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neperpysKa Kene3oM
XeNaTOpHask Teparus

3aMeCTUTENbHbIE TPAHCPY3UU SPUTPOLUTHON MacChl



Cnmcok cokpameHui

AJIb — anemus [laiimonna - biekdena

I'KC - rmroKOKOpTHUKOUIHAS Tepanus

JTHK — ne3oxcuprOOoHyKIEHHOBAS KUCIOTA

MJIC — MUETOIUCTIIIACTUYECKUM CUHIPOM

MPT — marautope3oHaHCHas ToMOrpadus

HXKCC — HeHachllieHHas KeIe30CBA3bIBaIONIasi CIOCOOHOCTh CBIBOPOTKHU

HTX — nacelieHue Tpacepuna xxeiae3om

OXCC - o6m1as xene30CBs3bIBaoIIas ClIoCOOHOCTh CHIBOPOTKU

OMUJI — ocTpblit MUETOOTACTHBIN JIEMKO3

TI'CK - TpaHcIUIaHTaIMsi FEMONO3TUYECKUX CTBOJIOBBIX KIETOK

VY3U — ynpTpa3ByKOBOE HCCIENOBAHUE

[IMB - uuromeranoBupyc

OKI' — anekTpokapauorpamma

3XO-KTI" — sxokapauorpadus

ABO — rpynmna kposu o cucteme ABO

eADA — sputpouuTapHas aeHO3MHIE30M1Ha3a

HLA — rnaBHbIN KOMITJIEKC THCTOCOBMECTUMOCTH

|g — uMmmMyHOTTOOYTMH

MCH — cpeansist KOHIIEHTpAIUs TeMOTJIO0NHA

per 0S — BHYTph (MIEpeBO/I C JIATUHCKOTO)

P53 — BHYTPUKJIETOUHBIN O€I0K, KOTOPBIH 3allUIIaeT OPTraHU3M OT
nocuencteui nopexaenus JAHK, naumumnpys 1160 apect KIeToYHOro ukKIia,
100 anonTo3 MOBPEXKIEHHBIX KJIETOK, OCHOBHOI OIMyXOJIEBBII Cynpecop

Rh — pe3yc dakrop



TepMuHbI U onpeaeIeHUs

ArpaHyJIoIuTo3 — uncio Heitrpoduios Menee 0,5x10%/

AJUIOMMMYHHM3AIUS - BEIPa0OTKA aHTUTEN K aHTUT€HAM JIPYTUX JIIOJIEH.

AHeMMsl — CHIJKEHHE COEPKaHUs reMOorjaoOnHa.

AnonTo3 — ecTecTBEHHas THOCIb KIICTOK.

ApecT KJIETOYHOT0 IIHKJIA — OCTAHOBKA JICJICHUS KICTOK.

I'anioHeZ0CTaTOYHOCTH — HEJIOCTATOYHOCTH MTOJIOBUHHOTO KOJIMYECTBA TEHHOTO
HIPOJYKTAa Il HOPMAJIbHOTO (DYHKIIMOHUPOBAHUS OPraHU3Ma.

I'emaTocniieHoMeraaus — yBeJINUCHUE Pa3MEPOB MIEUYCHH U CEJIC3EHKHU.

I'mnepTresiopu3M — MIMPOKO MOCTABJIEHHBIE IJa3a.

I'oTu4eckoe HeGO — BbICOKOE HEDO.

BaknunonpoduiakTuka — BBEICHUE BaKIIUH JUIsI TPOPUIAKTUKH
UHpEeKIuii.

Koapkranusi a0pThI — Cy’)KEHHE a0pPTHI.

JlelikoaenyieTHPOBAHHAS — OUMILICHHAS OT IPUMECEN JIEUKOLIUTOB.

MuKpPOrHaTHs — YEIICTh YMEHBIIEHHOTO pa3Mepa.

MuKpooOTHSI — MAJICHbKHE YIIIHBIE PAKOBUHBI.

HeOnasi pacuiesimaa - HezapalleHUE BEpXHEro Heba.

HeliTponeHust — CHIDKCHHE YKCIIa HEUTPOPHIIOB B iepudepruuecKoil KpoBH.

HopmoxpomHasi aHeMus1 — aHEMUSI C HOPMAJIbHBIM LIBETOBBIM TOKa3aTeJIeM
(mopmaneabiM MCH) sputpouutos.

OcTeogeHcUTOMETPHUSA — U3MEPEHUE MUHEPATBHOM MIIOTHOCTU KOCTEA.

PeTuky/JOUMTONEHUS — CHUYKEHUE YUCIIA PETUKYJIOLUTOB B
nepudepruIecKoil KpOBH.

CunaxkTeusi — CpalleHre NMajIbLEB.

Tpom60o1uTO3 - MOBBIIICHHE YKCIA TPOMOOLIUTOB B NepudepuiecKoit
KpPOBHU.

