO NPEHAMANbHOU OUACHOCMUKU U NPepbléaHus
bepemeHHOCMU NO NPUYUHe OMKIOHEHUL ) n100d. Dghgdekmusnoe npedocmasieHue Smotl yciyeu
npuBeno K 3HAYUMENIbHOMY COKPAWEHUIO 6 HECKOIbKUX CMPAHAX YUCLA HOBOPOICOCHHBIX C

coomeemcmayrowumu sabonresanuamu [3, 13—15, 25-41].
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B 6onvuuncmee cnyuaes demeti ¢ 6oavuon hopmoi f-manaccemuu uoeHmugpuyupyrom

C NOMOWbIO 00HO20 U MO20 Jice CKPUHUHC06020 mecmda, U paHHAA OUACHOCMUKA MOXNCEN CHU3UMb

3a001e6aemMoCmb, CEA3AHHYIO C PA38UMUEM NO30HUX OCI0XHCHeHUll manaccemuu [27-32].

Tlooxo0 « CKPpUHUHZY majliaccemMuu 3aeucum om 4acmombsbl KOHKPENHbIX Mymab;uﬁ 6

pecuone, UMEIOWUXCS pecypcos, KyJIbmypHbIX U pelusuosHvlx ocobennocme. Unugopmuposanue

U npoceeweHue HaceneHus, PAcUUPEeHHblll CeMeltHblll CKpUHUHZ, 000paunblll CKPUHUHS U

CEHEeMUYECKOe KOHCYIbmuposarnue, npeHandalbrasd ouasHocmuka u niaHupoeaHue cemvu

OMHOCAMCA K YUCTY cmpame2uil, 00bIYHO NPUMEHeMblX 8 npoepammax ckpununea [14, 15].

B paitoHax ¢ BBICOKOM YacCTOTOM TaJlaCCEMHU PEKOMEHAYETCS MPOBEICHHE
YHUBEPCAIHLHOTO CKPUHUHTa HOBOPOXKACHHBIX KaK JJIS O -, TAK U 715 B-TajacceMUYECKuX
paccTpoMCTB B IENSAX pPaHHEr0 Hayajga TEpanuu W MNPEJOTBPALICHUS Pa3BUTHUSA

ocnoxknenuit [12-14] . (YA 5, YYP C)

Bcem B3pocnplM mamueHTaM C TalacceMuei, IMEepeHECHIUM CIJICHIKTOMHUIO /WU
UMEIOIUM TPOMOOTHYECKHE OCJIOKHEHHSI B aHaMHe3€, peKOMEHyeTcs HCClel0BaHnue
COCTOSIHUSI ~ CBEPTHIBAIOIIEH  CHUCTEMBl  KpPOBH  (aKTHBHPOBAaHHOE  YaCTHYHOE
TPOMOOIIJIACTUHOBOE BpEMs, OIpeJeNIeHHe MPOTPOMOMHOBOIO (TPOMOOIIACTUHOBOTO)
BPEMEHH B KPOBH WJIM B IUIa3Me, WCCIEJIOBaHHWE YpOBHsS (MOPUHOTEHA B KpPOBH,
TPOMOO037IaCTOMETPHSI) M MOJIEKYJISIPHBIX MapKepoB HAacJeICTBEHHOH TpomOodumnu
(onpenenenue nonumopdusma G20210A nporpombuHa B rere paxkropa Il cBepThiBaHUs
KPOBHU, MOJIEKYJIIpHO-TeHeTHYecKoe uccienaoBanue mytauu G1691A B rene dpakropa V
(myTanus Jlelinena) B V Qakrope cBepThIBaHUS, onpeaenacHne noaumopdusma C677T
METUJIEHTeTParupoQoaaT-peyKrasbl) Uil CBOEBPEMEHHON JUArHOCTUKH U KOPPEKIIUU
TUIEPKOATYJSIIMOHHOTO ~ CHHAPOMa  C  HENbl0  NPOPHUIAKTHKH  Pa3BUTHA

TpoMOOIMOOTNYECKUX OCTIOKHEeHUH 3a0oneBanus [171, 172] (YA 4, YVVP C).

JAuarsocTuka ocj10:KHeHUil 3200/ 1eBaHUIl U Tepanuu

PexoMengoBaHa manueHTaMm C TajacceMuel CHCTeMaTHuecKash JUarHOCTHKA OCHOBHBIX
IPOSIBJIEHUHM, OCJIOXXKHEHMM 3a00iieBaHMsI M TepaluHu B LEISAX HUX CBOEBPEMEHHOIO
BBISIBJICHUST M Koppekuuu [3, 12-15, 42-44, 164-166] (cm. Takke paszmen 5.2
JucnancepHoe HaOI0/IeHUE U TIpUiiokeHue A3.2):

— HapyuleHu#t pocta u pa3Butus [45, 164-166] (Y 2, VYP B);

—  KapauoJIOTMYECKUX ociokHeHui [12—-15, 22, 46, 47, 164-166](YA 2, YYP B);

— DHJOKPUHHBIX HapyuieHui [3, 12—15, 48, 49, 164-166](Y A/ 2, YYP B);

— HapymeHu# ¢pyHkiuu neuenu [23, 164-166](YAI 1, YYP B);
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— uH}pekuuoHHbIX ocnoxuenui [S0-53](YI/ 2, YYP B);

— octeomnopo3sa [54, 55](YAA 3, YPP C);

— cocrosiHUS mojocTty pra [1, 3, 12-14, 56, 57, 164-166] (YA 2, YVP B);
— HapylIeHHuH ciyxa u 3penus [58—63, 164-166](YA 2 YYP B);

— HapyuieHu pabotel moyek [64—67,164-166]. (YA 3, YYP B)

3. JqueHne, BKJIKOYad MCAUKAMECHTO3ZHYI0O 1 HEMCIUKAMECHTO3HYIO TEPaIlluu,
AUETOTEPAIINIO, 066360.]1HB3HI/16, MECAUIINHCKHEC ITIOKA3aHUA "

NMPOTUBONIOKA3aHUS K IPUMECHCHUIO METO/0B JICHCHUS

Kak u npu 1pyrux XpoHH4eCKUX 3a00J1€BaHUSAX, TOKU3HEHHO TPEOYIONUX CYIIECTBEHHBIX
MEIMLHMHCKUX BMEIIATENbCTB, Ha OJIaronojyyue IMalueHTa BIUAIOT HE TOJIBKO TEXHUYECKHE
acIeKThl, HO M COCOOBI OKa3aHUs MEIUIMHCKON nmomomu. OpueHTanus Ha 3a00Ty O MalueHTe
SABIISICTCS OJHUM W3 BaXHEUIIMX (PAKTOPOB, U MEIUIIMHCKHE OPTaHU3allMM JOJDKHBI 0co0o0e
BHUMAaHHE YJEIATh MUHUMM3ALUU OTPULATEIBHOIO BIMSHHS MEAULIMHCKONW IIOMOIIM Ha y4eOy,
paboTy U ceMeiHyI0 KH3Hb MAlEeHTOB, TTO3BOJISAS UM BECTH MAaKCUMAJIbHO BO3MOKHO aKTUBHBIN
U HOpMalbHbIM 00pa3 xu3HU. Takasg MeAMLMHCKas MOMOIIb MOXKET CYILIECTBEHHO YJIYYIINUTh
BBDKMBAEMOCTb 3a CUET IIOBBILIEHHS YPOBHS IIPUBEP)KEHHOCTH CJI0KHBIM pEXXUMaM JieueHus [68—
71].

3.1 HemeaukaMeHTO3HAs Tepanus

Cnenyer moayepKHYTh, YTO KIMHUYECKUI (PEHOTUN TalaCCEMHH HE MOXET OBITb TOYHO
IpeJcKa3aH Ha PaHHUX CTAJIUSAX M MAIlMEeHT JOJDKEH HaOMoJaThes Ha MpeAMeT HAJIUYUsS Y Hero
KIIMHUYECKUX NMPU3HAKOB, YKa3bIBAIOIIUX Ha HEOOXOAMMOCTh Haudaja TpaHc(y3ui, a Takxke Ha
HaJIMYKME OCJIOXKHEHUH, CBSI3aHHBIX C TPAHCHY3USIMHU.

e Bcem manueHTam ¢ TajlacceMued pPEeKOMEHJOBAaHO COONIOACHHE 30pOBOro obOpasa
KHU3HU: cOAJTaHCUPOBAHHOE MUTAHUE, ABUraTeIbHass aKTUBHOCTh, OTCYTCTBUE BPEIHBIX
pUBBIYEK (KypeHHUe, alKorolib, yHoTpeOIeHre TOKCUYHBIX BeulecTs) [3, 12—15, 43, 44,
72,73]. (YOO 3, YYP B)

Kommenmapuu: nayuenmovr ¢ manou Gopmou [-manraccemuu, o-manaccemuei ¢
MUHUMATOHLIMU NPOSABLEHUAMU U 300PO8ble HOCUMENU MAalaccemMuu He mpedyiom JedeHus,
300posblil  00pa3  JHCUBHU  NO3BOAUM  OP2AHUSMY  CAMOCHMOSAMENbHO  KOMNEHCUPO8amby
eenemuyueckuti Oegpexm. Ilayuenmor ¢ madxcenbiMu KIUHUYECKUMU GOpMAMU MAanaccemuu
HYHCOAIOMCS He MOAbKO 8 300Pp0BOM 00pa3e HCU3HU, HO U 8 cneyudibHom nevenuu [74-77].

e Jlns Bcex MaIMeHTOB ¢ J1I000# GopmMoii Tanaccemun B T0O0OM BO3pacTe peKOMEHI0BaHa

JBUTATENIbHAs AKTUBHOCTh — 3aHATHS (U3KYIbTypoil, croptoMm (06e3 ydactus B
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COpPEBHOBAHUSAX), YTO MO3BOJUT MaKCUMaJIbHO MOJJIEPKAaThb MUHEPAIU3ALUI0 KOCTEH
CKeJeTa, 0COOCHHO TIPU CPEIHETSHKENBIX U TSDKEIBIX KIMHUYEeCKUX (opMax TaaacCeMHUH

[12-14, 72, 78-81]. (YIU 3, VVP B)

3.2 TpancdvivoHHAas U XeJIATOPHAS Tepanus

[Taruentam ¢ TH3T dopmamu tamaccemuu (mpomMexyTouHoi Gopmoii B-Tamaccemun u
JIPYTUMH KIMHUYECKH CXOKUMHU (opMaMH TajacCeMHM) TpaHC(y3HOHHAs Teparus
PEKOMEHJIOBaHa TPU CHIKEHUHM TeMorioOumHa menee 60 I/, Mpu COMyTCTBYIOIIUX
UH(DEKIUSX, TPU TPOBEACHUH XUPYPTUIECKUX OIepaIlyii, Ha Bpemsi OepeMEeHHOCTH, TIPH
BBIPAXKEHHOW 3aJIEPKKE POCTa, JIETOYHOW TMIIEPTEH3UHU, CEPJIEYHOM HEAOCTATOYHOCTH,
CKJIOHHOCTH K TpomOo03aM, MOSIBICHHUIO TSXKEIbIX KOCTHBIX nedopmanuid [3, 12—15].
YVOAA5, VYPCO)

[MarueHTamM ¢ yCTAaHOBJIGHHBIM (TIOATBEPXKACHHBIM J1a0OpaTOpPHO, B TOM YHCIE
MOJIEKYJIsipHO-TeHeTnueckn) nuardo3om T3T ¢opmer Tamaccemun (Oonbirast popma -
TajiacceMuu, remornoOuHonatuss H Tsoxenolt crenenn u E/B-tamaccemus Tspkenoit
CTEIEeHN) PEKOMEH/I0BAaHO HAdaTh 3aMECTUTEIbHYIO TEPaIUiO JEHKOIETIETHPOBAHHOMN
(JIefikopefyIMpOBAHHOM) APUTPOLMTHONW B3BECHIO IO HHAMBHIYaIbHOMY MOI00pPY
noHopa [3, 12—15, 165]:

— Hb menbme 70 /1 B 2 onpeneneHusx, HHTEPBaJI MEXIY ONpeaeieHussMu ooiee 2
HeZenb (MCKIIoYash BCe Jpyrue mpenpacrosararoime (GakTopbl, Takue, Kak
UH(DEKINN);

— Hb >70 r/1, HO 0TMeYarTCs: 3HAYNMBIE CHMIITOMBI aHEMHUH, U3MEHEHHS KOCTEH
JUIEBOrO  CKeleTa,  3aJepKKa  pocTa,  NaTOJOTMYECKHE  IEPENIOMBI,
AKCcTpaMeny uIsIpHbIi remaronods (Y 5, YVP C).

Kommenmapuu: pewenue o navane pe2yiapuvix mpancgy3uti NpUHUMAEmcs 1e4aujum

8PAUOM 8 MEOUYUHCKOU Op2aHu3ayuu edepanbHo20 YPO8Hs, CREYUATUSUPYIOWELC Ha OKA3aHUU

MeduuuHCKoﬁ nomowiu nayuexsmam c maﬂacceMueL?, uiu no umoeam KOHCcyrbmayuu C HUM

(nepeuenb makux MeOUYUHCKUX oOpeaHuzayuti — cMm. paszden 6. Opeanuzayus oKa3auusl

Meouyunckol nomowu). Llenv pecynapuuix mpancgy3uti OOHOPCKUX 3pUmMpoOyuUmos — obecneuums

HOPMATbHBLU pOCM U pa3gumue nayuenma, 3ghgexmueroe nooasnenue Hympu KOCmMHOMO3208020

U 8He KOCIMHOMO03208020 KPOBEmMEOPEHUs, XOpouLyio pabomocnocobnocmy [165].

[amuentam ¢ T3T popmamu TamacceMun HACTOSITENIBHO PEKOMEHAOBAHbI PEryJIsipHbIE
TpaHchy3UH JIEHKOJETIIIETUPOBAHHONW APUTPOIMTHON B3BECH IO HHIMBUAYATBHOMY

noa0opy JOHOpa B TE€YEHHE BCEW JKW3HU, MPOBOJIUMBIC OOBIYHO KaXKJble JBE - ISATh
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HEJIeJb, JUTsl TIOIEp)KaHus TpeTpaHc(y3nOHHOTO reMoriioouna B KpoBH Beime 90-105

r/n. Takoii pexuM TpaHCPY3HMOHHOH Tepamuu CHOCOOCTBYET HOPMAIBLHOMY PpOCTY,

o0OecrieunBaeT HOPMAIbHYI0 (U3WYECKYH0 aKTHBHOCTh, aJCKBATHO IIOJIABJISCT

M30BITOYHYIO aKTUBHOCTh KOCTHOT'O MO3Ta y OOJBIIIMHCTBA MAIMEHTOB U MUHUMHU3UPYET

HakorieHue xenesa [12-14, 24, 165]. (YA 5, YYP O)

Kommenmapuu: 6onee 6vicokutl npempanc@y3uouHblil yposeHs 2eMo2ioOUHA 6 Kposu 8
110-120 2/n mooicem Ovimb yenecooOpasHviM Ol NAYUEHMO8 C CePOEYHO-COCYOUCTbIMU
3a601e8aHUAMU UTU OPYSUMU NAMOIOSUYECKUMU COCMOSHUAMU, A MAKdice 0I5l meX NAYUEHMO8s, V
KOMOPbIX He YOalocb 00CMUYb 00CMAMOYHO20 NOOABIeHUS U3OLIMOYHOU AKMUBHOCMU KOCHHO20
Mmo3zea. Xomsi 601ee KOpOMKUE UHMEPBANb MeNHCOY NEPeluSAHUAMU MOSYM CHU3UMb 00wue
nompebHOCMU NAYUEeHMO8 8 MPAHCPY3UOHHOL mepanuu, npu 8blOOpe UHMEPBAI08 HeoOX00UMO
yuumsieams opyeue axkmopwi, maxue, KaK pexcum pabomsl, epapux yuedvl u opyeue acnexkmol

06pa3a HCUSHU NAYUEHMO6.

e Jlng mnOporpaMMHOM 3aMECTUTEIIBHOW Tepalnuh PEKOMEHJIOBAHO  HCIOJIb30BaTh
WHJUBUIyIHHO MOI00paHHYIO JIEUKOICTIIIETUPOBAHHYIO U OOTYYEHHYIO SPUTPOLIUTHYIO
B3BEChH JUIsI CHUKCHHS PUCKA PAa3TUYHBIX TOCTTPAHC(HY3UOHHBIX PEAKIHH (OCIOKHEHUI )

(mmuxopanka, [IMB-undekus, ammonmmyHsusanus) [ 12—15,82-88,165]. (YA 5, YVYP C)

e PexomeHayeTcss HOPMOTPAaHC(Y3MOHHBIH pPEXHMM 3aMECTUTENIBHOW MpPOrpaMMHOM
Tepalnuu SPUTPOLUTHON B3BEChIO, T.€. coxepxkanue Hb mocne Tpancdy3um momKHO
coctaByATh He O6onee 130 r/n. O0beM TpaHCchy3upyeMoit sputporuTHoil B3Becu 20-30

MJI/KT, KPaTHOCTh — Kaxble 2 - 5 Hem. [12—-15, 165](YA 5, YYP C)

e [lepen mepBoil TpaHcdy3ueill SPUTPOLUTHON B3BECH PEKOMEHJIOBAHO BBHIMOJIHEHUE
CIEQYIOIIMUX MCCIAEAOBAHUA B LEISIX MHUHHUMHU3ALMM PUCKOB  AIJIOMMMYHHBIX
OCIIO’)KHEHUH, BBISIBIICHHUS HHPUIIMPOBAHHOCTH Bupycamu renatuta B u C, BUY, onenku
CTETEeHU NePErpy3KH KEJIe30M 3a CUET MOBBIIIIEHHOI'O BCAChIBAHUS KeJle3a B KUIIIEUHUKE
IpH JUIUTEIHHO CYIIECTBYIOIIEH Tiyookoit anemuu [12—-14, 91-93, 165]:

— ompenereHUe OCHOBHBIX rpymm mo cucreme ABO, ompenenenue anturena D
cucrembl Pesyc (pesyc-pakrtop) u ompeneneHue HOATPYHIBl U IPYrHX TPyl
kpoBu MeHbiiero 3nadeHusi A-1, A-2, D, Cc, E, Kell, Kidd, Duffy (momnsrit
pacIIMpEeHHbIN dbenoTUm u TeHOTHII SPUTPOLIUTOB
(C,c,D, E, e, K, k, Jka, Jkb, Fya, Fyb, Kpa, Kpb, MNS, Lewis);

— aHamu3 KpOBU OMOXMMUYECKUH OO0IEeTeparneBTUYECKU U UCCIIEOBAHUE YPOBHS

(dbeppuTHHa B KPOBH);
22



— wuccaenoBanugd Ha rematut B, C m BUY - onpenenenue aHTUTEN K
noBepxHoctHoMmy aHTureny (HBsAg) Bupyca remaruta B (Hepatitis B virus) B
KpOBH; ompesiesieHre antuten k Bupycy remaruta C (Hepatitis C virus) B KpoBH,
ompenenenue anruren kiaaccoB M, G (IgM, IgQG) k Bupycy mmmyHoaeduuuTa
yenoBeka BUY-1 (Human immunodeficiency virus HIV 1) B kpoBu, onpenenenue
antuten ki1accoB M, G (IgM, IgG) k Bupycy nmmyHoaeduuuta yenosexka BU1Y-2
(Human immunodeficiency virus HIV 2) B xposu. (Y1 5, YYP C)
Kommenmapuu: npeononazaemcs, umo cenomunuposanue f-enobuna u o-2100una panee
yorce ObLIO 8bINOTHEHO NPU NOCMAHO8Ke OuazHo3a. Eciu nem, oHu 0ondicHbl Oblmb NPo8edeHbl, No

803MOIHCHOCMU, 00 NPOBEOeHUs NePBOli MPAHCHY3UU.

e Ha ¢one 3amecTuTenbHON TPaHCHY3NOHHOM TEpAUK B LETAX OIEHKH Y (PEKTUBHOCTH
U 0e30acHOCTH TEepanuu, CBOCBPEMEHHOW €€ KOPPEKIMH PEeKOMEHIOBAaH KOHTPOJb
COCTOSIHHSI TTAIIMEHTA C BBHITIOJHEHUEM CIICTYIONTUX nccaenoBannii [12—-14, 91-95, 164-
166]:

— 00muii (KTMHUYECKU) aHAJIU3 KPOBH C TIOJICYETOM TPOMOOIIMTOB U HOPMOOJIaCTOB
nepesa Kaxaou Tpancdys3uei;

— TpsAMON aHTUTIIOOYJIMHOBBIM TecT (mpsmas mnpoba KymOca) u Hempsmon
aHTUTI00yMMHOBRIA TecT (Tect KymOca) mepen kaxmoil Tpancdysmeir ¢
onpeAeNeHueM CHeHU(PUUHOCTH aHTHUAIPUTPOLUTAPHBIX aHTUTEN (MPU  UX
BBISIBIICHUH ),

— ompezaeneHHe OCHOBHBIX rpynmn no cucteme ABO, ompenenenue aHTturesa D
cuctemsl Pesyc (pesyc-¢hakrop) 1 onpenesieHrne MoArpyIIbl i IPYTUX TPYIIT KPOBU
Menbiero 3Hauenus A-1, A-2, D, Cc, E, Kell, Dufty, Kidd - 1 pa3 B rogx;

— HCCIENIOBAaHME  YPOBHS  JKelie3a  CHIBOPOTKH  KPOBHM,  HCCIIEJOBaHUE
xkerne3zocBssbiBaolei cnocoonoct cbiBopoTku (OXKCC/HXKCC), nccnenoBanue
HACBIIICHUSI TpaHC(hepprHa KeJIe30M, HCCIeI0BaHNE YPOBHS (EpPUTHHA B KPOBU

-1 pa3B 6-12 mec. (YA 5, YYP C).

3.3 JlekapCcTBEeHHAS Tepanus

e  PexoMeHI0BaHO MHHUIIMHPOBAThH XEIATOPHYIO Tepanuio aedepasupokcoM™** mamnuentam
B BO3pacTe cTapiie 2-X JeT ¢ TpaHC(Py3MOHHO-3aBUCUMBIMU (POpPMaMU TAJIACCEMHUU TPU
HAJIMYUU Ta00PATOPHOIN KapTUHBI MTEPErPy3KH JKEIe30M U/UITU 3HAUeHUU KOHIICHTPAIUU
KeJe3a B MapeHXuMe Me4YeHu > 7 Mr/r cyxoro BemiectBa (o ganaeiM MPT meyenu B

pexkume T2*), mpu TpaHcPy3MOHHO-HE3aBUCHUMBIX (hOpMax TallaCCeMHUH IMPH HaJIMYUU
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71a00paTOpHON KapTUHBI MEPErpy3Ku >KeIe30M HW/WIM MpU 3HAYEHUHM KOHLEHTPALUu

xKeJe3a B MapeHXuMe MeYeHu > 5 MI/T cyxoro Bemiecta (o ganubiM MPT meuyenu B

pexume T2%) [1, 3, 12—-14, 96, 97, 164-166]. (YA 5, YYP C)

Kommenmapuu: 3amecmumenvnas mepanusi 2dpumpoyumHou  636ecbio  O0IHCHA
CONpOBOAHCOAMbCSl A0EKBAMHOU XeNAMOPHOL mepanueli 80 U30edcanue msixHcen020 N08PecOeHUs
opeanos [1, 3, 98-102]. Pexomenoogano ommeHamsb XeramopHyl0 mMepanuro moabKo Hpu
00CMUICEHUU BepXHell 2paAHUYbl 803PACHOL HOPMbL YPOBHA (eppumuna Kposu npu ycioeuu
npeKkpawjerusi 3aMeCmumenbHol Mpanc@y3uoHHOU mepanuu U HOPMATUIAYUU COOEPIHCAHUS
Jrcenesa 8 neweHu u Muokapoe, oyeneHuovlx memooom MPT T2* (0ns neuenu 603MONCHO aMOMHO-

abcopOYUOHHBIM MEMOOOM ONpedeneHUsl COOEPIUCAHUS Jicelle3d 8 CYXOM 8eujecmee buonmama

neuenu) [3, 12—14, 72].

e B nemax npodunakTHKM U JI€YEHHUS XPOHUYECKOH MOCTTpaHC(HY3MOHHOW HEeperpys3Ku
JKEJIe30M JUISl B3POCIIbIX U JIeTeH 2 JIeT U cTapllie peKOMEHI0BaHbI CIIEIyIOIINe BapUAHThI
xenaropHoi Tepanuu [164-166]:

—  Hedepasuporc™*:

O HayalpHas J103a IS JIeKapCTBEHHOU (OpMbI TabNeTKa Iucneprupyemas -
20 Mr/Kr/cyT BHYTPh €XKEIHEBHO, JJAJIEE C IIarOM 5 MI/KI/CYyT MOBBIIIAECTCS
JI0 MaKCUMalbHOM 10361 40 MI/KI/CYT WM MOHHKAETCS B 3aBUCUMOCTHU OT
KOHIIGHTPAallMd  (eppUTHHA CHIBOPOTKM KPOBU, TIPH  COACPKAHUH
dbepputiHa chIBOPOTKH KpoBU MeHee 500 MKr/m mo3a cHuxkaercs ao 125-
250 mr/cyT;

O HayanpHas J03a Uil JIEKapCTBEHHOM (OpMBI TaONETOK, MOKPBITHIX
TUICHOYHOW 000JI09KOi — 14 MI/KT/CyT BHYTpb €XKEIHEBHO, JIajiee C Iarom
3,5 MI/KT/CYT B 3aBHUCHUMOCTH OT (peppUTHHA CBIBOPOTKH KPOBH J03a
NOBBIIIAETCA WJIM TOHMKAETCS; MaKCHMalbHas 103a 28 MI/KT/CyT), Tpu

colepkaHuu (eppuTrHa CHIBOPOTKH KpoBH MeHee 500 Mkr/m mosa

camxkaercs 10 90-180 mr/cyr [103-106]. (YAL 1, YYP A)

e [Ipy mpoBeACHHHM XENATOPHOW Tepamuu B LEIIX OICHKA dS(P(EKTHBHOCTH U
0€30MacHOCTH Te€panuu, CBOEBPEMEHHON KOPPEKIIMHU JI030BOT0 PEXUMa PEKOMEHI0BAH
KOHTPOJIb COCTOSIHUSA TMAIIMEHTAa C BHIMOJHEHUEM CIEAYIOMUX ucciaeaoanui [1, 3, 12—
15,97, 164-166]:

— WCCIeJOBaHHWE  YPOBHS  JKeJe3a  CHIBOPOTKHU KpOBH, HCCIIEN0BaHUE

xkee3ocBs3biBarotei criocooHocTr chiBopoTku (OXCC/HXKCC), nuccnenoBanue
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HACBIILEHHS TpaHC(epprHa XKeJIe30M, UCCIIEJOBaHUE YPOBHA (peppuUTHHA B KPOBU
- kaxzaple 3 mec npu noabope no3wl xenaropa (VO3AC XKenezocBsi3piBaromiye
npenaparsl), najee Kaxiasie 6-12 mec;

— HCCIeOBaHUE NMPOTEUHYpHUH (ompezeneHue Oenka B Mo4e) — 0 Hadaja Teparuu,
€XKEHEJIeNbHO Ha 3Talle noadopa J103bl WM €€ ICKaJIAluY;

— wuccrnenoBanrue QyHKIIMU HEPPOHOB IO KIUPEHCY KpeaTuHuHa (mpobda Pebepra) -
JI0 Hayajla XeIaTOpHOM Tepamuu, KaXkaple 3 Mec Ha 3Tamne 1noadopa J03bl, Jajee
kaxapie 6-12 mec; manmentam ¢ CK® <40 wmu/mue pedepasupokc**
IPOTHBOIIOKA3aH.

— aHanmM3 KPOBU OMOXMMHYECKHI OOIIETepaneBTUYeCKUil € OIEHKOH (YHKIUHU
IICYEHH U IIOYEK - JI0 Hayaja XeJIATOPHOHM Tepanuu, KaxJble 2 HeAeIu Ha JTare
noa0opa 03kl WK €€ cKanauu, gainee 1 pas B 1-3 mec.;

— MPT B pexxume T2* meyenu u muokapaa - 1 pas B ro;

— TonanbHast ayauomeTpus 10 Havyaja Tepanuu U 1 pa3 B 12 mecsiies.

YOO 5, VYP C);
[Tarmentam ¢ TpaHCcy3HMOHHO-3aBUCUMOM  (OpMOI  TajmacceMUd TpU  HaJIUMYUU
napaBepTeOpabHBIX AKCTpaMeNyJUIIPHBIX O0YaroB KpPOBETBOPEHHUS PEKOMEHJIOBaHA
LUTOpPEAYKTUBHAS Tepanus #rujapokcukapdbamuaom™* B nosze ot 7,5 1o 20 Mr/Kr/cyTku

[165]. (VA 5, YYP C).

Kommenmapuii:  sghgpexm  #euopokcuxapdoamuoa™*  peanuzyemcs — ecieocmeue

CmMuMynAyuU cumsesza hemanbHo20 2emM02100UHa U YMeHbUuleHUss OUCOananaca mexcoy anvga- u

He-a/zbgba- 2N0OUHO8bIMU yenimu, 4mo npueodum K noevluierHuro 3(1)d)el<mu6Hocmu U CHUINCEHUIO

UHMEHCUBHOCU apuUmMponos3a. JlononnumensHuiii YUumopeoyKmueHbll aghghexm

#euopoxckapoamuoa™** npusooum K yMeHbweHUO 00beMd IKCMPAMEOYIAPHLIX 0YA208

2emMonos3a.

J11s1 medeHunst B3pOCIbIX MAIIMEHTOB ¢ TPaHC(Y3NMOHHO-3aBUCUMOM (popMoii Taslaccemun,
OpY HEBO3MOXKHOCTH MOJJECpP)KaHUS pEeXUMa TIeMOTpaHCY3uid, HEOOXOAMMOTro [Uis
JOCTUKEHMSI 11EJIEBbIX KOHLEHTPALUN reMoryio0nHa (BCIECTBUE alLIONMMYHHU3allMU Ha
¢done MHOKECTBEHHBIX reMoTpaHc(y3ui, HaJIU4us Kym0c-no3utuBHOiM
FEMOJIUTHYECKON aHEeMUH, B TOM YHCIE Yy CIJIEHIKTOMHUPOBAHHBIX IallUEHTOB),
pPEKOMEHI0BaHa Tepanus IpenapaToM JIycrnareplenT HadyaabHO! 103€e 1 MI/Kr kaxkasie 3
HEJIeNIN; IPYU OTCYTCTBUU OTBETA B T€UeHUE 6 HENeNb J03Y YBEIHUUTH 10 1,25 Mr/kr (He
ClenyeT YBEIMYMUBATh J03Y BBIINIE MaKCUMaIbHON 1036l 1,25 Mr/kr 1 pa3 B 3 Henmenn)

[107-110, 164-166]. (Y1 2, YYP B).
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Kommenmapuii: Igppexmuenocms u 6b6e3onachocms 1ycnamepyenma y 63pOCIbLX
nayueHmos ¢ mpaHc@y3uoOHHO-3a8UCUMOl bema-manaccemuel u3yieHa 6 paHoOMUUPOBaAHHOM,
0gotinom carenom ucciedosanuu Pazvt 3 BELIEVE [109]. D¢ppexmusnocmv u b6ezonacHocmo
Jycnamepyenma y 63pocivlX NAYUEHMO8 C MPAHCHY3UOHHO-He3a8UCUMOU bema-manaccemuel
usyueHa 8 paHooMusUpPOBAHHOM, 080UHOM clienom ucciedosanuu Pazvr 2 BEYOND [110)].

Yuumvieas manviti npaxmuuecxkutl onvim ucnoiv3osanus aycnamepyenma 6 Poccuu,
UHUYUAYUS Mepanuu U KOPPEKYUsi 00308020 PEHCUMA OOIHCHA NPOBOOUMbCS MOILKO 8 0OHOM U3
Geodepanvrbix Yenmpos.

Ilepsvie pezynbmamel ucciedosanus 3@gekmuenocmu u Oe30nAcHOCMU NPUMEHEHUS
nycnamepyenma y Oemeti 12 nem u cmapuie nOKa3anu AHAIOSUYHBIN G3POCTLIM NAYUCHMAM

npoguns s¢ppexmunocmu u bezonachocmu [111].

3.4 CnyieHdKTOMUSA

e PexomennoBana namnuentaMm ¢ T3T ¢opmamMu TamacceMuu B Cilydae, €CIIA €KEroHbIC
NoTPeOHOCTH B TpaHC(Y3UOHHOW Tepamnuy y MalMeHTa MOBBICWIMCH B 1,5 pasa, mpu
OTCYTCTBUH JAPYTUX MIPHUYUUH JJIs TOBBIIIEHHOTO MOTPEOJICHHUS KPOBH (K TAKUM IPUIHHAM
OTHOCSTCSl HOBBIC QJUIOAHTUTEINA, MHPEKIIMA U U3MEHEHHSI B TEMAaTOKPHUTE MEPETUTHIX
enuHuI] KpoBW). JIisg TAlMEHTOB, Yy KOTOPBIX MPeTpPaHCHY3HOHHBIA YPOBEHb
TeMOTJIOOMHA B KPOBU TMOJUICPKUBACTCS MPHOIM3UTENbHO Ha ypoBHe 100 1/1, 3TO
HOBBIIIIEHUE TOTPEOHOCTH B TeMOTpaHc(y3usIX cocTaBisieT norpedienue 6omnee 200-220
MJI JPUTPOLMTOB (TIpearoaras, 4YTO TE€MAaTOKPUT IEPETUTHIX KIETOK COCTAaBIISET
75%/xr/ron). Takxe ciaeayeT yIYUThIBaTh YPOBEHB MEPETPy3KH xene3om [3, 12—-14, 112,
113, 164-166]. (YA 4, YYP C)

Kommenmapuu: nayuenmam ¢ npomedxcymounoti u 6onvuiou gpopmamu [-manaccemuu
Moxcem mpebosamubcsi npogederue cnieHskmomuu. OOHAKo a0eK8amHo NpogoouMoe JjiedeHue
nocie NOCMAHOBKU OUACHO3A MOXMCem NpedOmMEpaAmums pazeumue SUNepcnieHusmd, ymo,
COOMBEMCMBEHHO, CHU3UM HeobXooumocms 6 cnienskmomuu [114, 164].