TpombouuTOonNeHNs — CHIKEHHUE YUCia TPOMOOLUTOB B epupepruiecKoOit

KpPOBHU.



XeJ1aTop — BEIIECTBO, 00pa3yloliee yCTONIMBOE HETOKCUYHOE COSAMHEHNE
C METaJUIOM (B JAaHHOM CJIydYae C eJIe30M), CIIOCOOHOE MOKUHYTh OpTraHU3M.

XeJiaTopHasi Tepanusi — UCIOJIb30BaHUE XETATOPOB C JICUEOHOU 11EIIbIO.

IpuTpod IacToneHns — CHI)KEHHUE YUCIIa SpUTPOOIACTOB B KOCTHOM MO3TE€.

Anemusi Jlaiimonaa — briekdena - penkas dbopma BpOXIESHHOW aruia3uu
KPOBETBOPEHUS, B OCHOBHOM KPAaCHOKJIETOYHOW (IPUTPOUIHOM), paHHEro U
IIETCKOr0 BO3pacTa, pa3sBUBAIOILAACA B pe3yJbTaTe amnonTo3a JSPUTPOUIHBIX
MPEIIECTBEHHUKOB B KOCTHOM MO3re BCie/IcTBUE JiehekTa OMOCHHTE3a pUuOOCOM.

Cunapom IupcoHa — MyabTUCHCTEMHOE 3a00JIEBaHUE C TPEOOIAIAOIINM
BOBJICYEHUEM  KPOBETBOPCHMS,  MOJDKEIYJOYHOM  KJI€3bl W TICYCHH,
pasBuBaroIuecs BeieacTeun nedexkra mutoxonapuiasHoit JJHK.

PubocomonaTum - rpynmna TEHETHYECKH JIETEPMHUHHPOBAHHBIX PACCTPOUCTB,
SBJISIFOIUXCSL PE3YJIbTaTOM HAapyIIEHUs CHHTE3a pUOOCOM WM HX (YHKIHOHAIBHBIX

ne(deKToB.



1. KpaTkasi ungopmanus

1.1 Onpeneaenue

Anemus Jlaiimonna-biexkdena - penkas Gopma BpoXKACHHOW aria3ud KPOBETBOPCHHS, B
OCHOBHOM KPAaCHOKJIETOYHOH (3pUTPOUHOMN), pAHHETO U JIETCKOI'O BO3pacTa, pa3BUBAIOILASACS B
pe3ysbTaTe anonTo3a 3PUTPOUIHBIX MPEIINICCTBEHHUKOB B KOCTHOM MO3Te BCIIEACTBUE JeeKTa

O6uocunTesa pudocom [1-5].

1.2 DTHOJI0rMs U IATOreHe3

B Hacrosmee BpeMs JaHHbIE O TE€HETHMUYECKUX HapyHmIeHHUsX (IOBpEXIEHHUE
pubocOM 3a cueT HapylleHHs (OpPMUPOBaHHS WX CYOBCIMHUI), JICKAINMX B OCHOBE
natoreneza AJlb, mpuBoAAIIMX K ralyioHeI0CTaTOYHOCTH PUOOCOM, MO3BOJIAIOT OTHECTH
naHHOE 3a00JIeBaHKE K TpyIIe pudocomomnaruii [5,6]. MyTaruu B reHax puOOCOMAaTbHBIX
O€JIKOB NMPHUBOJAT K HApPYIIEHUIO CHUHTE3a KaK MalblX, TaK U OOJBIIUX CYOBEAMHUIL
pubOCOM, 4YTO HHAYUHMPYET P53 C MOCIEOYIOIIMM apecToM KJIETOYHOrO IUKJIa Ha
rpanuiie ¢a3 G,/S [7-12], Ob1O0 TOKa3aHO, YTO JaHHBIC W3MEHCHHUS HE 3aTParuBaroOT
npyrue xierounbie suHuE [9]. [Ipu 5TOM HM3BECTHO, YTO MyTAallMM B Pa3IM4YHBIX IeHaX
puboCOMaNbHBIX ~ OEJNKOB MMO-pa3HOMY BIHSIOT Ha JAUPPEPEHLHUPOBKY  KIETOK
sputpounHoro psina [13,14]. Hampumep, myrammu B rerHe RPS19 wnaymumpoBamu
CHUKECHHE npoaudepauu KJIETOK-TIPEIIIECTBEHHUKOB, OJIHAKO KOHEYHasI
Qg pepeHIUpoBKa SPUTPOLIUTOB OCTaBaIach HEHAPYIIEHHOH. B To ke Bpems MyTauuu B
rede RPL11 npuBoauianm He TOJIBKO K pe3KOMY MOJABICHUIO Hponudepanuu
DPUTPOUIHBIX MPEIIUIECTBEHHUKOB, HO U K TOPMOXEHHIO JuddepeHIIupOBKU
DPUTPOLIUTOB U 3HAYUTEIHPHOMY YBEJINYCHHUIO alloNTo3a B KYJIbType KieTok [15].