Hna nayuenmos, nonyuarowux 3@@ekmunyro XeiamopHyio mepanuio, HeCMOmps Ha
nogvluleHUue NOMpeOHOCMU 8 MPAHCEHYIUOHHOU MEPAnul, NPoeodeHUue CHACHIKMOMUU MOAICEMm
ovimb He obsa3amenvHuiM. Hecmompsa na mo, umo nocie cniendaxmomuu oowuti 06vem sxienesd 8
Op2aHu3Me CHUINCAeMCs, Jicene30 nepepacnpeoensemcs U HaKaniueaemcs 6 neyeHu, cepoye u
opy2ux opeauax, u, eciu He OyOym 66edeHvl ¢hghekmuenvie NPOMOKONbL XeAAMUPOSAHUS,
KOHYEHMPAYUsL Hcene3d 8 IMuxX Op2anax 603pacmemn U MOJMCEN NPUBECU K HCUZHEYSPOICAIOUWUM

HapyuwieHuam @gyuxkyuu smux opearos 115, 116].
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Jo npunsamus pewienus o npogedenuu CHIeHIKMOMUU 8 MAKOU cUumyayuu, ciedyem
nepeeecmu nayueHma HAa HECKOIbKO Mecaye8 Ha A0eK8amHyl0 2eMOmpaHc@y3UOHHYIO
npozpammy, a 3amem nposecmu NePeoyeHKy €20 CoOCMOAHUS.

e He pexkoMeHayercs MpOBENCHUE CIUIEHIKTOMHUM y JIET€d B BO3pacre J0 S5 JIeT u3-3a

MOBBIIIEHHOTO prcka pa3Butus cercuca [12—-14, 117]. (YAA 5, YYP C)

e Baknunonpodwunaktuka. Ilepen mnpoBeneHHEM CIUIEHOKTOMHH BCEM TAIlMEHTaM

JIETCKOr'0 BO3pacTa PEeKOMEHAyeTCsl BaKIMHALUS B MOJTHOM 0O0BbEME B COOTBETCTBHH C

HauuvonanbHbIM — KaJleHJapeM TPUBUBOK, a TakXe MPOTHUB IMHEBMOKOKKOBOM,

MEHHWHTOKOKKOBOM 1 reModuiabHo# Tin B undexmuii [164-166]. (YA 5, YYP C)

3.5 TpaHCILJIAHTAIIMS T€MONOITHYECKHX CTBOJOBBIX KJIETOK

e Tpancmmantanuss TemonodTudeckux cTBooBbiXx  Kietok (TI'CK, Ttpanchy3us
TeMOTIOATHYECKUX KJIETOK) PEKOMEH/IOBaHA ISl MAlMEHTOB B PAaHHEM BO3pacTe WJIH 0
Pa3BUTHSI OCJIOXHEHUH, CBSI3aHHBIX C IMeperpy3koi xene3oM. OJHAKO OKOHYATEIHHOE
pelleHrue JOJDKHO OCHOBBIBATHCS HA OIGHKE OTHOCHUTEIBHBIX TMPEUMYIIECTB U
HenoctatkoB TT'CK u TpaguiimoHHo# Tepanuu, 4to TpeOyeT OT Bpadei, MaIMeHTOB U HX
ceMel B3BECUTD pe3ysbTaT U BO3MOXKHBIE PUCKH KaXJ0ro MeToja jgeuenus [13, 14, 118,
164-166]. (YA 3 YYP B)

Kommenmapuu: Hcmounuxom 2eMonosamuyecKux Cmeoao8six Kiemox Moxicem 0bimy KaxK
KoCcmuwlil Mo3e, mak u nepughepuuecxas kposv. TI CK om HLA-uoenmuunvix cubauneoe (bpamves
unu cecmep) 6ce 6oee WUPoOKo npumensemcs 6 iedenuu cemonoounonamutl. C 1981 200a owvin
npuobpemen 60abWLON KIUHUYecKull onvim 6 pesyiomame oonee ywem 1500 TI'CK, nposedennwvix 6
PA3IUYHbIX YeHmpax mupa. 3a 3mo epemsi psio Gakmopos — npumeHeHue yukiocnopura**,
8HeOpeHIUe NPOMOKOJI08 0eCeHCUOUNUAYUU, COBEPULEHCTNBOBAHIUE PEHCUMOE KOHOUYUOHUPOBAHUS
(mpeocynvpan**) u  npogunakmuku  ocnoxcuenuti, 0Oonree  IpgexkmusHoe  neuenue
YUMOMe2an08UPyCHOU UHDEKYUU, YCOBEPULEHCIBOBAHHbIE ACENMUYECKUe MeMOOUKU U pA38umue
CUCMEMHOU AHMUOUOMUYECKOU mepanuu — Npugeid K GblOAWUMCS OOCIUNCEHUSIM 6
pezynomamax nposedenus TI'CK [118—122].

Buvinu evidenenvt mpu knacca nayuenmoe Ha 0a3ze ORUCAHHBIX HUMICE (PAKmMmopos
puckKa, Komopule, KaK 0bli10 6blsA6/1€HO, OKA3bI6AIOM 3HAYUMENIbHOE 6UAHUE HA Pe3YIbIMambl
mpancnianmayuu:

—  HealdeKeamHds XelamopHas mepanus;
—  Hanuuue Gubposa neveuu,

— eenamomezanus [123].
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Hayuenmsr I knacca ne obnaoarom 8viueyKa3aHHLIMU XAPAKMEPUCUKAMU, NAYUEHNb]
1l knacca obnadarom 00HOU uMU 08YMs Xapakmepucmuxamu, a y nayuenmos III xiacca
NPUCYmMcmeyiom 6ce mpu XapaKmepucmuxu.

Cpeou oemeiti ¢ manaccemuetl, omuocawuxca K I xnaccy, komopwvim 6viia nposedera
TT'CK Ha Hauanvubix cmadusx 601e3HU, 8ePOIMHOCMb 00well U 6e3peyuoUBHOU BbIHCUBAEMOCTIU
cocmaensem 93% u 91%, coomeemcmeenno, ¢ 2% puckom ommopoicenus u 8% puckom
CBA3AHHOU C MPAHCHIAHMAYUEl CMEPMHOCTU.

Y nayuenmos Il knacca ommeuaemcs 87% eeposmuocms odbweli gviocusaemocmu u 83%
wancos Ha Oe3peyuodusHyio 8vlacusaemocms, ¢ 3% puckom ommopdicenus u 15% puckom
CMEPMHOCIU, He CEA3AHHOU ¢ ommopicenuem, moeoa kax nayuenmul Il xnacca umerom 79%
geposimHocmeb obwell gvlocueaemocmu u 58% wancos Ha O6e3peyuoUuUBHYIo BbIHCUBAEMOCTb, C
28% puckom ommopowcenus u 19% puckom cmepmuocmu, He C8A3AHHOU C OMMOPAHCEHUEM
(L{enmpul, npogooawue MpaHCHIAGHMAYUIO NAYUEHMAM C NOOOOHBIMU XAPAKMEPUCTNIUKAMU,
ommeuarom ananocudnsie pezyiomamol [124])

B cnyuae ¢ nayuenmamu Il knacca nasnauenue pexcuma, cooeporcawyeco menee 200
me/ke yuknopochamuoa**, npueooum k 3HaUUMeENbHOMY CHUNCEHUID CMEPMHOCIU, C8A3AHHOU C
npoeedenuemM MpaHcniaHmayuu, OOHAKO 6 MO e 6peMs NO8bluldenm PUCK OMMOPHCEHUs
MpaucniaHmama.

Cpeou e3pocnvix nayuenmog (ospacm cmapwe 16 nem) geposmHocms obujell
svlorcusaemocmu nocie nposedenuss TI'CK cocmasnsem 66% c 62% eeposimuocmbvio uzieueHus,
35% wancos ceazannou ¢ nposedenuem TI'CK cmepmu u 5% eeposmnocmvio 8036paujerus K
manaccemuyecKomy npempanchiaumayuOHHOMY COCMOAHUIO.

HLA-coemecmumule 00HOopbl cCubIUHU

Obwasn npumenumocms TI'CK oepanuuena oocmynnocmoio poocmeennoco HLA-
coemecmumozo 0oHopa. Mmeemcs wanc 1 k 4 6 omuoweHuu moeo, 4mo 1060u OaHHbuIl CUOIUHS
6yoem HLA-uoenmuunviM, a 8eposmHOCMb MO20, YUMo nayuenm ¢ maiaccemuei Oyoem umems
HLA-uoenmuunozo 0oHopa cubnunea, paznuuaemcs 8 3a8UCUMOCIU OM pa3mepa cembll.

Tpancnaanmayus om co6MecCmUMbBIX 00HOPO8, He AGIAIOUUXCA POOCH 6EHHUKAMU

K coorcanenuro, uucno ocnoocnenuti, conposodicoarowux TI'CK npu ucnonvszosanuu
COBMECTUMBIX HEPOOCHEEHHBIX OOHOPOS, 8 UYeloM 00/iee BblCOKUe, HeM NPU POOCHEEHHbIX
coemecmumvix. Hcnonvzosanue cospemennvix npomokonos TICK moocem cHuzumes uucio
OCNOJCHEHUIL 00 NPUEMIeMO20 YPOGHs NpU YCIO8UU, YMO NAYyueHnm NOaYYal AOEeK8AMHYIO
mepanuro 00 NPUHAMUS peuleHust 0 mpancnianmayuu (m.e. nayueHm omuocumcs k 1 kiaccy).

Cmewannblit xumepusm

28



Ilepcucmenyusi  0CmMamoyHvIX  2eMAMONOIMUYECKUX — KIeMOK — XO35AUHA, OObIYHO
HA3b18AEMAs CMEUAHHBIM Xumepusmom, yacmo ecmpeyaemcs nocie TI'CK npu f-manaccemuu
[124].  Chuowcenue 0o3vl  Oycyavghana™* umu  yukiogochamuoa™*  ons  pexcumos
KOHOUYUOHUPOBAHUSA, NPUBOOUM K BbICOKUM YPOBHAM CMEULAHHO20 XUMepU3Md, 4mo s6/1s1emcs
gakmopom pucka ommopaicenus mpancniaumama. Hu y oonoeo uz nayuenmos, y xomopwix
OMMeuanacy NOJHuIL OOHOPCKUL XUMEPU3M, He NPOU30ULLIO OMMOPICEHUE MPAHCHAAHMAmA,
moeoa, kak y 29% nayueHmos co CMeUlaHHbIM XUMEePUIMOM MPAHCHIAHMAM OMMOP2AIcs 8
meuenue osyx nem nocie TI'CK. Hecmompsa Ha 3mo, ommeuanocs cocmosiHue 00120CPOUHO20
(bonee 2 nem) ycmouiuueozo cmeulanno2o xumepusma nocie ycnewnou TI'CK npu manraccemuu.

Iloozomoexa k TI'CK: Oecencubunuzupyrowas mepanus, MakCumMaibHo 3@ gexmusnas

xenamopHas mepanus 051 cHudxcenusi moxcuynocmu TI'CK.

3.5 TpancmJIaHTALMS reMONMO3THYECKHX CTBOJIOBBIX KJIETOK NYNOBHHHOW KPOBH

e TpaHCmIaHTalMs TEMOIMOATUYECKUX  CTBOJOBBIX KJICTOK  IYINOBHHHOW  KPOBH

PEKOMEHIOBaHa TOJILKO IMAlMEHTaM PAaHHETO BO3pacTa ¢ HEOOJBIIONH Maccoil Tena B

CBSI3U C orpaHn4yeHHbIM 4ynciaoM CD34+ kieTok B cOOpaHHOH MynmoBUHHON KpoBH [13,

125-128]. (YA 4, YVP C)

Kommenmapuu: 6 nocnieonee spems snauumenbHoe 6HUMAHUE YOenAemcs NPUMEHEHUIO
CMBONIOBbIX KIEMOK, NOJYYEHHbIX U3 NYNOBUHHOU Kposu 60 epems podos. Ecmb neckonvko
B03MOJICHLIX NPEUMYUECME OAHHO20 UCTNOYHUKA 2eMonodmudeckux cmeonosvix kiemox (I'CK).
Bo-nepsvix, I'CK mocym Ovimv 1e2K0 noayuensvl npu podcoOeHUuu, 3a4acmyr 6 0oCmamo4HoM
0bveme 0 nposedenuss mpancnianmayuu — 0ns uzoexcanus zaeomoexu I'CK oonopa 6 b6onee
nozoHem eo3pacme. Bo-emopwix, Obl10 coenrano npeononodcenue o MoM, UMO pPeaxKyus
mpancniaumam npomus xossauna (PTIIX) mooxcem 6vims menee msicenot, ecau I’ CK nonyuenst
U3 NYNOBUHHOU KpOosu. B-mpemvux, pe2yiaphviii cOOp Kiemox nynosuHHOU KpoGu 80 6peMsl 6Cex
Ppo0oog obecneuum 6oaee wupoxuti nyir 0onopog onsi TI'CK. Bo muo2ux cuyyasx, Koiuuecmeo
NOLYYEHHBLX 2eMONOIMUYECKUX CTNBOJIOBbIX KILeMOK HeOOCMAMOYHO OJis NPUNCUBTEHUSL 83DOCTIOM)

peyunuenmy.

3.6 O0e300BaHHE

e [lanmeHTaM C TajmacceMHel pPEKOMEHJOBaHA HEMEIUKAMEHTO3Has NpPOQUIAKTHKA
KOCTHOTO OOJIEBOTO CHHIpPOMA ITyTeM COOJIOICHUs] aKTUBHOT'O 00pasa KW3HHU W, MPH
HEOOXOMMOCTH, MeTnkaMeHnTo3Has Tepanus [73]. (YA 4, YYP C)

3.7. lueroTepanus

Juerorepanus He IpeayMOTPEHA.
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4. MequuuHCKas peadMIUTALUS U CAHATOPHO-KYPOPTHOE JIeYeHHe,
MeJIMINHCKHE MOKA3AHUSA M MPOTHUBONOKA3aHNUS K IPUMEHEHHI0 METO/10B
MeIMINHCKON peadWINTALMH, B TOM YHCJIe OCHOBAHHBIX HA HUCIOJIb30BAHNH

NPUPOAHBIX Jie4eOHbIX (PAKTOPOB

4.1 llcuxoconyaabHass peaduJauTanus Npyu TaJIacCeMUu

Kak xpoHmyeckoe, MOXM3HEHHOE M OrpaHUWYMBAIONIee 3a00JE€BaHUE - TaAIACCEMMUS
CONPOBOXKAACTCS MHOTOUYMCICHHBIMM M  TsDKENbIMU  ucnbiTanusMua  [129]. Hapsgy c
COMAaTHYECKUMHU CHUMIITOMAaMU TajJaCcCEMHUU U €€ BIHUSHUEM Ha CEMbIO, OTHOIICHHUS,
SMOIIMOHAIbHOE OJaronojiyune M KauecTBO JKU3HU, PeOCHOK MM B3pOCIBIA C TajacceMuei
JIOJKEH CIIPABIATHCS C WHBA3UBHBIMH, CJIOKHBIMU M 3aTPAaTHBIMHU MPOLEAYpaMHU, YaCTHIMHU

OCCIICHUAMHN MEANTTUHCKUX opraHnsauHﬁ ¥ IOKU3HEHHOH 3aBUCHMOCTBIO OT Bpaqeﬁ.

e PexkoMeHZOBaHO BCeM TAalMEHTaM C TajJacCeMUed NPEeJOCTaBUTh JOCTYN K
CHELUAIU3UPOBAHHBIM CIIy>KOaM ICUXOJIOTHYECKOM MOANEPKKH, MPHU MOAO3PEHUU Ha
NICUXOJIOTMYECKHUE TPYAHOCTH — IPUEM (TECTHPOBAHME, KOHCYIbTALMSI) MEAUIIMHCKOTO
IICUXOJIOTa MEPBUYHBINA (TOJBKO MOcie 00CYKACHUS U COINIACOBAHUS 3TOr0 BOIIpOca ¢

narmenrom) [13, 69, 72, 130-132, 164-166] (YIUT 2, VVP B)

o B OEJIAX IMOBBIIICHUSA IICHUXOJIOI'HYCCKOI'O 6narononqu1 1 IPUBEPKCHHOCTHU JICUCHUIO
BCEM ITaIllIEHTaM C TaJlacCeMHEH PECKOMCHIOBAHA I'pylIioBasa MCUXOTCparus - ydactuc B

CHeIUaTU3UPOBAHHBIX rpymnmax nomuepxku [12—-14]. (YA 5, YYP C)

e  PekoMeHI0BaHO BOBJICUCHHUE MAIIICHTOB U €r0 CEMbH B IIPOIIECCHI BEIOOPA U aJanTaiuu
PSKMMOB  JIEYEHHS BCErja, KOrja OSTO BO3MOXHO, B IENAX IOBBIIICHUS
MICHXOJIOTHYECKOTO OJIarOnoy4usi, MPUBEPKEHHOCTH U 3((HeKTUBHOCTH JieueHus [12—
14]. (YOO 5, YYP C)

Kommenmapuu: Buecenuro usmenenuti 6 neuenue 6ce20a OOJHCHO NPeOulecmeosams
8cecmoponHee 00cyxcoeHue, a 060CHO8AHUE U COOMBEMCMEYIoWUe NPULUHBL OOJIICHLL ObIMb
noodpo6HO pasvacHeHvl. Tepanus 00NXHCHA YUUMbIEamb YPO8EeHb PA3GUMUS NAYUEHMA, CIPYKIMYPY
€20 cembll, KYbmypHvle 0COOEHHOCIU 80CNPUAMUS OONIe3HU U JleYeHUsl, COYUATbHBIL KOHMEKCM
U noscedHesHvle nompebHocmu. Y nayuenmos 0ondicen Ovimb 00CMYn K UHGOpMaAyuu o
eapuanmax mepanuu, 8 Mmom ducie 00 OMHOCUMENbHbIX NPEUMYUIeCm8ax Ul HeOOCmMamKax u
NOMEHYUATbHBIX NOCIEOCMBUAX HeCOONI0OeHUsI HAZHAYEHHO20 pexcuma evenus (uHgopmayus
0I5l nayueHmos npeocmasiena 6 npunoxceruu B). Ymobvl Hacnsiono npooemoHcmpuposams

nayuenmam 6ads)XCHOCmbs COONMOOEHUSL HA3HAYEHHO20 peasicuma jeveHusd, ux Cﬂedyem 606J/1eKaniv 6
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npoyecc MOHUMOpPUHeA COOCMBEHHO20 npozpecca, Hanpumep, VPO8Hs @eppumuHa U

pesyibmamos KONIUYeCmeeHHOll OUEHKU COO€p9fCClHU}Z Jcenesa 6 MmMKAHAX C NPpUMEHEeHUem

GU3YATUSUDYIOUWUX Mmemooos ucciedosanus. B HEKOMOpPbLX CHYHaiAX HA HAYAJIbHbIX Smanax

aoanmayuy Ho8020 PeNCUMA JleyeHusl YerecooopasHo yeeaudyums yacmomy obcireooganuil 129,

133-135].

PCKOMCHI{OBB.HO IUIAaHUPOBAHUC TICPCBOJa ITalUCHTA C TajacceMuenl us3 CJ'Iy)K6BI
OKa3aHHuA IOMOIIH JICTAM B CJ'Iy>K6y OKa3aHHs IMMOMOIIHN B3POCJIbIM MTAIUCHTAM HAYUHATDb
3a HCCKOJIBKO JCT, 06yqa§1 noapoCTKa 6I/IOJIOFI/I‘-I€CKI/IM, MCIUIIUMHCKUM U
IICUXOCOIHAJIBHBIM acCII€KTaM TajlaCCEMHUU H BLIpa6aTBIBa$[ y HETO/HEee HaBBbIKU,
HCO6XO):[I/IMBIG JJIA OTBETCTBEHHOW M HE3aBHCHUMOI 3a00ThI 0 COOCTBEHHOM 310pOBbLEC B
OEIAX MOBBIIICHUSA IICUXOJIOT'MYCCKOT'O 6narononyq1/1;1 1 Ka4€CTBaA XXHU3HU IMallUCHTAa [12—
14]. (YOO 5, YYP C)

Kommenmapuu: nocne nepesooa yenecoobpasno obecneuums pecyiapHoe 00ciedosanue

83pocavix nayuenmos (cm. 5.2 Jucnancepnoe Habnrooenue), 3mo no3eoaum y0eoumscs, 4mo

nayueHmsl noIyYaOm OnMUMAaIbHy0 MEOUYUHCKYIO U NCUXOCOYUATbHYIO nomowb [136].

4.2 MeaunuucKkas peaduJnTanus

B OEJIAX ITOBBINICHUA KAa4€CTBA XXU3HU BCEM MMAllTMCHTaM C TanacceMHueu PEKOMCHAOBAaHA
MCIUITMHCKAasA pea6I/IJ'II/ITaI_[I/I$I B COOTBCTCTBMM C [IIPpUHOUIIAMU pea6I/IJ'II/ITaI_[I/II/I

HMCIOIIUXCA Yy MMallMCHTA OCJIOKHEHUH 3a00JICBaHUS U MOJIYYCHHBIM 00BbEMOM JICUCHUS

[137-144]. (YIUL 5 VYP C)

4.3 CaHATOPHO-KYPOPTHOE JIeUeHHe

Bcem manmenTtam ¢ TajmacceMued peKOMEHIOBAaHO CAaHATOPHO-KYPOPTHOE JIEUYEHUE B
IEJISTX MMOBBIIICHHUS KaueCTBA KU3HU MAIlMEHTa U BOCCTAHOBJICHHUSI COCTOSIHHS TIAI[MEHTA,
B COOTBETCTBUM C MPUHLHUIAMU CAHATOPHO-KYPOPTHOTO JICYEHHS HUMEIOLIUXCA Y
MaIMeHTa OCIOKHEHUM 3a00J1€BaHUs U TIOJyYeHHBIM 00beMoM JiedeHus [141, 145, 146]

(YIJ15 YYP C)

5. IIpodunakTuka u JUCIAaHCEPHOE HADJII0OIeHNe, MeTUIMHCKUE TOKA3AHUA U

NPOTHBONOKA3aHUS K NPUMEHEHNI0 MeTO0/10B NPOPUIAKTHKHI

5.1 [IpodbnIaKTHKA OCTOKHEHMIT

PexomenoBana B 1ensAX NpO(UIAKTUKY pa3BUTHS HH(EKIMOHHBIX OCIOXKHEHUH, B TOM
YHCcIe OTIAJCHHBIX, BaKIMHALMSA KaK MHHHMYM MpPOTHB BHPYCHOTO remartura B,
THEBMOKOKKOBOW HMH(EKInH, reMopuiabHOH HHpEKIuu Tuna b, MEHMHTOKOKKOBOM
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UH(DEKIIMK ¥ TPUIITIA B COOTBETCTBHH ¢ HarmoHaIbHBIM KaJleHAapeM MPOQPHIAKTHYSCKUX
npuBuBok [14]. (VAL 5, YYP C)

PexoMeHI0BaH MOCTOSIHHBI KOHTPOJIb OCJIOKHEHWH Yy IMAIllMEHTOB C TajlacCeMUE B
LEJISX MOBBIIIEHUS BBDKMBAaeMOCTH nanuenToB [12—-14]. (YA 5, YYP C)

KOMMeHmapuu: Tocmosnnwiii KOHmMpOJib OCJIOJCHEHUL U UX CB0E6pPEMEHHOE 1eHerue, 6

mex Cnydasix, Ko20a 5mo B603MOIHCHO, uoem napajilieicHo ¢ opzaHuaauuezZ PESYVIIAAPHbBIX

mpancgy3uii u xelamopHou mepanuetl Ha NPOMANCEHUU BCell HCUSHU NAYUEeHMA.

JUis  CHWXKEHHsI pHUCKa pa3BUTHS HMH(EKIMOHHBIX OCJIOXHEHUH pPEKOMEHIyeTCs
KOHTPOJINPOBATh CTENEHb MEPErPy3KHU KEIE30M U MTPOBOJIUTH A/IEKBATHYIO XEIATOPHYIO
tepanuio [12-14, 147-149]. (YAA S, YYP C)

KOMMeHmapuu: nepecpysKy aHcene3om nederHu Cﬂe()yem oyerHueanltb C UCNOib308AHUEM

HeUneA3UCHOL cmpamecuu, OCHOBAHHOU co4yemaHHOM Ucnojlb3oearuu pesyiomamos

uccnedosanus yposHs geppumuna 6 kposu u oanHvix MPT & pescume T2* nevenu [150-153] (cm.

5.2 ucnancepnoe nabniooenue).

5.2 /lucnancepHoe HAQJII0AeHe

Haumnas ¢ 3-mecsayHOro BoO3pacTa M JO YCTAaHOBJICHHUS KIMHHYECKOro (heHoTHMA
PEKOMEH/I0OBaHbl BHU3UTBHl K Bpady-reMarojiory WIM Bpady JETCKOMY OHKOJIOTY-
reMaToJIory He pexXe OJHOro pasa B Mecsal. HeoOXoauMmo OTClIeXHUBaTh JHOObIE
npo0sieMbl C NHUTAaHUEM, WH(QEKIHMH, CIydyaud IUIOXOr0 CaMOUYyBCTBUSL U 3a/I€PXKKY
pa3BuTHs. OOcnenoBaHNe BKIIIOYAET B ce0s OLIEHKY pocTa, HapacTaHUsl KOCTHOW Macchl
(BKITIOYast U3MEPEHNE OKPYKHOCTH T'OJIOBBI) U T€MAaTOCINIEHOMETAINU. Y POBEHb 00IIEro
reMOrjJo0MHa B KPOBH CIIEAYET MPOBEPATh Kak MUHUMYM OJMH pa3 B Mecs [3, 12-15,
72). (YOO S, VYP C)

KOMmeHmapuu: nocie NOCMAHOBKU  OUASHO3A nayuernnivl O0JIICHDL PeSYIIAPHO

00c1e008amvcs no mecmy acumenrbcmea U noddepafcueamb C643b CO CneyualusupoeanHnvbim

DedepanvHuiM YeHMPOM.

B oEIAX CBOCBPEMCHHOT'O BBIABJIICHHUA W KOPPCKOUH OCJIOKHEHUH 3a00JIeBaHHS M
TCpalluu PEKOMCHIAOBAHO CO6J'IIO,Z[E[TB Fpa(bI/IK OCMOTpPOB Bpaqeﬁ-CHeHHaHHCTOB n
BBITIOJIHEHUS THAT'HOCTUYCCKUX I/ICCJ'IC}IOBaHI/Iﬁ B paMKax JUCIIaHCCPHOI'O Ha6J'IIO}1€HI/I$I

naIueHTa, MpeICTaBIeHHbIN B mpunoxenun A3.2 [3, 12-15, 72]. (YAA 5, YYP C)
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6. Opranuszanus okazaHusi MeMIUHCKONH MOMOLIHU

[Toce moaTBEepKIEHUS JUArHO3a, BRIOOpA JIEYEOHOW TaKTHKH, MAIMEHT MEPeIaeTCs MO/I

AUCTTaHCCPHOC Ha6JIIO,Z[CHI/IC Bpadya-reMarojyiora Ui Bpaya-ACTCKOTO OHKOJIOTra-reMaroJiora Imo

MECTY KHUTCIbCTBA. Taxoke HCO6XO,I[I/IMO PACCMOTPETE BO3MOXXHOCTE KOHCYJIbTAllMU IMAllMCHTA B

OJHOM H3 d)e;[epanLHblx HOCHTPOB, OKAa3bIBAOIINUX CIHCHUAIIU3UPOBAHHYIO ITOMOIb MAllUCHTAM C

TajlacceEMUEMN.

Tepam/lﬂ MMPpOBOAUTCH ,Z[J'II/ITeJ'ILHO/ MOXU3HEHHO. [lalimeHThl U 4lI€HBl UX ceMel JOJIKHBI

OBITH HOHpO6HO O3HAKOMIJICHEI KaK € CYThIO 3a6OJ'I€BaHI/I$I, BO3MOXHBIMH OCJIO)KHECHUAMH CaMOI'O

3a00JIeBaHUs U HpOBO,[[HMOﬁ TCpalnu, Tak 1 O6y‘leHLI IpaBHJIaM I/IHI[I/IBI/II[yaJIBHOﬁ TUT'UCHBI.

)

2)

3)

[Tokazanus yIst rOCOUTATN3AUHA B MEIUIIMHCKYIO OpTraHU3aIHIO:

[InanoBas rocnuTanu3anys B JHEBHON MM KPYIJIOCYTOUYHBIA CTallMOHAP AJIS TUIAHOBOTO
NepesIMBaHUs SPUTPOIIUTHON B3BECH.

[InanoBass rocnuTanu3anuss B  KPYIVIOCYTOUHBIM  CTAalMOHAp JJs  IPOBEACHUS
TPaHCIUTAHTAIIUU TEMOIMOATUYECKUX CTBOJIOBBIX KIIETOK IOCJIE MPHUHSATHS PEUICHUs O
MPOBEJICHUM JTAHHOU MPOIIEAYPHI.

[InanoBas rocrmuTanu3ays B JHEBHOW CTAIlMOHApP JUIS MPOBEIEHUS 00CIEeIOBaHUS TIO
neperpy3Ke KeJie30M P HEBO3MOXKHOCTH MPOBEICHUs 00CIeI0BaHMS B aMOYJIaTOPHBIX

ycnoBusx (Hanpumep, nposeneane MPT B pexxume T2* mon obmieit anecresueit).

HCCMOTpH Ha TO, 4TO OoJIbIIIasi 4acTh TCpaAlluu TaJlaCCEMHU IMPOBOAUTCA B IIJIAHOBOM

MOPSAJIKE, CYIIECTBYIOT COCTOSIHUS, TPEOYIOIIUE SKCTPEHHOM roCIUTaIN3aiu.

1)
2)
3)
4)
5)
6)

1)
2)
3)

[Toka3aHus K SKCTPEHHON TOCIUTANIM3AINS B KPYTJIOCYTOYHBIN CTallMOHAD:
Cepneunast HeIOCTATOYHOCTh, HAPYIICHUS CEPACYHOTO PUTMA

Cericuc — B TOM YHCIIE TIOCTIE CIICHIKTOMUU

Benosnast TpoM003MO0HST

OcTeonopoTryeckuii Nepeaom

KemunokamenHnast 60jie3Hb

JlekoMTIeHCcaIusl XPOHUYECKOM MEYeHOYHON HEIOCTATOYHOCTH — IIUPPO3, BUPYCHBIN

I'CIIaTuT

HOKEBaHI/ISI K BBIIIMCKEC ITallUCHTA U3 MCHHHHHCKOﬁ 0pI‘aHI/I3aI_[I/II/I
cTaOMIM3aIys COCTOSHUS,
yJIydilieHue 00IIero caMo4yBCTBHS;

TOBBIIIICHUE KOHIIEHTPAIIMU TeMOTJIO0NHa B KpoBu 10 115-125 /1.
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7. JonosHuTe1bHas HHGOpMaLKs (B TOM Yucae GaKTOPhI, BJMSIOLIME HA

HUCXO0/1 3200/1eBAHUA UJIH COCTOSTHMS)

Kapauojorndeckue OCJIOKHCHU A IIPHU TAJTACCEMUH

ITpu orcyrcTBUM 3(p(PEeKTUBHON XEeTaTOPHOM Tepanmuy MHOTHE MAIlMEHTHI MOABEPTaloTCs
KEIIE30MHAYLIUPOBAHHBIM ~ HApyLIEHWAM B  MHOKapAe, MNPUBOMANIMM K  CEpACYHOU
HEJOCTaTOYHOCTH, ApUTMUSAM, IPOrPECCUBHOM 3aCTOMHON CEpAEUYHOM HENOCTATOYHOCTH WIIN
BHe3anmHo# cmeptu [ 150, 154]. OcHOBO# KapIMOJIOTHYECKOM TEpATiH T0JDKHA OBITh arpecCHUBHAs
XeJaTopHasi Tepanus st ObICTPOro MPOTUBOACUCTBUS TOKCHUHOCTH Kelle3a U POTPECCUBHOTO
yAaJICHUS U3JTUIITHUX OTJIOKEHUH xKene3a [155].

Cepaeunas qucyHKIM, CBSI3aHHAs C MIEPETPY3KOI Kele30M, 0OBIYHO pPa3BUBAETCS Yepes
Heckosbko e [156] K cokaneHuio, cepledHbIl KIMPEHC jKee3a SIBISIETCS 4Ype3BbIYaliHO
MEIJIEHHBIM IpoleccoM, yacto TtpeOyromum 3 wimu Gonee et [157]. Takum oGpasom,
MIPEeIOTBPALICHNE HAKOIUIEHHs JKejle3a B CepJlle M paHHee pacrno3HaBaHUE OKIMHHYECKOTO
3aboneBanus (¢ momombio MPT T2*) umeror ropazno 6onblIyr0 BEpOSTHOCTH YCIexa, 4eM
OKU/IaHUe MOsBICHUs n3MeHeHn Ha DK nim KITMHIYECKUX MPU3HAKOB CEPACYHON TUCPYHKINU

WJIM KIMHUYECKUX cUMITOMOB [158, 159].