Eme onHuM 00bSCHEHHEM HapyLIEHUs 3PUTPOIOI3a MOKET CIYKUTh TOT (akT,
4TO IpUTpouAHAsS AUPPEPEHIUPOBKA COMPOBOXKIACTCS PAZUTEIBHONW TMEepEeCcCTPONKON

AACPHBIX CTPYKTYp C KOH}IGHC&HI/Ief/'I XpoMaTuHa, HBJ'ISIIOHICI;'ICSI INOATrOTOBUTECIIbHBIM



IaroM JUIsl yTpatel sapa. BeiencTBue 3TOro SAPBINIKO MOABEPTaeTCs CTPYKTYPHBIM U
MOJICKYJISIPHBIM HM3MEHEHHUSIM, YTO MOXET MOTCHIIMPOBAThH PUOOCOMATBHBIA CTpecC,
BBI3BAHHBIA MYTAlUAMH B pUOOCOMANIbHBIX Oelikax, ¥ BeCcTH K amomntosy [16]. B Hopme
TPAHCKPUIITHI Oy IylIUX puOOCOMAaNIbHBIX OeKOB 0Opa3ytotTcs B aape PHK-nonumepasoit
II, TpancoupyroTCcs B LUTOIUIa3Me, IMOCJE YEro JaHHble O€IKHW TPAHCIOPTHPYIOTCS B
ANIPBIIIKO, TJ€ NPUHUMAIOT Yyudactue B (QopmupoBanuu pubdbocom. 40S u 60S
CyOBeAMHUIIBI PUOOCOM 3aTeM SCHOPTUPYIOTCS M3 SAPHIIIKA Yepe3 HYKJIEeOoIUIa3My B
UTOIUIA3MY, The coenuHsaroTes B 80S cyObenuHuIieii puOG0oCOMbI M BBIMOIHSIIOT CBOIO
poJib B cuHTE3¢ Oeska B kieTke [17].

ITo HexoTopbIM maHHBIM, MyTaruu B reHax RPLS u RPL11 game accomuupyroTcs
C HaJIMYUEeM BPOXKACHHBIX aHOMaNWid, yeM Mytauuu B reHe RPS19, mpuuem mepswie
XapaKTepU3yIoTcs Oojiee TshKeIbM GpeHoTurom [18].

B nacrosiiee onucad OOJBIION CHEKTP MyTallid U JEJCIUN pa3IuYHBIX T€HOB

puOOCOMAIIBHBIX OCIIKOB, HaHOOJIee YacTO BCTpeUaeMble IMOJOMKH B reHax RPS19, RPS10,

RPS24, RPS26, RPL5, RPL11, RPL35a, RPS7, RPS17 [19-21]
WnentudunupoBanbl Takxke equHUYHbIE ciyyan AJIb B pesynbrare MyTanuu TeHOB

GATA1L, FLVCR1, ADA2 u TFR2 [22,23,24].

1.3 DunaeMuo0rus

IMTo mammeiM  Kynaston et al (1993) pacdernas dwacTtora pacHpoOCTPaHEHHOCTH
3aboneBanus cocrasiser 1 Ha 100 000 mwm 1 Ha 200 000 poXICHHBIX KUBBIMU JeTel [25], mo
JaHHBIM Apyrux aBTopoB — 5-7 Ha 1 000 000 po>kAeHHBIX KUBBIMHU J€TEH BHE 3aBUCUMOCTH OT
HalMOHAbHOCTH ©  mosia [26-28]. [lo nmawHbIM  Poccuiickoro peructpa TMoOKas3arenb
cpemHerooBoi pacrnpoctpaneHHocTd AJIb y nmereit cocrapnser 5,75+0,87 ciaygas ma 100 000
HOBOPOXKJICHHBIX JIETCH, POXKICHHBIX KUBBIMH, a CPEIHETOIOBON MMOKa3aTellb 3a00JIeBaeMOCTH
neteit AJIb Ha tepputopun PO — 0,63+0,034 ciiyqaeB Ha 100 000 HOBOPOKIECHHBIX MAThUUKOB
U JICBOYCK, POXJIECHHBIX XUBbIMU (Min—max 0,47-0,74 cnydaeB) [29]. Okosio 45% OONBHBIX —

CeMelHble CcIy4al C ayTOCOMHO-JOMHUHAHTHBIM IIyT€M Hacje[oBaHus, ocraBmuecs 55%
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OOJIBHBIX — crIOpagudeckue ciydan [28].