IleyeHb IpH TAJACCEMUN

B HOop™me oxono 1/3 3amacoB xene3a (peppUTHH U TEMOCHAEPHH) B OpraHu3Me HaXOAUTCS B
neyenn. Oxono 98% TIEUEHOYHOTO IKele3a OOHApY)KMBAETCS B TeMaToOlUTaX, KOTOPBIC
coctaBaroT 10 80% o0miel Macchl medyeHu; octapinecs 1,5-2% o0Iero me4eHoyHoro xenesa
O0HAPYKUBAIOTCS B PETHKYJIOIHIOTCTUAIBHBIX KIETKaX, YHAOTSIUATBHBIX KIIETKAX, KIETKax
JKETYHBIX TIPOTOKOB M  (ubpobmacrax. I[IporpeccnBHOE yBENMYEHHE 3alacoB JKelesa
COMPOBOXKAACTCS KIETOYHOM TOKCHUYHOCTHIO. JKene3o Takke uMeeT MpsMoe BIUSHUE HAa CUHTE3
KOJIJIAr€HOB W/WJIH JIETpaJialivio U U3MEHEHHE B MUKPOCOMAIbHBIX (pepMeHTaX.

[TeueHb Urpaer HEHTPAIBHYIO POJIb B TOMEOCTA3E Kee3a. Y MALMEHTOB C TAIACCEMUEN MTPU
OTCYTCTBHH COMYTCTBYIOIINX ()aKTOPOB MPEAeTbHOE 3HAUCHHE KOHIICHTPAIIUU JKeJie3a B TICUCHU
s pa3BuTUa (ubpo3a cocraBiseT NpuOAM3UTENbHO 16 Mr/r cyxoit maccel nedenu [150].
ConeprxaHue xene3a B BEIIECTBE MeUeHu onpenenseTcs kak merogom MPT B pexxume T2*, Tak u
MpU  THUCTOJIOTHMYECKOM  HCCICIOBAaHUM  OHWONTaTa, MPEANOYTeHHE CIeAyeT OT/AaBaTh
HEWHBA3UBHOMY METOJIY.

OHIOKPHHHbIE HAPYIIEHNUS

SHI[OKpI/IHHI)Ie HAapyumcHus SABJIIIOTCA OAHHUMU U3 HauoOoJee PacCIpoCTPaHCHHBIX
OCJIO)KHEHUM B-TaﬂaCCCMI/II/I. HCCMOTp}I Ha paHHCC HA3HAYCHHC COOTBGTCTByIOIJ.[CfI xenaTopHoﬁ

TCparnu, MOryT COXpPaHATHCA TaKUC HpO6J’I€MI)I, KaK 3aJ€p:KKa pocCTa, IOJIOBOrO pa3BUTHUA,
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HapylleHHe YIJIEBOAHOIO OOMEHa, TI'MIIOTHPEO3, TUIONApaTUPe03 U HapylleHue (QyHKIUH
neropoxxaenus [ 160—162]. [TarueHTs! ¢ TanacceMueil Hy )KIat0TCs B pEryJIIpHOM HAOJIIOAEHUH CO
CTOPOHBI CHEIHATMCTOB Ha MPEAMET HAJUYMs SHIOKPUHHBIX OCIOXHEHHH (cM. JlucmaHcepHoe
HaOJIOJICHUE).

NudeknMoHHLIE 0CJI0KHEHUS

WNndexnun sBiasroTcs BTOpoi Hanbosiee pacipocTpaHeHHON npuunHoil cmeptu nipu T3T
¢dopmax tamaccemun [163]. CrienuanucTsl, KOTOPbIE MPHHUMAIOT YYaCcTHE B OKa3aHUU TTOMOIIH
IIpU TalaCCeMUH, JOJKHBI ObITh OCBEAOMIIEHBI B IOJHONH Mepe 00 3TOM pUCKE M BaKHOCTHU
J1000T0 BMEMIATENHCTBA, KOTOPOE MOXKET €ro orpanuuuTs [ 160].

HanymoHaJbHBI PErHCTP JAHHBIX 10 TeMOTJI00HHONATHAM

[Ipu momoOHBIX 3a00J€BaHUAX COOpP CHCTEMATHYECKHX 3amuceil 000 BCeX MaIMeHTax
HMMeEEeT OCHOBOTIOJIATA0IIIee 3HAUCHUE /IS TNIAHUPOBAHMUS, HAPABJICHHS B JIeYeOHOE YUPEKICHNUE,
MPEOCTABIICHUSI YCIYT M OCYIIECTBICHHUS KOHTpOJs. HalMoHAIBHBIA pEerucTp AaHHBIX IO
reMOTVIOOMHONATUSAM TPEACTaBIsieT co0oi odunuanpHyto 1argopmy a1 cbopa Bcex
HE0OXOUMBIX JaHHBIX. OH IMOCTOSSHHO OOHOBJISETCS M COBEPIICHCTBYETCS, YTO MAaKCHMAJILHO
MOBBIIIAET €T0 IIEHHOCTH IS MPEIOCTaBICHUS U ayJUTa KadyecTBa MeIUIIMHCKHX yciyT. Kaxkmomy
MaIMeHTy C TaJlacceMuell HeoOXOAMMO paccka3aTh O HalMoHaTbHOM pPEerucTpe TaHHBIX TI0
reMOTJIOOMHONATHSAM U MOMPOCHUTH Y HETO COTJIaCHe Ha BKIIIOYEHHE B ATOT PETUCTP €ro JaHHBIX,
B TOM YHCJIC JJAHHBIX O HEXEJIATSIIbHBIX SBIICHUSAX M PE3yJIbTaTaX PETryJISPHBIX 00CIICI0BaHMIMA.
CBoeBpeMEHHBIN BBOJ JaHHBIX MAIlMEHTOB, IABIIUX Ha 3TO CBOE COTJIAaCHE, CIOCOOCTBYET

BBITIOJTHEHUIO MHOTHX TPEOOBAHUH K YIPABJICHUIO U AYIUTY.
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Kpurepun oneHkH KayecTBa MEAMIUHCKOH IMOMOLIHU

Kpurepun kavecrsa

OneHka BBINIOJIHEHUS]
(na/uer)

BrinosiHeH 001t (KIMHUYSCKHI) aHaIU3 KPOBH Pa3BEePHYThIH

Jla/aer

BrInoJIHEHO HCCIE10BaHUE AKTUBHOCTU
QIaHMHAMUHOTpaHc(hepasbl B KPOBH, ONPEIEICHUE aKTUBHOCTH
acriapraTaMUHOTpaHc(epasbl B KPOBU, UCCIIEAOBAHNE YPOBHS
QIbOYMUHA B KPOBH, UCCIIEIOBAaHUE YPOBHS OOIIET0
OnMpyOnHa B KPOBHU, UCCIIEOBAHNE YPOBHS CBOOOIHOTO H
CBS3aHHOI'0 OMJIMPYOMHA B KPOBHU, CCIIEI0BAaHUE YPOBHS
KpeaTUHUHA B KPOBH, OIpe/ie/ieHNe aKTUBHOCTH
TaKTaTIerMAPOreHasbl B KPOBU

Ila/uer

BrInosHEHO HCClIeI0BaHUE CHIBOPOTOUYHBIX MTOKa3aTenen
oOMeHa jxene3a (McciaeoBaHrue ypoBHs peppUTHHA B KPOBH,
MICCIICJIOBAHHE KEJIe30CBA3BIBAIOIICH CITIOCOOHOCTH CHIBOPOTKH,
MCCIICIOBAHKE YPOBHS TpaHCEpprHA CHIBOPOTKH KPOBH,
MCCJICIOBAaHKE HACBIIIEHHS TpaHChepprHa )KEJIE30M)

Jla/Her

BrImoHEeHa KOJTMYECTBEHHAs! OLIEHKA COOTHOIIICHHS THUIIOB

reMOTJIO0MHA METOZIOM 3JIeKTpodope3a I METOJIOM BBICOKOU

hhdexkTUBHOM xuaKocTHON XpoMaTorpadun (BOXKX) npu
CTaHOBJICHUH JTHarHo3a

Jla/Her

BEITIOJTHEHO MOJICKYIISIPHO-TEHETHYECKOE UCCIICIOBAHKE

IOOMHOBBIX T€HOB (BBISIBJICHUE TOYEUHBIX MyTallUl B TEHE

rIIOOMHA B COYETAaHUH C MOJICKYJISIPHO-TCHETUICCKIM

MCCIICIOBAHUEM JIETICIIH / BCTABOK B T€HAX TJIOOMHA) TIPH
CTaHOBJIEHUH JHarHo3a

Jla/Her

BBIIOIHEHO YIbTPa3BYKOBOE UCCIIENOBAHNE IIEUEHU U
CEJIE3EHKH

Jla/Her

BrIOIHEHO HA3HAYCHUE XEIIaTOPHOM Tepauu
nedepazupokcoM™ ™ ManmueHTy B BO3pacTe cTapiie 2-X JIET C
TpaHC(y3MOHHO-3aBUCUMON TajacceMHel pU HAIMYUU
Ta0opaTOPHOM KAPTUHBI NIEPErPy3KHU HKEIE30M U/UIIH 3HAYEHUHU
KOHIICHTPAIIMH JKeJie3a B TTApEHXUMeE MeYeHu > 7 Mr/T (110
manHbIM MPT neyenn B pexxume T2*)

Jla/uer

BrINOIHEHO HA3HAYCHUE XEIIATOPHOM Tepauu
nedepazupokcoM™ ™ ManMeHTy B BO3pacTe cTapiie 2-X JIET C
TpaHc(Py3MOHHO-HE3aBUCUMON (hOPMOil TaacceMuu mpu
HAJIMYUU JTa00PaTOPHON KapTUHBI MIEPErPy3KHU HKEIe30M H/UITH
3HAYCHUHW KOHIIEHTPAIINH JKeJie3a B MapeHXUMe TeYeHH > 5 Mr/T
cyxoro BemectBa (1o ganasiM MPT neuenu B pesxkume T2*)

Jla/uer

BrImoaHeHb TpaHChY3UH IPUTPOLIUTCOIEPIKAIIUX

KOMIIOHCHTOB KpPOBHY TP HAJIWUYNUH MMOKa3aHWi

Jla/uer
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Ipuaoxenue Al. CoctaB padoueil rpynisbl o pa3padoTke M mepecMoTpy

KJIMHUYECKUX PeKOMEeHAAI NI

I. Cmerannna Harammsa CepreeBHa — JIOKTOp MEIMLMHCKHX HayK, Npodeccop, WieH
HarmonansHOro remMaroiiormueckoro oomiecTBa, 4ieH Poccuiickoro oOriectBa AETCKHX
OHKOJIOTOB M TI€MaroJioroB, ujieH EBpomelickoro oOmiectBa TIeMaroJIoroB, YJeH
MesxyHapoaHoro obuiectBa buosxesne3o; 3aMmecTuTeNb TUPEKTOpa UHCTUTYTA TeMaTOIOTHH,
MMMYHOJIOTUM M KJIETOYHBIX TeXHojorud @denepasbHOE TOCYAapCTBEHHOE OOKETHOE
yupexnaenue «HauuoHanbHbII MEIUUMHCKUN  MCCIIEJOBATEIbCKUM LEHTP JETCKOM
reMaToJIOTUHM, OHKOJIOTMM W MMMYyHojJorud umeHu [Imutpusi PoraueBay MuHucrepcrsa
3apaBooxpaHenus Poccuiickoit denepannu, r. MockBa

2. Jlykuna Eaena AJjiekceeBHa — JOKTOp MEAMIMHCKUX HayK, Mpodeccop, dJeH
HammonaneHOro remaronoruueckoro oOmectBa, uieH MexayHapoAHOro oOIiecTBa

buoxeneso; 3aBeaytomias otaenom ophaHHbIX 3a00neBaHnil DeepaibHOE TOCY IAPCTBEHHOE
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Oro/pkeTHOE yupekaeHue «HammoHanmpHBI METUIMHCKUN HWCCIIEIOBATEIbCKUM IIEHTP
remarojiorun» MuHucrepcTBa 3apaBooxpanenus Pocculickon ®enepanuu, r. Mocksa
Huxkutun EBreHuii AJiekcaHApPOBHY — JOKTOP MEIUIIMHCKHX HayK, mpodeccop, uieH
HanuonaneHOro remMarosoru4eckoro oOIecTBa; 3aBeAyIONMHA Kadeapoil reMarosoruu u
TpaHcdysuoioruu umenu akagemukoB M. A. Kaccupckoro n A.M. Bopobsea denepanbHOro
rOCYJapCTBEHHOTO  OIOPKETHOrO  00pa3oBaTeNbHOIO  YUPEXKICHHUS JONOJHUTEIHHOIO
npodeccnoHaabHOro oOpa3zoBanus «Poccuiickas MeIWIIMHCKasl akaJeMusi HETpPEephIBHOTO
npodeccuoHaabHOro  obpasoBaHus» MuHHCTEpCTBA  3/paBooxpaHeHus Poccuiickoii
Qenepanuy;  3aBeAyIOIUMKA  JHEBHBIM  CTallMOHApOM  MOCKOBCKOTO  TOPOACKOrO
reMaToJIOTMYECKOr0 I[eHTpa MOCKOBCKOTO MHOTOMPOQMIBHOIO HAyYHO-KIMHUYECKOTO
uentpa um. C.I1. borkuna [lenapramenTa 31paBooxpaHeHus ropojaa Mocksa

3yb6apoBckasi Jloamuiaa CrenmaHoBHAa — JIOKTOp MEIUIIMHCKUAX Hayk, Mpodeccop,
3aMecTUTelNb AupekTopa mo tpanciutantanuu kKinHukd HUMJAOT'uT um. P.M. T'opbadeBoii
OI'BOY BO Ilepssiit Cankr-IleTepOyprckuii rocy1apCTBEHHBIA MEAUITUHCKHN YHUBEPCHUTET
nmeHun akagemuka M.,  IlaBnoBa MunsnpaBa Poccun, unen HanuonanbHOro
reMaToJIorMuecKkoro oodmiectBa, uwieH Poccuiickoro ooOmiecTBa AETCKUX OHKOJIOTOB H
reMaToJIOrOB

Caecapuyk Oubra AJIeKCaHJAPOBHA — KaHIUJAT MEIAUIMHCKAX HAyK, 3aBEIyIOIIas
OTJAEJICHUEM TPaHCIIAHTAI[MM KOCTHOTO MO3ra Juiid JeTedl ¢ ophaHHBIMH 3a00J€BaHUSIMU
kmuHukn HUMJOT'uT um. P.M. IN'opbauesoit ®I'BOY BO Ilepsriii Canxt-IlerepOyprekuii
roCyJapCTBEHHBIM MEJUIMHCKUYN yHUBEepcuTeT uMeHu akageMuka M. I1. ITaBnosa Munsnpasa
Poccun, unen HaunonanbHOro remaTosoruyeckoro oouiectna, wieH Poccuiickoro o0miecTsa
JETCKUX OHKOJIOTOB M I'€MaTOJIOIOB

Acaanssin Kapanmer CypeHoBMY — KaHIuAAT MEAMIMHCKMX Hayk, wieH Poccuiickoro
o0IIecTBa IETCKUX OHKOJIOTOB M I'€MaToJO0roB, wieH HalMnoHaabHOro reMaTojoruueckoro
oOmiecTBa; TJIABHBIM  BHEIUTAaTHBIM  JIETCKUM  OHKOJIOr-reMaTojior  MuHHCTepCcTBa
3npaBooxpaHeHus: PocToBckoit 00nacTu; OUPEKTOp IIEHTpa JAETCKOH OHKOJOTHUU U
reéMaToJIOTMM  TOCYAApCTBEHHOIO  OIO/DKETHOTO  YUpEeXKJEHUS POCTOBCKOM  oOnactu
«O0nacTHas AeTcKas KIIMHUYECKasi O0ibHHIAY, T. PocToB-Ha-/{oHY

banamos [Imutpuii HukosaeBMY — JOKTOp MEIULMHCKUX HayK, WieH Poccuiickoro
o011ecTBa JETCKMX OHKOJIOTOB U IeMaToJIoroB, wieH EBponeiickoro o61iecTBa reMaToI0roB;
3aBEeyIOIIMM OTJENIEHUEM TPAHCIUIAHTALUU TE€MOMO3TUYECKHX CTBOJIOBBIX KIIETOK Ne2
®enepanbHOE TOCYIAPCTBEHHOE OIO/DKETHOE yupekJeHue «HaruroHanbHbIM MeAUIIMHCKUMA
HCCJIENOBATEIbCKUN LIEHTP JETCKOM TIeMAaTOoJOTMH, OHKOJIOTMM M HMMMYHOJIOTMUM HMEHU

Jmutpus PoraueBa» MunuctepcTBa 3apaBooxpanenusi Poccuiickoii @enepannu, r. MockBa
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8.

10.

11.

12.

13.

14.

KpacuibaukoBa Mapuna BuaaguMupoBHa — KaHAuAaT MEIUUMHCKUX HAayK, YICH
Poccmiickoro  oOmiecTBa JETCKMX OHKOJOTOB M T€MaToJIOTOB;  Bpau-reMarosior
KOHCYJIbTAaTUBHOTO oOTnaeieHuss denepanbHOE TOCYNapCTBEHHOE OIOPKETHOE YUPEKICHHUE
«HauuOHAIBHBIN  MENMIMHCKUNA HMCCIEAOBATEIbCKUM LEHTP JETCKOW TI'€MaTOJIOTHH,
OHKOJIOTHU ¥ UMMYHOJIOTUU uMeHH [{mutpus PoradyeBa» MuHucTepcTBa 3ApaBOOXpaHECHUS
Poccutickoit ®enepaunn, r. Mocksa

Jlebenes Baanumup BeHnaMHMHOBHY — KaHIUAAT MEIUIIMHCKUX HayK, wieH Poccuiickoro
oOIecTBa JETCKUX OHKOJOTOB M I'eéMAaTOJIOTOB; IJIaBHBIM BHEIITATHBIA JETCKUM OHKOJIOTH-
rematojyior FOxuoro ®enepanbHOrO OKpyra MuH3ApaBa Poccuu; TiaBHBIA BHEIITATHBIN
JETCKUI OHKOJOr-reMarojor MuHucTtepcTBa 3apaBooxpaHeHus KpacHomapckoro kpas;
3aBeAYIOIINM OT/AENIEHUEM OHKOJIOTMHM U Temarojoruu ¢ xumuorepanueit ['bY3 «/lerckas
KpaeBasi KITMHUYeCKas OosbHHIaY, T. KpacHomap

[Beraeea Huna BajileHTMHOBHA — KaHAUAAT MEAULUUHCKUX HAYK, 4ieH HanuoHansHOro
reMaTOJIOTHYECKOr0 OOIIECTBA; CTAPIIMK HAy4YHBIH COTPYIHHUK OTICICHHUS Op(aHHBIX
3aboneBanuii denepanbHOE TOCYAapCTBEHHOE OIODKETHOE yupexiaeHue «HarumoHambHBIN
MEJIUIIMHCKUN UCCIEN0BATENbCKAN IEHTP TeMaToJIOrun» MUHHUCTEPCTBA 3PaBOOXPAHEHHUS
Poccutickont ®enepauun, r. Mocksa

ITonomapeB Poauon BukTOpOBUY - KaHIUIAT MEAULIMHCKUX HAyK, WwieH HannoHaibHOTO
reMaToJIOTMYECKOT0 OOIIEeCTBA; Bpau-TeMaToNIOr OTACNICHUs TeMaTOJIOTUH H XUMHOTEPAIIUU
opannbix 3aboneBaHuii, DenepasbHOE TOCYIAPCTBEHHOE OIOKETHOE YUPEKICHHE
«HanuuoHaIbHBI MENMIMHCKUNA MCCIEA0BATEIbCKUIM LIEHTP reMaroiaorum» MuHucTepcTBa
3apaBooxpaHenus Poccuiickoit @enepanun, r. MockBa

JlyroBckas CBeri1aHa AJieKceeBHa — JOKTOp MEIMIIMHCKUX HayK, Ipodeccop, 4ieH
Poccuiickoii acconmanuu MEIUIIMHCKON 1a00paTOpHOM AUarHOCTUKH, Ipodeccop Kadeapsl
naboparopHoii ruarHoctuku deepanbHOE TOCYAapCTBEHHOE OI0KETHOE 00pa3oBaTenbHOE
YUpeKICHUE  JOMOJHUTENbHOTO  mpodeccuoHampHoro  obpazoBanusi  «Poccuiickas
MEJUIIMHCKAs aKaJeMUsi HEIPEpPhIBHOTO MpOodecCHOHAIBHOr0 o0pa3oBaHMs» MHH3IpaBa
Poccun

Tpaxrman IlaBen EBreHbeBHY — JIOKTOp MEOUMLMHCKUX HAyK, JIOLEHT, 3aBEIYIOLLIMI
otneiaeHueM TpaHcdysuonoruu, 3arotoBku u mnpoueccudra I'CK «HMUL AT'OU uwm.
Jmutpust PoraueBay Mun3apasa Poccun, wien Poccuiickoro o0miecTBa JeTCKMX OHKOJIOTOB
Y TeMaToJIOTOB, 4ieH Poccuiickoiil accoruanmu TpaHc(y3noaoros

JlynsikoBa Mapusi AHaToJibeBHA — KaHAMAAT MEAMIIMHCKUX HayK, 4wieH Poccuiickoro

o0IiecTBa JIETCKAX OHKOJIOTOB M TeMaTOJIOTOB; TJIaBHBIA Bpad KIMHUKHA TremMaToioruw,
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oHkojoruu U uMmmyHosiornu ®I'bOY BO «Ps3aHCKkHil TOCYIapCTBEHHBIN METULIMHCKHI

yHuBepcuteT umeHu akagemuka M.I1. ITanosa» Munsapasa Poccun, r. Pa3ans

Ipuioxenue A2. MetonoJiorusi paspadoTKu KIMHUYECKHX PEeKOMEeHAalui

HeneBasi aynuToOpusi TaHHBIX KJIMHUYECKHX PEeKOMEHIAIuii:

A e

Bpaun-remarosiorun

Bpauu-neTckue OHKOJIOTH - TEMaToJIOTH
Bpauu-neguarpsl

Bpauu-tepaneBThl

Bpauu obueit npakTuku

Tabnuna 1. [Ikana oreHKH ypoBHEH J0CTOBEpHOCTH Joka3arenbet (Y /)i meTomnos

JUArHOCTUKH (JIMaTrHOCTUYECKUX BMEIIATENIbCTB)

YA

Pacimindposka

1

CucteMaTnueckue 00630pbl HCCIeI0OBaHUN C KOHTPOJIEM pedepeHCHBIM METOJIOM UIIH
CHUCTEMaTHYECKUIl 0030p paHIOMU3UPOBAHHBIX KIIMHUYECKUX UCCIIEIOBAHUN C
IIPUMEHEHUEM METa-aHaIu3a

OTnenbHbIe UCCTIEOBAHUS C KOHTPOJIEM peepEeHCHBIM METOIOM WIIA OTJCIbHBIC
PaHIOMU3UPOBAHHBIE KIMHUYECKHE UCCIEIOBAHUS M CUCTEMATHYECKHUE 0030l
UCCIIeIOBaHUM J1F000r0 Ju3aiiHa, 3a MCKIIIOYEHUEM PaHI0MU3HMPOBAHHBIX
KIIMHUYECKUX UCCIIEOBAHNMN, C IPUMEHEHUEM METa-aHaIn3a

HccenenoBanus 6e3 MOCIIEA0BATENBHOTO KOHTPOIIS peepeHCHBIM METOIOM WU
UCCIIEIOBaHMS € peepeHCHBIM METO/IOM, HE SBIISIOLUIMMCS HE3aBUCHMBIM OT
HCCIIElyeMOT0 METO/1a MJIM HEPaHIOMU3UPOBAaHHbIE CPABHUTEJIbHBIE HCCIICAOBAHMS, B
TOM YHCJIE KOTOPTHBIE HCCIIEA0BaHUS

HeCpaBHI/ITeJ'H)HI)IG HCCIICO0BAaHNUA, OIIMCAHNUEC KIIMHUYCCKOI' O Cliydas

Hmeercs mumb 000CHOBaHHE MEXaHHU3Ma JICMCTBUS MJIM MHECHUE OKCIICPTOB

Tabnuna 2.111kana oreHKH ypoBHEH nocToBepHOCTH JokazarenbeTB (Y 1) MeTonoB

NpOoUIAKTUKY, JIEYEHUS U peadminTanuu (MpoPpHUIaKTUYECKHX, JIe4eOHbIX, PeaOUINTallMOHHBIX

BMEIIATENbCTB)

YA

Pacuiugposka

1

Cuctematuueckuit 0630p PKU ¢ npumenennem mera-aHanusa

Otnenpabie PKU u cuctematnyeckne 0030pbl MCCIIE0BaHUI JIFOOOTO TH3aitHa, 3a
uckimouenrem PKU, ¢ npumenenneM Mera-aHanusa

HepaHI[OMI/ISI/IpOBaHHBIC CPaBHUTCIIbHBIC UCCIICAOBAHHS, B T.4. KOTOPTHBIC
nCCiaca0BaHus
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4 HCCpaBHI/ITeJ'IBHI)Ie HCCIICA0BAHUS, OITMCAHNE KIMHHUYCCKOr'o Cliydas UJIn CCPUU
CJIy4acB, UCCIICAOBAHUA ((Cﬂy‘laI}'I-KOHTI)OJ'IB»

5 Nmeercs mums 000CHOBaHWE MEXaHU3Ma JIEHCTBHS BMEIIATENHCTBA (JIOKIIMHHYECKIE
WCCJIEIOBAHMS) MJIM MHEHUE YKCIIEPTOB

Tabnuna 3. [1Ikana onenkn ypoBHe# yoenutenbHOoCTH pekomeraanui (Y'Y P) s metooB
npoUIaKTHKH, IAArHOCTHKH, JIEUECHUS u peadbuiuTanuu (MpodUITaKTHYECKUX,
JTUArHOCTUYECKHX, JICUSOHBIX, PeaOMINTAIIMOHHBIX BMEIIATEILCTB)

YYP Pacuiugposka

A CunbHas pekoMeHJanus (Bce paccMaTpruBaeMble KpUTepUH 3P HEKTUBHOCTH
(McX0/1pl) ABISIOTCS BaXXKHBIMU, BCE UCCIIEI0BAHUS UMEIOT BBICOKOE MU
yZIOBJIETBOPUTEIHLHOE METOJI0JIOTHUYECKOE KaYeCTBO, UX BBIBOJBI 10
MHTEPECYIOIINM HCXO0IaM SIBIISIOTCS COTJIaCOBAaHHBIMM)

B VYcnoBHas pekomeHaarus (He BCe paccMaTpuBaeMbie KpUTepun YPPEeKTUBHOCTH
(MCXO/IBI) SIBISIOTCS BXKHBIMU, HE BCE UCCIIEIOBAaHUS HMEIOT BBICOKOE WITH
YJIOBJICTBOPUTEIIEHOE METOIOJIOTHUECKOE KA4€CTBO U/UIJIH UX BBIBOJIBI IO
WHTEPECYIOIINM HCXO0/IaM He SIBJISTFOTCSI COTJIACOBAHHBIMHU )

C Crnabas pexomeHaanus (OTCYTCTBUE JOKA3AaTENbCTB HAJICKAIIETO KauyecTBa
(Bce paccmarpuBaembie KpuTepur d(H(PEeKTUBHOCTH (MCXOIBI) SBIISTFOTCS
HEBaXHBIMU, BCE HCCIIEIOBAHUS MMEIOT HU3KOE METOO0JIOTHYECKOe Ka4yeCTBO U
HX BBIBOJBI I10 UHTCPECCYIOIIUM UCXOJaM HE ABJIAIOTCA COFJIaCOBaHHBIMI/I)

Mopsiiok 00HOBIEHNS KINHUYECKUX PEKOMEH/Ialuid.

MexaHu3sm  OOHOBJIEHHS ~ KIMHMYECKMX  PEKOMEHJIAIUMN  IpelycMaTpUBaeT  HX
CHUCTEMATHYECKYI0 aKTyaJIM3alMI0 — HE PEXE YEM OJIMH pa3 B TPU Iojia, a TAKKE MPU MOSIBIECHUU
HOBBIX HAHHBIX C ITO3UIINUHN )101<a3aTem>H0171 MCOUIIUHBI 110 BonpocaM AUAardHoCTUuKH, JICUCHHS,
npopUIakTUKU ¢ peabuIUTAIllMM KOHKPETHBIX 3a00NieBaHWM, HAIUYUU OOOCHOBAHHBIX

JIOTIOJIHEHU/3aMeuanmil Kk paHee yTBepkA€HHBIM KP, Ho He yaie 1 pa3a B 6 Mecsies.

Hpuinoxenue A3. CipaBo4yHbIe MaTepPUAaJIbl, BKJIKYasi COOTBETCTBHE
MOKA3aHM K IPUMEHEHHIO U IPOTUBONOKA3aHUM, CIOCO00B NPMMEHEHHS U
103 JIEKAPCTBEHHbIX NMPENapaToB, HHCTPYKIUHU 10 PUMEHEHUIO

JEKAPCTBCHHOI'O ITpemaparTa

Hpuaoxenne A3.1 'paduk MeponpusITHIL IPH ANCIIAHCEPHOM HA0JII0ICHU T

Ipu
Ipu NMOCTAHO
KOMMEHTapH
Karteropus Ouenka KparHocts (Mec) | HeoOXxoau BKe "
MOCTH AUATHO3
a
OcHoBHas Uccnenopanue 1{3]6/12 |24 X
uH(pOopMaIHs (bpaxmit
reMoTI00nHa
(KonmuecTBeHHAS
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Karteropus

Onenka

KpaTtHocTs (Mec)

Ipu
Heo0Xoau
MOCTH

Ipu
MOCTAHO
BKe
JAHATHO3
a

KOMMEHTapHu
u

OIICHKA
COOTHOIICHHUSI
THUIIOB

reMorso0nHa)

BrisiBaenue
TOYEYHBIX
MyTalui B reHe
ria001Ha B
COYCTAaHHUU C
MOJIEKYJISIPHO-
TeHETUYECKUM
HCCIICA0BAaHUEM
JeHeIui /
BCTaBOK B I'€HaX
raoouHa

deHoOTHI
SPUTPOITUTOB
(McxomHBII)
(Ompemenenne
MTOATPYTIIIBI U
JIPYTUX TPy
KpOBU MEHBIILIETO
3HaueHus A-1, A-
2, D, Cc, E, Kell,
Dufty)

I'emotpancdys
uu

O0bem
[epeIMBaEMbIX
JOHOPCKHX
SPUTPOIIUTOB

ITpsmoint
AQHTUTIIOO0YTMHOBBI
i TecT (mpsAmMas
npoba Kymbca)

Poctn
pasButue
(metn)

N3mepenue pocta

Poct cung

H3mepenne maccel
Tena

el e P

KocTHbIi1 Bo3pact

Temmbr
JIUHEHHOTO pocTa

OKpy>XHOCTb
TOJIOBBI (ISt
neTer 1-ro roga
KHU3HH)

Craaus o
Tannepy

C 10-metHerO
BO3pacTa

Poctun
pasButue
(B3pociibie)

W3mepenue pocra

H3mepenne maccol
Teaa
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Karteropus

Onenka

KpaTtHocTs (Mec)

Ipu
Heo0Xoau
MOCTH

Ipu
MOCTAHO
BKe
JAHATHO3
a

KOMMEHTapHu
u

I'emaTonorunuec
KHe MoKa3aTeJIn

OOmmit
(KMMHUYeCKuiT)
aHaJ3 KPOBH
Pa3BEPHYTHIN

X

IIpsimoit
AHTUTIIO0YTMHOBBI
i TecT (psmast
npoba Kymbca)

YpoBeHb
xKenesza

HccnenoBanue
YpOBHS
(depputiHa B
KpOBH

ConepxaHue
JKejesa B IIeYCHH
metogoM MPT B
pexume T2*

C 8-metHero
BO3pacTa.
Ecmu ecth
MIPU3HAKA
remnaTura,
HEOOXO0IMMO
THCTOJIOTHYEC
KO€e
HCCIIEOBaHUE

TonanbHas
ayauoMeTpus

[Ipuem (ocmotp,
KOHCYJIbTAITHS )
Bpaya-
o¢ranpmornora
MEePBUYHBIN

UccnenoBanue
JKEJIE30CBA3ELIBAIO
IEH CII0COOHOCTH
CBIBOPOTKH

Hccnenosaunue
HACHIIICHHS
TpaHcdepprHa
KETIC30M

DyHKIUU
II€YEHU

Ompenencuue
AKTUBHOCTHU
ANaHUHAMUHOTPaH
cdepassl B KPOBH,
oTpeiesicHIe
AKTHBHOCTH
acrmapTaTaMUHOTP
aHcdepasbl B
KpOBHY,
orpeJiesicHIe
AKTUBHOCTH
ramMma-
TIIFOTAMUIATPaHCh
epasbl B KPOBH

ExemecsaHo
[P Tepanuu
nedepazupox
coM**
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Ipu

Ipu MOCTAHO
KOMMEHTapHu
Karteropus OueHka KpartHocts (Mec) | HeoOXxoau BKe "
MOCTH JIHATHO3
a

UccnenoBanue X
YPOBHS 00IIEro
OunupyOuHa B
KpPOBH
Uccnenopanue X
YPOBHSA
onnmupyOnHa
CBS3aHHOTO
(KOHBIOTHPOBAHHO
ro) B KpOBHU
OmpenencHue X
AHTHUTEI K BUPYCY
renatuTa A
(Hepatitis A virus)
B KDOBH
OnpeneneHue X
AHTUTEN K
TTOBEPXHOCTHOMY
AHTUTEHY
(HBsAg) Bupyca
renatuta B
(Hepatitis B virus)
Onpenenenue X X [Ipu
JHK Bupyca IIOJIOKUTEIIBH
renarura B ol
(Hepatitis B virus) CEpOJIOTHU.
B KPOBH METOJIOM [IpoBoauTcs
TIL1P, COIJIaCHO
KOJIMYECTBEHHOE MIPOTOKOJIa
HccIeI0BaHNe Tepanuu

renarura B.
OmpeneneHue X
AHTUTEN K BUPYCY
remartuta C
(Hepatitis C virus)
B KDOBH
Onpenenenue X X [Ipu
PHK Bupyca IIOJIOKUTEIbH
renatuta C B ol
KPOBU METOJOM CEpOJIOTHH.
TP, IIpoBoauTcst
KOJIMYECTBEHHOE COTJIACHO
HCCIIeIOBaHHUE; IIPOTOKOJIA
olpeieNIiCHIe Tepanuu
IICHOTHUIIA BUPYCa renatuta C.
renatuta C
Onpenenenue X [IpoBoautcs
MIPOTPOMOUHOBOTO repen
(TpoMOOTIIITIaCTHHO ouorcuei
BOT0) BpEMEHH B TICYCHH.