KyMynsaTUBHBIM pHCK pa3BUTHA BCEX 3JI0KAUYECTBEHHBIX HOBOOOpa3OBaHUU Yy
0onbHBIX ABJl mpeBbllaeT 0O0IMIENONYJIALMOHHBIM B 5,4 paza. MakcuMallbHBIA PHCK
pa3BUTUA OBUT OTMEUEH JUISI  MHEJIOJUCIIACTUYECKOTO0  CHHIPOMa, OCTPOTO
MHENT00JIACTHOTO JIEHKO03a, aJICHOKAPIIMHOMBI TOJICTOM KHUIIIKU, OCTEOT€HHOU CapKOMBI U
3JI0KaYECTBCHHBIX OIYXOJICH MKEHCKHX TOJOBBIX OpraHoB [9].

He menee 40% mnanuentoB ¢ AJIb HyXkIaroTcs B TPOBEICHUHU IMOCTOSHHOM
TpaHcy3noHHol Tepanuu [2]. Okono 75% nanuentoB ¢ AJIb 10KuBalOT 10 BO3pacTa
40 ner, ays TpaHCHY3HMOHHO-3aBUCHUMBIX TMAIIMEHTOB ATOT IMOKa3aTeldb COCTaBISIECT YyTh

oostee 57% [10].

1.4 Koguposanue no MKE-10

D61.0 — KOHCTUTYIIMOHATILHAS ATUIACTUYCCKAsI AaHEMU S

1.5 Knaccupukanus

OobwenpunsToil knaccupukanuu anemuu Jlaiimonna-binexdena He cymiecTByeT, 0OJHaKO JUIs
JeTaIn3aluy COCTOSTHUS 3a00J1€BaHMs 3KCIEPTHI MTPEIaratoT BbIEIATh!

e TpaHC()Y3UMOHHO 3aBUCHUMYI0 (IALMEHT [OJIy4aeT peryJjsipHble 3aMEeCTUTENbHbIE
TpaHC(]y3UH IPUTPOIUTHON MacChI (B3BECH))

® T[IOJHY0O MEAMKAMEHTO3HYI peMmuccuto (y MalMeHTa JOCTUTHYT  ITOJIHBIH
remarosiioruueckuit oret Ha Tepanuto ['KC)

e MeAMKaMEHTO3Has  cyOkommeHcanuss  (y — MAalUeHTa  JOCTUTHYT — YaCTUYHBIH
remarosioruueckuii oret Ha Tepanuio ['KC)

® CIOHTaHHYO  pemuccuto (y  TalMeHTa  [IpPOM30ILIAa  CHOHTAHHAs  IOJIHAs

remMaTosIoruueckas KOMIIEHCaIus)

1.6 Kiinauyeckass KApTHHA

CpenHuii BO3pacT Hayalla KJIMHUYECKUX MPOSBICHUNA — 2 Mecslla >KU3HH, CPEIHUM
BO3pacT YCTAHOBJICHHS JuarHoza — 3-4 wmecsma. B Oonee 90% ciaydaeB maHHdecTanus
3a00JIeBaHUS Ha TIEPBOM TOMY )KH3HU, KPaiflHE PEJIKO — B MEPBBIC CYTKH JKU3HH.

B Tabnune 1 mpeacraBneH nepedeHb BPOKACHHBIX aHOMaJUi, COOpaHHBIN TPYIION MO
pykoBojctBoMm Alter B.P. ¢ coast. (1987) [61].

HaubGonee wacto BcTpeuaromuecss BpoxaeHHble mnopoku passutusa (BIIP) — aro

AHOMAJIMHU JIMICBOTO YCPCIIa, BEPXHUX KOHGQHOCTCﬁ, cepala u MOYEIOJIOBOM CHCTEMEI (Ta6JII/ILIa

1) [1, 26, 28, 61-64].



[To nmanubpiM peructpa manueHtoB AJlb BenmkoOputanuu, cpenu 80 mamueHTOB H3
koroptbl 20-netHux y 35% mnauueHToB c kinaccuyeckol AJIb BbIABIEHBI OAMH WM JBa
xapaktepubix BIIP, 6e3 orcraBanus B pocte [26]. IlogoOHble ke pe3yabTaTbl OBLIH
npeJcTaBieHbl U ApyruMu crpaHamu: @pannueit, Uranueit u CesepHoit Amepuxoii (40%, 46%
u 47%, coorBerctBenno) [28, 30 63]. bomee 1 anomanuu HaiineHo y 25% malMeHTOB.
Cepbpe3HOCTb BBISIBJIEHHBIX [IOPOKOB 3HAUUTENIBHO BapbUPYET AaKe IPU CEMENHBIX CIIydasix.

Haubonee pacmpocTpaHeHbl aHOMATUM DPA3BUTUS JIMIIEBOIO Yepera: THIEepTEeIOpU3M,
roruyeckoe Heb0Oo, HeOHasl pacllesuHa, IJI0CKas CIHHKAa HOCa, MHUKPOTHATHSI, MUKpOIe(anus,
MUKPOOTHSI, HU3KO PACIIONIOKEHHbIE YIITHbIE paKOBUHBL. [laHHBIE (peHOTHIIUECKHEe 0COOEHHOCTH
SIBJISTIOTCSI KJIaccuueckuMu U ObLu BriepBbie onucanbl Cathie LA, (1950). ITo nanubiM CeBepo-
Awmepukanckoro perucrtpa A/Ib onu cocrasisator 1o 50% ot Bcex BIIP. Pexe BcTpeuarorcs
aHOMaJIMK KUCTEH pyK — y 9-19% nanuenToB. TsxkecTh NpOsIBICHUI BapbUPYET OT TMIIOIIA3UU
TeHapa OOJBIIOr0 Maiblla A0 IOJHOTO OTCYTCTBHUSI JYy4EBOM KOCTH, TaKKe MOXKET ObITh
yJIBOCHHBIH, paCIICIUICHHbIH WK 3-(hamanroBelii 6obioin manerl (cuaapom Aase) [1, 65].

[laTonorus pa3BUTHS MOYENOJOBOH CHCTEMBI BKIIOYaeT B ce0sl MOAKOBOOOPA3HYIO
MOYKY, YIBOCHHE MOYEBBIBOJSIICH CHUCTEMbI, THUIOCHAINIO; BPOXKICHHBIE MOPOKH CepAla —
nedeKT MeXOKeTyI0UKOBOM eperopoiku, 1eeKT MeXIpPeACcCepaHON MEPEropoOaKH, KOAPKTAIUIO
aopthl, Terpany Pamio. Jlanasle anHomanuu ObuM onucanbl y 7% naruentoB AJIb mo manHbIM
peructpos Benukoopurtanuu, @pannun u Uranuu. Onnako B CeBepo-aMEpUKaHCKOM PErucTpe,
B paMKax KOTOpPOro OOJIBIIMHCTBY MAI[MEHTOB IPOBOAMUIOCH MCCIEJOBAHUE MOYENOJIOBOIO
TpaKTa U cepJua, MPOLEHT BCTpedaeMocT Obll Bhlle — 19% u 15%, cooTBETCTBEHHO.

Huskas macca Tena nmpu poXKJIeHUU OTMEUCH MPHOIM3UTEIbHO B 25% citydaes [26, 28].
OrcraBanne B pocte (poct Hmwke 30 mepuentwien) umeer okoio 30% npereir. OmgHako
YCTaHOBUThH OJHO3HAYHYIO IPUYHMHY 3TOTO SIBICHUS 3aTPYAHUTENBHO, TAK KaK C OJHON CTOPOHBI
ATO MOKET ObITh KOHCTUTYIIMOHAJILHOW 0COOEHHOCTHIO NanueHToB ¢ AJIb, a ¢ 1pyroit cTopoHsb!
— CJIEJICTBUEM XpOHUYECKONM aHEeMUH U MOOOYHBIX 3((PEKTOB OT MNPOBOAMMON Tepanuu
(meperpy3ka >KeJe30M BCJIEJICTBUE IOCTOSHHBIX TIeMOTpaHC(y3Uil, IUTENbHBIN MpHEM
[IIIOKOKOPTUKOCTEpOouI0B) [1].

IIpu wuccnenoBaHMM KOPPENSALMH MEXIYy T€HOTHIIOM U (PEHOTHIIOM OTHOCUTEIBHO
YyBCTBUTEIBHOCTH K I'KC, JIOCTUYKEHUIO reMaToJIOTMYECKON pemuccuun u
MPEIPacIoNOKEHHOCTH K BO3HUKHOBEHHUIO OHKOJIOTMYECKUX 3a00JIeBaHUN OIpeaeNeHHbIX
3aKOHOMEpHOCTeH BhIsiBIIeHO He Obuto [20]. OgHako myramuu B renax RPLS, RPS26 u RPL11
YaIre acCOIMUPYIOTCS C aHOMAJIUSIMU JIUI[A, PTa U KOHeUHOoCTel [65-68].

CymiecTByIOT «Hekaaccnyeckue» ciaydan tedenuss AJIb [1]. Penko 3aboneBanne Moker

MaHI/I(beCTI/IpOBaTI) I03aHEC 1 roga XKHM3HH, U OLITH MMpEACTABJICHHBIM TOJIBKO BPOXIACHHBIMU
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MOpOKaMU pa3BUTHs 0€3 aHEeMUH, TUO0 C JIETKUMH IeMaTOJIOTHYECKUMHU MPOSIBICHUSIMU B BUJIE
MaKpOLUTO3a SPUTPOLUTOB.

Tepmun «Heknaccuueckas kaptuHa» AJlb ucnosib3yercsi, ey BhISIBICHA TUIIMYHAS IS
3a0oyieBaHUsl MyTallus, HO B KIMHUYECKOW KapTHHE IMPEACTaBICHbl HE BCce O0s3aTeibHbIC
JMarHOCTHYECKUE KpUTepuu. boisiee TOro, mpu MCCiIeNOBAaHUM MALMEHTOB C MHOXECTBEHHBIMU
MOPOKaMU Pa3BUTHsI ObLTH HICHTU(PHUIIUPOBAHBI MAIIUEHTHI C TUMMIHBIMU MyTarusmu AJlB, HO
0e3 reMaToJIOTHYECKHX MPOsBICHU [1].