[TamuenTam ¢
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Karteropus

Onenka

KpaTtHocTs (Mec)

Ipu
Heo0Xoau
MOCTH

Ipu
MOCTAHO
BKe
JAHATHO3
a

KOMMEHTapHu
u

KpOBHU UJIU B
jaa3sme

IremaTuTOM
TECT
ITPOBOJUIICA
qamie.

Hccnenosanne
YPOBHS
anpOyMHHA B
KpPOBHU

MarauTHo-
pe3oHaHCHas
TomMorpadus
OpTraHoB
OpromTHOH
TTOJIOCTH
(nedeHn)

C 8-neTHero
BO3pacra.
Ecmm ecth
TIPU3HAKH
remnaTura,
He00X0IUMO
THCTOJIOTHYEC
KOE€
HCCIIEIOBAHNE

VYabpTpa3sBykoBOe
HCCJICI0BAaHUE
MIEYEHU

OnacTomeTpus
MIEYEHH

buoncus
(dape3kokHas WIH
JIAIapPOCKOITHYECK
as)

[lepnognueckn
e
UCCIIEA0BAHNUS

Hccnenosanne
YPOBHSI MOYCBUHBI
B KpPOBH,
HCCIIEI0OBAHHIE
YPOBHS
KpeaTUHHUHA B
KpPOBH

EsxemecstaHo
[P TEeparuu
nedepasupox
coM**

OO6mmit
(KITMHUYECKUIA)
aHaJIM3 MOYHU

UccnenoBanue
YpOBHS LIUHKA B
KpOBH

[Ipuem (ocmoTp,
KOHCYJIbTAIINA)
Bpaua-
CTOMaToJora
[IEPBUYHBIH,
mpueM (ocMoTp,
KOHCYJIBTAIINA)
Bpaua-
cToMaroJora
JETCKOTrO
MIEpBUYHBIN
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Karteropus

Onenka

KpaTtHocTs (Mec)

Ipu
Heo0Xoau
MOCTH

Ipu
MOCTAHO
BKe
JAHATHO3
a

KOMMEHTapHu
u

OHIOKPUHOJIOT
us

UccnenoBanue
YPOBHSI
CcBOOOAHOTO
tupokcuna (CT4)
CBIBOPOTKH KPOBH
, ICCJIeIOBaHUE
YPOBHSA
TUPEOTPOITHOTO
ropmona (TTI') B
KpOBU

X

UccnenoBanue
YpOBHS
TapaTHPEOUTHOTO
TOpMOHA B KPOBH

WccnenoBanue
YPOBHS 00IIEro
KaJIBIUsS B KPOBU

UccnenoBanue
YPOBHS TITIOKO3BI
B KpOBHU

C 5-nerHero
BO3pacTa

IIpoBenenue
[JIIOKO30TOJIEPAHT
HOT'O TecTa

Esxeromno c
10-netHero
BO3pacTa

HccnenoBanue
YpOBHSA
WHCYIMHOOI00H
Or'0 POCTOBOTO
¢akropa I B kpoBH
(IGF-1, IGF BP-3)

Brmmonasercsa
TIpH 3a1IepPrKKe
pocra.

UccnenoBanue
YPOBHS
JFOTEUHU3UPYIO]
€ro TOpMOHa B
CBIBOPOTKE KPOBH

HccnenoBanue
YPOBHS
(hommKyIoCTIMY
JIUPYIOIIETO
TOpPMOHA B
CBIBOPOTKE KPOBHU

WccnenoBanue
YPOBHS 00IIEro
3CTpaauoia B
KpPOBH

Brmmonasercsa
MpHU 3aJEPHKKE
TI0JI0OBOTO
co3peBaHus: 1
2 neT Ui
JIeBouek u 14
JIET IS
MaJIbYHUKOB

Ocreonopo3

Pentrenonencuro
METpHs
(DEXA)

WccnenoBanue
ypoBHs 1,25-OH
BuTamuHa /B
KpOBH
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Karteropus

Onenka

KpaTtHocTs (Mec)

Ipu
Heo0Xoau
MOCTH

Ipu
MOCTAHO
BKe
JAHATHO3
a

KOMMEHTapHu
u

Kapanonorus

Perucrpanus
3JIEKTPUUECKOMN
aKTHUBHOCTHU
MPOBOISALIEN
CHUCTEMBI cepALa

X

XonTepoBcKoe
MOHHUTOPHPOBAHH
€ CepAeYHOro
puT™Ma

OKT
(nznueckon
Harpy3Kou

Oxokapauorpadu
s

MPT T2*
MHOKap/a

C 8-metHerO0
BO3pacTa

IIpuaoxenue b. AdropurmMsl 1eiicTBU Bpada

B1. larsocTnyeckuii ajgroputm npu T3T
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TlepBrYHBIE IEeMAaTOJOIHYECKHE MOKA3ATENN

Anamz Hb

Teneruueckoe

TﬁﬂTHpO BaHHE

TTonueli anHaMHe3 DalHeHTa
CemeiiHblil aHAMHE3 (CKPHHHMHT IPYIIN BRICOKOTO PHCKA)

O6mumii (KIHHUYECKHI) aHAH3 KPOBH PACLIHPEHHBIN € NOKA3ATEIAMH 3IPHTPOLUTOR
(aBroMaTH4eckuil remMaronoruyueckuit ananuzarop)
[POCMOTP Ma3Ka KPOBH [UI4 AHAIH3a AHOMAIHH MOPOIOrHE 3pHTPOLIMTOB, TPOMOOLIHTOB H

JIEHKOLHTOB
Hb> 80 r/a: bonee ‘ Hb <70 t/n 4+ | Husxait MCV (<70 ¢ur) » Paccmorpers apyrue
po3moxkua TH3T Husiuiit MCH (<20 ur) TNPHYHHBI AHEMHH

Tsxenas creneHb
*  Mukpouuros
* TI'mnoxpomus
*  TaprerHble KIETKH
*  Knerounsie Brntouenus (Hb H)

3

KO/IM4ecTBeHHAN OI[eHKA 000 THO IIEHHS THIIOB I'eMOTJ106MHA M eTo0 M KAIHJI/BIPHOr 0
3JIeKTPO $0pesa HIH METO40M BhICOKO3 (xp eKTHBHOil JKHIKO CTHOH XpomaTorpaduu (BIMKX)

v v v

Hb A oTcyTcTBHE HIIH OUYEHB THb A,
uuskuii, THb F 92-95% Hb E npucyTerayer

JHb A, JHbF HbH

: l

p-ranaccemus

CL-TATACCEMHA
Gonpmas Gopma Taxenas Hb E/ B-ranaccemus

(remornobunonarus H)
v n '

Ananus JHK Ha myTaunn/nenenun/sCcTaBky a- U B-rio0HHOBEIX TEHOB
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B2. Ilnarnoctnyeckui aaroputm npu TH3T

[NonHbIN aHaMHe3 naumeHTa
CeMelHbIi aHaMHe3 (CKpUHUHT rpynn
BbICOKOrO pucka)

OBLWMiA (KNMMHUYECKMIA) aHanNW3 KPOBU PaCLUMPEHHbIN C NoKasaTensMu 3pMTpPoOLMTOB (aBTOMATUYECKUIA

remaTosiorMyeckuii aHanmsaTop)

MPOCMOTP Maska KpOBW Af1s aHanm3a aHoManuin Mopgonorum apuTpoLIMTOB, TPOMGOLMTOB M NENKOLMTOB

Huskuin MCV (<80 don)
Huakuin MCH (<27 nr)

*  MukpoumnTos

» Tunoxpomus

*  MwuweHeBnaHbIE KNETKN

PaccmoTtpeTb BepoATHOCTb
xenesoneduLUMTHON aHeMUN

—  ®eppuUTUH CbIBOPOTKM <12 Mkr/n —*

+/- Tenbua BkntoveHus (Hb H)

'

AfekBaTHasi cannemeHTauus

v Xenesom B Te4yeHune 3 mec.
DeppUTHH CbIBOPOTKU >12 MKr/n
' |
OLeHKa COOTHOLLUEHNS TUMNOB remornobrHa ¢ NOMOLLbIo anekTpodopesa Bes ynyuLieHns
MW BLICOKO3MMEKTUBHON XUAKOCTHOM XpomaTtorpadum (BIXKX)
[ T I T —
| |
Hb A2 > 3,5-4% Hb A2 < 3,5-4% Hb A2 > 3,5-4% Hb H 5-25% + npyroit
Hb F 0,1-5% Hb F <1% Hb F > 5-50% Hb A2 < 3,5-4% sapuaHT Hb
+ Hb CS/PS
| | | |
| ! | | ‘\
B-Tanaccemus o-TanaccemMMA B-Tanaccemusn FeMorno6uHonaTust
Mmanan popma NpoMeXyTouHas lemorno6uHonatmsa H HbE
$opma HbS
HbC
apyras
v v v

Awnanus JIHK Ha MyTanun/ aenenun / BCTaBKH 0- U 3-IITOOMHOBBIX TEHOB
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B3. Onenka neperpysku skejae3oM U aaroputMm seaeH us nanuenTos ¢ TH3T

TH3T >10 ner
v
LIC kaxable 1-2 roga; CO
> Kaxable 3 mec
v
Aa « LIC 25 (C® 2 800)? > Her
A 4
[edepasupokc™
(avcneprupyemble Tabn)
10 mr/kr/peHb [Dedepaaupokc*™
h 4 (aucneprupyembie Tabn)
LIC kaxpbie 6-12 mec < LIC nocne 6 mec > 7 (C® > 20 wr/kr/pexe
(CO kaxaie 3mec) | 1500-2000) 1 < 15% CHIvkeHe <
OT NeNROHAYANKHOIO VNORHA?
b 4
LIC=3
(C® < 300)?
v
MpekpallueHue npuema

> [edepasvpokca*™

b4. JleueOonas taktuka npu  TH3T (wanpuMmep, mnpomexyTouyHoii ¢opme fi-

TaJACCEMMN)
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Bospacr <4 net Junamudeckoe HabmogeHHe

BospacTt >4 net

v

<90 r/n . > >90 r/n

YposeHb Hb?

. ,

Hayarb TpaHcdyaum. MpoponxuTs HabnogeHue.
KoHTtponk LIC n C® KoHTpons LIC n C®
LIC > 7 mr Felr c.B. LIC > 7 mr Fe/r c.B.
@C > 500 mkr/n unu wunu ©C > 500 mkr/n

Yyucno TpaH 3un > 10 eguHUL
parcy A Ha4aTb xenaTopHyto Tepanuio

HauaTb xenartopHyto Tepanuio (nedepasnpokc™*)

(rechepasnpokc™™)

Mpunoxenue B. NHdopmaums ona nauueHTa

Y10 Takoe TajgacceMus?

HazBanue «Tamaccemusd» HPOUCXOAUT OT TPEUECKOro cioBa «Mmope», «thalassa», u
MEPEBOIUTCS KaK «MOpCKas aHeMHUs», TaK Kak OoJie3Hb BIEpBbIe ObUIa OOHapyXeHa y JIMIL,
KUBYIIUX y 6eperoB CpenuzeMHOro Mops. TanacceMuu — rpyIia HacleACTBEHHbIX 3a001eBaHMiH,
Pa3BUBLIMXCS B pe3yJibTaTe HapyLICHHsI COOTHOIICHUs aib(pa uiu OeTa-Lenei creruaabHOro
Oenka riaoduHa. ['mobun oOpa3yet reMorioonH. I'eMorioOuH )KU3HEHHO BaXKEH B OPTaHU3ME, TaK
Kak OH BXOIMT B COCTaB JPUTPOLMUTOB (KPAaCHBIX KPOBSHBIX KJIETOK), KOTOpBIE IMEPEHOCAT
KHCJIOPO/ OT JIETKUX KO BCEM TKaHSIM WM OpraHam. TamacceMusi IpOSBISETCS TeMOIUTHUECKON
aHeMHel pa3NUYHON CTENEHU BhIpaKEHHOCTH. M3-3a paspyiieHus: HelmpaBUIBHOTO TeMOTTI00nHA
SPUTPOLUTHI  OBICTPO paspymaroTcs. OpraHu3M TBITACTCA CKOMIICHCUPOBATh  JACHUIIUAT
reMOorjo0MHa B OpraHU3Me U yCUIMBaeT 00pa30BaHUE KPACHBIX KJIETOK KPOBU B KOCTHOM MO3Te€.
Anbda-TamacceMust — pe3yabTaT HeJOCTAaTOYHOTO 00pa3oBaHus anb(a-riIoonHOBHIX Ienel. bera-
TajgacceMus — pe3ysbTaT HEeJIOCTAaTOYHOIO CHHTE3a OeTa-rII00MHOBBIX IeNneil.

IIpMYKMHBI TAJIACCEMHUH

TanacceMuss — TEHETHUYECKOC 3360J’IeBaHI/Ie, BO3HHUKACT IIpHU TMOBPCIKACHUU TI'CHOB

reMOTJIO0MHA U TSKECTh 3a00JIeBaHUSl 3aBUCHT OT TNIyOWHBI TOJIOMKH TE€HOB. 3 Y 370pOBOTO
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YeJloBeKa 3a 00pa3oBaHue anb(a-riIo0MHOBBIX T€HOB OTBEYAIOT YEThIpE allb(a-rimoO0MHOBBIX TeHa
110 J1Ba Ha Kak101 16-1 xpomocome (ao/aa). [ToTepst ogqHOTO anbha-riio0uHOBOTO reHa (-0/00 UiTu
oT o/oo) Bepakaercss OeccummnToMHONM (opmoi anbga-Tamaccemuu. [loteps nByx anbda-
TJIOOMHOBBIX T€HOB (-0/-00 HJIA --/0l0l) COTPOBOXKIAETCS JICTKUM TEUYCHHEM alb(a-TaTacCeMUuu —
anb(a-TagacceMuss C MHUHMMAaIbHBIMU TpOsiBIEHUSIMU. OTCYTCTBHE (QYHKUMH Tpex ajbda-
[JIOOMHOBBIX T€HOB (--/-0 WK --/0T o) MposIBIISETCS KIMHUYECKU BBIPAXKEHHBIMH W3MEHEHUSIMU
(remornoOuH MoxeT KojebaThcs B auanazoHe ot 30 1/ go 100 r/m). Ota ¢popma Ha3bIiBaeTcs
remorsioonnonatust H. OrcyrctBue (QyHKIMHM Bcex YeThlpeX anb(a-rJIoOMHOBBIX TI'€HOB
CONPSDKEHO ¢ BHYTPUYTPOOHOM IMOeNbIo MiI0ja WK MPeXAeBPEMEHHBIM POKICHUEM peOeHKa ¢
aHEeMMUYECKOM BOJSHKOM Iioga. B HacTosiee BpeMs Npu NPOBEACHUU BHYTPUYTPOOHBIX
NepeTUBaHUN SPUTPOLIUTHON MAacchl YJAeTcsi COXPaHUTh JKW3Hb TakuM nanueHTam. bera-
TJIOOMHBI KOJUPYIOTCST OeTa-rJI00MHOBBIM I'€HOM, KOTOPBIN JIOKanu3yercss Ha 11-ii xpomocome
(B/B). dAnst HopmanbHOTO 00pa3oBaHus MOJEKYJIbl FeMOrio0nHa HeobxonuMa paboTa AByx Oeta-
rnoOuHoBEIX TeHoB (B/B). Hapymenue pa®oTbl reHa MOXET OBITh HE3HAUUTENBHBIM, T.C.
KOJINYECTBO 0Opasyroieiics 0OeTa-rIoOMHOBOM I HE3HAYMTENBHO MeHbIne HOpMBI (f7),
CYIIECTBEHHBIM (KOJMYECTBO OOpasyromieicss Oera-TI00MHOBOM LEeNH CYIIECTBEHHO MEHBIIIE
HopMbI (") Mtk oIHOE OTCyTCTBUE (DYHKIMH reHa (CHHTE3 OeTa-TJI00MHOBOM IEMH HEe BO3MOYKEH
(B°). Ecam y 4enoBeka MOBPEXACH TOJBKO OJMH O€Ta-TIIOOMHOBBIA T€H, TO, KaK IPaBHJIO,
3aboneBanue — OeTa-TaslacceMusi — MpOTEKaeT Jierko (Majnas (opma WM 3I0pOBBI HOCUTEI).
[ToBpexaeHne 06enx reHoB MPUBOJNT K TSHKEIOMY TEUSHHIO OeTa-TatacceMUH — IPOMEKYTOUHOM
u Oounb1oi hopme 3a060seBaHMIO, TOCIEAHS U3BeCcTHA Kak aneMus Kymnu. Bo3MosxHbI coueTanust
anb(a- U Oera-TaJacceMuH, YTO OTHOCHUTEIIHO BhIpAaBHUBAeT OanaHC cMHTe3a anbga- u Oera-
IJIOOMHOBBIX Ienel, mpuBoJs K Oojiee MSATKOMY IPOSIBICHUIO 3a00JIeBaHUs, PEIKO BO3MOKHO
coyeTraHue OeTa-TallaCCeMUU M YBEIMUYEHHs 4ucia anb(ha-TI0OMHOBBIX T'€HOB, M3BECTHOE Kak
TPHILTUKAIHS aTb(a-rTI00MHOBBIX TEHOB, YTO CYIMIECTBEHHO yXYIIAET TEYCHUE TaTaCCEMUH.

YTo 1€1aTh, €CJIM YCTAHOBJIEH JIMATHO3 TAJIACCEMMUSI?

Bamr nevanuii Bpau JOKEH OTIPaBUTh BAC HA KOHCYJIBTAallMI0 K MECTHOMY Bpady-
reMaToJIOry, KOTOPBIM 3aTeM, NOJDKEH [aTh HampasiieHue B oauH u3 denepalbHbIX LEHTPOB,
YKa3aHHbBIX HUXeE, JUIsl POBEACHUS TUArHOCTUKU (TTOATBEPKIACHUS TAlacCEMUU) U Ha3HAuYEHUs
NPAaBUIBHOTO JieueHus. J[is moiyyeHHs HEOOXOIUMOIro JIEYEHHsS TakKkKe BaXHO O(OPMHUTH

HHBAJIMJHOCTb, IIO3TOMY B 3aKJIIOUYCHUH MGI[I/IIII/IHCKOﬁ opranu3an, Kpome I/IH(l)OpMaIII/II/I 0
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Tepanuy, JOJDKHBI OBITh pEKOMEHAAUU O mnpoxoxiaeHnn MCD mo MecTy kuTenbcTBa. B
cootBeTcTBUU C [lepeyHemM rpymnmn HacelleHHMs U KaTeropuil 3a0oJieBaHMM, NMPU aMOYyJIaTOPHOM
JICYCHUH KOTOPBIX, JIEKAPCTBEHHBIE CPEACTBA W M3ACIHS MEAWLIMHCKOTO Ha3HAuYCHUS
OTITyCKAIOTCS 110 pPelenTaM Bpauei OecriiaTHo, YTBEPKICHHOM ocTaHoBJIeHneM [IpaButenpcTBa
P® Ne 890 ot 30.07.1994 «O rocynapCTBEHHOW IOAJEPKKE Pa3BUTUS MEIUIIMHCKON
MPOMBIIIICHHOCTH M YJIYYIICHHH O0ECIeUeHUs] HACETCHHS M YUYPSKICHHH 3ApaBOOXPAHEHUS
JICKApCTBEHHBIMU CPEICTBAMH U HU3JCTUSAMH MEIUIMHCKOTO Ha3HAueHHs», ACTU-UHBAJIUIBI B
BO3pacte 10 18 et obecneuynBaOTCsl BCEMH JIGKAPCTBEHHBIMH CPEJCTBAMU TI0 PEIlenTaM Bpadeit
OecrutatHo. Kpome Toro, TamacceMuss OTHOCHUTCS K T'€MaTOJOTMYECKUM 3a00JIeBaHUSM
(HacIeICTBEHHBIM IeMOTIATHSIM), U TIPETIapaThl JUTsl JICYSHHUS JaHHBIX 3a00JI€BaHUN U KOPPEKIHH
OCJIO)KHEHUHM MX JIEYEHUs TaKKe JIOJDKHBI MPEOCTaBIAThCA MallMEeHTaM IO pelenTtaMm Bpaueit
OecIIaTHoO.

Y10 gBasieTcs CTAHIAPTHOMH Tepanyuen TajacceMun?

[ManmenTtsr Manoit opmoii Oera-TanmacceMuu W 3J0POBbIE HOCHUTENIM TallaCCEMUU He
TpeOytoT JjeuyeHus. JlJIi HUX OUYEHb BAXHO COOJIOAEHUE 370pOBOro o00pa3a KHU3HM:
cOalaHCUpOBaHHOE THTAHHWE, IBUTaTeNbHAas AaKTHBHOCTb, OTCYTCTBHE BPEIHBIX IPUBBIYCK
(KypeHue, aJKoroyib, YyHOTpeONeHWEe TOKCHYHBIX BEIIECTB), 4YTO IO3BOJUT OPraHU3My
CaMOCTOSITENTbHO KOMIIEHCUPOBATh FeHETUYECKUN Ae(eKT. bolbHbIe TSHKENBIME KIMHUYECKUMHU
(dopmMaMu TaracceMUM HYKAAIOTCS HE TOJIBKO B 3JJ0POBOM 00pa3e *KHU3HH, HO U B CHELHATILHOM
neueHud. [{s Bcex marueHToB ¢ 1t000i popmoii TamacceMuu B IF0OOM BO3pacTe MPUHIUITHAIBHO
BaKHA JIBUTATENIbHAs AaKTUBHOCTb — 3aHATUS (U3KYJIbTYpoll M crnoprom (0e3 ydacTus B
COpPEBHOBAHMSX), YTO MO3BOJUT MAKCHUMAJIBHO IOAJAEP)KAaTh MUHEPATU3ALMI0 KOCTEH CKelera,
0COOEHHO MPU CPEAHETSHKENBIX U TSHKENbIX KIMHUYECKUX (POPMAX TalacCeMHH.

Tpancdysuonnas Tepanus (mepeJMBAHUS IPUTPOLUTAPHOI MACCHI HJIN B3BECH)

[TarmeHTsl co cpenHe TsoKenbIMU (popmamu TajacceMuM (IpoMexyTouHas (opma Oera-
TaJIACCEMUU U JAPYTHe KIWHUYECKU CXOKUe (POpPMBI TAlaACCEMUU) B TPAHCPY3UAX JTOHOPCKUX
SPUTPOLIUTOB HYKIAIOTCA PENKO (Hampumep, MpU CHWIKEHWU TemorioduHa medee 50 1/, mpu
CONYTCTBYIOIMX HMH(MEKUUAX, MPU TMPOBEICHUM XUPYPrHUECKUX OIepanuid, Ha BpeMms
OEpEeMEHHOCTH, TP BBIPAKEHHOW 3aJIEp)KKE POCTa, JIETOYHOM THUIMEPTEH3UH, CEPJICUYHOM
HEI0CTaTOYHOCTH, CKJIOHHOCTH K TpOMOO3aM, TsDKEJIbIX KOCTHBIX aedopmanusx). IlanueHTs! ¢

TsDKeNbIMU (hopMaMu TajacceMu (OoJbLIol opMoii Oera-TasacceMuu U APYTUMU KIMHUYECKU
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CXOXXKUMH (pOpMaMH TalacCeMHM) IJISi COXPAaHEHUs HOPMAJbHBIX TEMIIOB POCTa M Pa3BUTHS B
JETCKOM BO3pacTe, JAJIsi COXpaHEHHUsl KayecTBa U MPOJOHKUTEIbHOCTH KU3HU HE OTJIMYAIOIIETOCs
OT 3JIOPOBBIX JIIOACH — BO B3pPOCIOM BO3pPACTE, BHIHYXKACHBI PETYJISIPHO Kaxable 3-4 HeJenu B
TE€YEHHE BCEW JKM3HM MOJIy4yaTh TpaHCPy3uM (MepeauBaHus) JOHOPCKHUX 3pUTpouuToB. [Ipm
HA3HAUYEHUH TEpeTUBaHUN JTOHOPCKUX 3PUTPOLUTOB Bpay MOAPOOHO OOBSICHUT, YTO SIBIISETCS
CTaHIAPTHON Tepamueil TalacCeMUH, Kak OyAeT NMPOXOIUTh TpaHCQY3Hs, IMOYEeMy €€ HYKHO
IPOBOJIUTH, MPOBEJET MPOOYy Ha COBMECTUMOCTH JOHOPCKHUX 3PUTPOLIUTOB C Ballel KpPOBbIO,
OOBSICHUT KaKHe MOTYT OBITh PEaKIMH Ha MEPETMBAHNE U YTO HYXKHO BaM JIeaTh B ATUX CIydasX.
Heo6xonumMo BHUMATENbHO BBICIYIIATh JJOKTOPA, €CIM Yy BaC BOSHUKHYT KakHe-THMOO BOIPOCHI,
HE CTECHSWTECh, 3aJaliTe UX 0 Hadaia TpaHcy3ww, W Jajiee TIIATEIBHO CIICIYWTE COBETaM
Bpaua.

XesaropHasi Tepanus

DTo neveHue, HaNpaBlICHHOE Ha yJalleHWe M30bITKa JKelle3a U3 OpraHu3Ma MalueHTa.
Hcnonb3ytoTest TeKapCTBEHHBIE MPENapaTthl, pa3pelieHHbIe K MEIUIIMHCKOMY MPUMEHEHUIO Ha
tepputopuu Poccutickoit @enepannn (nedepazupokc™*) B COOTBETCTBUH C HHCTPYKITHECH.

Kakmue ncciae1oBanus He00X0UMBbI IS KOHTPOJIA JeueHns ?

OO0mmit (KIMHUYECKUI) aHaJIM3 KPOBH PA3BEPHYTHIH ), KOTOPBIK MO3BOJUT Bpady OIICHUTH
HACKOJIBKO aJIeKBaTHO OPraHM30BAaHO JICYCHHE KIMHUYECKH 3HAYMMOH (DOPMBI TajIacCeMHM.
AHanu3 KpoBM OMOXMMHYECKUH OOLIETEepaneBTHUECKU I03BOJISIET OLCHUTh O€30MacHOCTb
pOBOIMMON BaM (BaleMy peOEHKY) Tepamuu. YIIbTPa3BYKOBOE HCCIEIOBaHME NEUEHU H
CEJIe3€HKH HEOOXOIUMO JJIsl OLEHKU CTENEHU renarociuieHoMeranuu. MccnenoBanue QyHKIMH
cepaa (dmekrpokapauorpadus, dxokapaworpadus, TpH HEOOXOJUMOCTH XOJIETPOBCKOE
MOHUTOPUPOBAHHE CEPJEUHOIO PUTMA) AJIsl BCEX MALMEHTOB ¢ KIMHUYECKH 3HAYUMBIMU (hOpMaMU
TaJJACCEMUU C MOMEHTa MOCTaHOBKU JMarHo3a u jaainee exerojnHo. MccnenoBanue conepxaHue
xeneza merogoM MPT B pexxume T2* B medeHu u MuUOKap/ie 0 Hayaja XeJaTOPHOM Tepanuu 1
JUIL  KOHTPOJIE OCBOOOXIEHHUS OpraHoB OT U30bITKa jkene3a. CKpUHUHT Ha HHeKuuu,
nepeaarolecs ¢ KOMIIOHEHTaMH JJOHOPCKOW KPOBH (OTpeAeeHne aHTUTE K TTIOBEPXHOCTHOMY
antureny (HBsAg) Bupyca renaruta B (Hepatitis B virus) B kpoBu; onpeneneHue aHTUTEN K
Bupycy renaruta C (Hepatitis C virus) B kpoBu, onpenenenue antuten knacco M, G (IgM, IgG)
K BUpycy uMmMmyHoaepunuta yenoseka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBn,

onpexaenenue antuten kiaccoB M, G (IgM, IgG) k Bupycy ummynoaedunura yenoseka BUY-2
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(Human immunodeficiency virus HIV 2) B kpoBu), B ciydae peryiasipHbIX TpaHChY3Hid —
€XKEMECSIUHO, TP PEIKUX TpaHCPy3usax — exeroqHo. OLueHKa ocTpOTHI 3pEHUS U ClIyXa JI0 Hadaa
XEJaTOPHOU Tepanuu U janee exerogHo. OLieHKa MHHEpPAIbHON IUIOTHOCTH KOCTEH CKelleTa

MCTOAOM PEHTITCHOACHCUTOMETPHH C€KETOAHO HAYWHAA € IMOJAPOCTKOBOT'O BO3pacTa.

Ipunoxenue I'1-I'N. IlIkaabl OeHKH, BOIPOCHUKH U APYrHe OLCHOYHbIE
UHCTPYMEHTHI COCTOSHUSA MALUEHTA, IPUBEJIeHHbIe B KIMHUYECKHX

peKOMEeHaAM X

Hpuioxenue I'l. [llkasa onenku crenenu taxectu E/f-ranaccemun

HasBanwue Ha pycckom si3bike: [1Ikana oneHku creneHu Tsokect E/B-Tamaccemun
OpurunaipHOe Ha3BaHue: A scoring system for the classification of -thalassemia/HbE disease
severity

Hcrounuk (odumanbHelii caiT pa3paboTIYMKOB, My OIHKAINS C

Banuaamueit): [199]

Tumn: mkana oneHku

Ha3nauenwue: orienka crenenu tsokectu E/B-Tanaccemun

Kpurepuit 3HaueHue bamn | 3HaueHue bann 3HaueHue bann
I'eMorno6uH, I/ >70 0 60-70 1 <60 2
Bospact nepBbIx >10 0 2-10 0,5 <2 1
IIPOSIBJICHUH, JIET

Bospacr 1-i >10 0 4-10 1 <4 2
TpaHCc(y3uH, JIeT

Tpancdysnonnas HeT/pelIKue 0 SMU30IUYECKUE 1 perysipHsle 2
3aBUCHMOCTh Tpaschy3un

PasMep ceme3eHKy, <4 0 4-10 1 >10 2
cM

3anepikka pocTa - 0 +/- 0,5 + 1

WNurepnperanus: E/B-tanaccemun cuntaeTcs Jerkoi mpu cymme 0amioB MeHee 4, cpeHeit

CTENEHHU TSKECTU NIPU cyMMme OaiioB 4-7 U Tskennoil — npu Oosee 7 6auioB.

IHpuiaoxenue I'2. Kpurepun noapasaeeHus1 TaaacceMUu Ha TPAHCPY3MOHHO

3apucumMyio (T3T) u Trpancpy3sunonno nezsucumyro ¢popmsi (TH3T)
Ha3panme Ha pycckoM s3bike: KpuTepum monpasfesieHusi TaJacCeMHUH Ha TPaHC(Y3HOHHO
3apucumyto (T3T) u Tpancdysznonno HesBucumyto gopmsr (TH3T)

OpurvuHanbHOE Ha3BaHUE (€CIH €CTh):
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Hcrounuk (ouimanbHelil caiT pa3paboTYMKOB, MyOIMKaLKs ¢ BaIUAALNEH):
Tun (mo4epKHYTH):
- IIKaJa OLEHKH
- MHJEKC
- BOIPOCHHK

- napyroe (yTOYHUTB)
Hasnauenue: monpasnenenue 3a00jeBaHHS B 3aBUCHMOCTH OT TOTPEOHOCTH
PEryJSIpHBIX TeMOTpaHChy3UIX
Conepixanue:
Kpurepun mnopapaznenenus tamacceMun Ha TpaHcdy3uoHHo 3aBucumyro (T3T) u
TpaHcdy3noHHO He3Bucumyto ¢popmsl (TH3T) (kaxxaoMmy U3 KpuTepueB npucBanBaercs 1 6amn):
- aHeMUsl 2-3 CTENEeHM TSAKECTHU JI0 2-X JIETHET0 Bo3pacTa
- aHEeMHMsI BIIUSIET Ha KauyeCTBO JKU3HU
- cpeaHerooBoit (6azoBbiii) Hb <70 r/n
- BRIp@)KEeHHAas renarocrieHomeranus (0osee 5 cM HUKe Kpas peOepHOii yru)
- 3a71epkKa pusndeckoro pa3Butus (Hrke 10 neHTHs)
- yacThle HHTEPKYPPEHTHbIE HH(PEKINU
WnTepnperanus: npu Hanuuuu 4 u Oonee 6amioB tanaccemus: otHocutes K T3T dopme, mpu

Hannuuu mMeHee 4 6amnoB — k TH3T dopwme.
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