[Ipo «Hexmaccuyeckuey MposiBieHUs 3a00JieBaHUS HEOOXOAWMO MOMHHUTBH, OCOOEHHO,
IIPU PELIEHUH BOIPOCA O POJCTBEHHOW TPAHCIIAHTALMU IE€MOMO3TUYECKUX CTBOJIOBBIX KIIETOK

6onbHOMY AJIB Win 1utaHupOBaHUU AETOPOXKACHUS B ceMbsix 0oabHBIX AJLB [1].

Taoauna 1. HepequL HETEMAaTOJIOIHYCCKUX HpOfIBJ’ICHHﬁ, Ha6J'IIOI[aCMBIX Y NanueHTOB C

AJIB [Alter B.P. et al., 1987]

Jlokanuzanus BapuaHTbl
Kpannodanuansueie ['uneprenopuzm
aHoOMaJInu ITimockas cnuHka Hoca

I'otnueckoe HEOO

Pacmenuna He6a u/unu ryosl
Muxponedanus

Mukpootus

MukpornaTtus

Husko pacrnonokeHHbIe YIIHbIE PAKOBUHBI

Huskuii poct Boioc

ONUKaHT
IIto3
Odranpmonorndeckue Bpoxnennast rimaykoma
AHOMaJINH Crpabuszm

BpoxneHnas karapakra

Ies Koportkas mes
KpputoBuanas mes
Anomanus Inpenrens

Cunapom Knunmens-Deitns
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Tabauuma 1  (npooonscenue). llepedeHb  HEreMaTOJOTHYECKHX  IPOSIBICHHM,

HaOsromaemMbix y manueHToB ¢ AJIB [Alter B.P. et al., 1987]

Jloxann3anus BapuanTsl

[Tanemet 3-(raraHroBBII OOIBIION TAJIEI]
Y IBOGHHBIN WIH paCUICIUICHHBIN
I'unomnnazus

[Imockuit TeHap

OtcyTcTBHE JyueBOH KOCTU

MouenonoBas cucrema [TonkoBooOpa3Has mouka
Y 1BoeHue no4ku

I'unocnaaus

Cepaue JAMXKII
JIMIIIT
Koapxkrarus aopTsl

Terpana ®anno

Hpyrue aHOMaJIH, OtcraBaHue pocra
3aTparuBaroIIne OIIOpPHO- CuHakTuIms

ABUTaTCIIbHYIO CUCTEMY

HCI/IXOMOTOPHOC CHmKeHne yCIeBa€MoOCTHU

pa3BuTHe

[Ipumeuanue: JIMXKII — nedext mexokenynoukoBoil neperoponku; AMIII — nedexr

MEXIPEACEPAHON IEPETOPOIKH.

2. JIuarHocTUKa

2.1 Kajno0bl 1 aHAMHE3

OcHoBHas kajnoba — OJEeTHOCTh KOXKU U CIM3HCTBIX, CIA0OCTHIO, YTOMIISIEMOCTBIO (Y
JIeTell MepBBIX MECALEB KU3HU MPOSIBIAETCS OBICTPHIM YTOMIIEHHEM IPU KOPMJIEHUH, 0COOEHHO
rpyabio matepu). B nanbHeidimem (y gerei crapmie | rojga) mMpUCOEIUHSAIOTCS >KaioObl Ha

oTCcTaBaHue (PU3UIECKOTO pocTa peOeHKa.
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Co6op anamuesa npu AJIb moapa3zymeBaeT TIATEIbHBIN PAaCCIPOC O BO3PACTE MOSBICHHS
MEPBLIX CUMIITOMOB 336OHeBaHH$,HaHHqu B CEMLBEC aeTeﬁ HJIM B3POCJBIX C aHAJIOTHMYHBIMH

MPOSIBIICHUSIMU (3200JIeBaHUEM ).

2.2 Pu3ukajanLHoe 00CIe10BaAHNE

OOmuit ocMOTp mMOJpa3yMeBaeT OLEHKY o0mero (u3UYecKOro COCTOSIHUA, POCTa U
Macchl Tela, HAJIW4Yds BTOPHYHBIX TOJIOBBIX TPHU3HAKOB B COOTBETCTBYIOIIEM BO3pacTe.,
BBISIBJICHHE BPOXICHHBIX aHOManuil pa3Butus. OmHcaHHe BPOXKICHHBIX TTOPOKOB Pa3BUTHS
noipoOHO MpenacTaBieHo B pazzaene 1.6 «Kinunudeckas kapTuHay.

bonee ueM y nonoBunbl 601bHBIX AJIb BBISBIAIOTCS BPOXKICHHBIC aHOMAJIUU PAa3BUTHSL.
[Topoku pa3BuTHsI, KpOME HH3KOTO POCTa, BCTpedaroTcs B 47% cilydaeB: aHOMAJIMK 4Yepera u
JUIEBOTO CKejleTa (THUIEepTEIOpPU3M, BBICOKHH BBINYKIBIH 1100, TOTHYEeCKoe HeOo, HeOHas
paciienuHa, TUIOCKash CIHMHKAa HOCa, MHUKPOTHATHs, MUKpouedanus, MHUKPOTHS, HHU3KO
pacmojoXeHHble yInHble pakoBuHBI) — 50%, u aHOManMu KUCTeH pYK (yIBOCHHBIH,
pacuieryieHHbIH, 3-(anaHroBelii OONBIION mMmamner, CHHAAKTUINSA) — 38%, maroyorusi cepima
(medeKT MeXOKeyI09KOBOM MIEPETOPOJIKH, TeEKT MEKITPEACEPAHON TEPETOPOIKH, KOAPKTAIIHS
aopTtsl, Terpaaa Pamno) — 30%, U MOYenonoBoi cucTeMbl (IOJKOBOOOpa3Has MOYKa, YABOCHUE
MOUEBBIBOALIMX MyTeH, runocnaaus — 39%, coyeTaHHbIE MOPOKU Pa3BUTHSL BCTPEUAIOTCS B
21% cnyuaes [1-5,21,25-28, 30-32].

dusndeckoe pazpuTre HU3Koe. Hu3kuit Bec mpu pokaeHuu Berpeyaetcs B 10% cimydaes,
IpU 3TOM B TOJIOBHHE M3 JTHUX CIydyaeB OTMEYAeTCs OTCTaBaHHe (U3MYECKOTO PAa3BUTHUS OT
recraliioHHOro Bo3pacta. bonee 60% OGONMBHBIX UMEIOT POCT MeHee 25 mepuentuis [1-5,21,25-
28,30-33].

OueHuBasi TNPUYUHY HHUBKOTO pocta Yy manueHToB AJIb  TpynHo otaenuts
KOHCTUTYIIMOHATbHBIE OCOOGHHOCTH OT TMOOOYHBIX 3(G(HEKTOB MPOBOJUMON  Tepanuu
(meperpy3ka jKele30M BCIEICTBUE MOCTOSHHBIX TeMOTpaHChY3UH WM UIUTENbHBIA MpUeM

rIoKokopTukoctepouion) [1,2,5,30-33].

2.3 JIuarHocTuka, B TOM YHCJIe JadoparopHas

JHuarHo3 AJIb ycraHaBiMBaeTcs Ha OCHOBAaHMU KIMHUYECKHX TPOSBICHUN M JTaHHBIX
7abopaTopHOro 00cienoBaHKs (YpOBeHb YOeAMTEIbHOCTH [0Ka3aTeJbCTBA A, YpPOBEHb
JI0CTOBEPHOCTH J0Ka3aTeabcTBa 1) [1-5,25-28,30=33].

o OO6s3arenbHbIE KPUTEPUU:

. HopmoxpomHasi, 0ObBIYHO MaKpoOIMTapHas, aHEMHss B paHHEM Bo3pacTe 0e3
BOBJICUCHHS IPYTHX KICTOYHBIX JTMHHU.

® PeTHKYHOHHTOHeHHH.
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. HopMOKIIETOUHBIH KOCTHBI MO3T C CEICKTHBHBIM YMEHBIIICHUEM DPUTPOHTHBIX
MPE/IIIECTBCHHUKOB (<69%0).
. Bospacr <1 ropa.

o JlomONMHUTEIbHBIC KPUTCPHH:
. Hamnuwe myranuii B pubocomanpHbeix reHax (RPS19, RPS10, RPS24, RPS26,
RPL5, RPL11, RPL35a, RPS7, RPS17 u npyrue).

. CeMeliHbIil aHaMHE3.

. BpoxneHHble aHOMaJIMKM pa3BUTHUSA, XapaKTepHbIe 7151 Kiaccuyeckoid AJlb.
. [ToBbrmenrie HbF (st marmenToB crapie 6 mec.).

. [ToBbIlIEHNE AKTUBHOCTHU 3pUTPOLIUTAPHOMN aIeHO3UH Jie3aMHUHa3bl (EADA).

Kommenmapuu: B oebrome 3ab0n1esanus ecmpeuaemcst MaKpoyumos, acCoyuupOoBaHHblll
C PeMUKYI0YUmMoneHuell, Koauuecmao 1eUkoyumos u mpomooyumos 00biuHo 6 NPeoeiax HOpMol,
xoms neexkas Heumponenus ecmpeuaemcs y 20-30% nayuenmos ¢ A/JB. B oOanvuetiwem, c
sozpacmom, y 20-30 nayuenmos noseinemcs mpexpocmrkosads Yumonerus, Komopas He HOCUm
msgicenoe0  xapakmepa U He  HYJCOaemcsi 8  KOPPeKyuu  epPaHyioyumapHuim
KOJIOHUECTMUMYTUPYIOWUM (PAKMOPOM ULU MPAHCPYZUAMU MPOMOOYUMAPHOU B38eCU.

IIpu nedocmamouno ACHOU KIUHUYECKOU KapmuHe 00NYCMUMO UCNONIb308AHUE MEPMUHA
«eeposmuas A/[P», nanpumep, eciu mpu 00A3AMENbHLIX Kpumepus NPUCymcmeyiom npu
HAIU4uu  OMsCOWEHHO20 CEeMEUH020 AaHAMHe3d, JUDO  6biA6IeHbl 08a  00A3AMENbHBIX
OUACHOCTNUYECKUX KPUMeEpUsi U Mpu MAauiblX OONOJTHUMENbHbIX Kpumepus, aubo O0O0KaA3aH
CeMelHblll aHAMHe3 U GbIAGNEHO MpU MAIbIX OONOJIHUMENbHLIX Kpumepus, oadce npu
omcymemeuu 0053amenvHblx kpumepues [1].

Kocmuouit  mo3e ¢ euldumviv  omcymcemeuem Hopmobnacmos, 6 psoe ciyyaes
OMHOCUMENbHOE NOBbIULEHUE KOIUYECTBA NPOIPUMPOOIACTIOE UTU HOPMATbHOE KOIUYEeCmEO
NPOIPUMPOOIACNOE C APeCmMoOM CO3DeBAHUS, YMEHbUleHUe KOAUYeCmsea 3pUmpouonbix
npeoutecmeenHukos (menee 6%,), HeusMeHeHHble MUETOUOHDIL U Me2aKapUuyumapHulil pocmKu
KpO8emeopeHusl.

eADA — «mouegoll  ¢epmenm memabonuzma NYpuHos, €20 OMHOUleHUe K
namodghuzuonocuu A/[b ocmaemcs usyyennvim He 00 KoHya. OOHAKO NOGblULEHUE AKMUBHOCTIU
eADA nocum necneyuguueckuu xapakmep. Ilosviuwenue akmusnocmu eADA svisisnsemcs y 90%
oonvuvix A/B, nocie 3amecmumenvbHOU Mpanc@y3uu 3pUmpoyumapHol. Maccol aKMugHOCMb
(epmenma Kax npasuno Hopmanusyemcs (3a cuem npeodIA0aHUss OOHOPCKUX IPUMPOYUMOB),
npu  UCCIe008aAHUU AKMUBHOCU (hepMmenma 60 (pakyuu pemuKyioyumos ommeyaemcs

nosvlueHUue aKmueHoCmuy 3mo2o gepmenma oadxce Ha Gone mpaHchy3uil I3pUmpoyumapHoul
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maccewt. Tlosviwenue axmusnocmu eADA 0o 1,70 umonv/mun/meHb cuumaemces nopocogvim 0t
nocmarnoeéxu ouacrnosa A/ID.

Hosviwenue HbF 6 couemanuu c nosviwenuem axmuenocmu eADA nozgonsrom
ougpgpepenyuposamo AL om mpanzumopHoti 3pumpobracmonenuu 0emcKo2o 803pacma,
KOmopas, 00HAKo, pe0Ko ecmpedaemcsi y oemeti nep8o2o 200d HCU3HU.

Onucano Heckonvko cayuaes A/B, koeoa y demetl maaowe 3 mecayes 8 NyHKmame KOCHMHO20
Mo32a ommeuaemcs: yeeiuyeHHnoe Koauwecmeo (00 15%) npumumusHulx 3pumpodIacmos,
Komopbie ouuboyHO MpPaAKMOBAIUCh KAK JetikemuyecKue 1umgpoodracmosl u 0emsam Ha3HA4aIach

Xumuomepanus no n080AY 0CMpo20 TUMPOOIACMHO20 TeUK03a.

2.4 NHCTpYMEHTAJIbHAS AMATHOCTHKA

e  MaruutHo-pe3onancHas Tomorpadpus (MPT) B pexume T2* meuenn u cepana
pPEKOMEHJIyeTCsl Kak HamboJjiee MH(POPMATUBHBIM METOJl B JUATHOCTHKE OCJIOKHEHMIA
MIPOBOAMMON TEPAIUU IPUTPOLIUTHON MACCHI (B3BECH).

YpoBeHb  yOeAMTEJBbHOCTHM PpeKoMeHZAauMid A  (YpPOBeHb [IO0CTOBEPHOCTH

JA0KAa3aTeJbCTB — 1).

Kommenrtapuu: Ilpubecnyms Kk OaHHOMY ucciedosaunulo ciedyem 6 ciyyae, eciu
nayuenm noxyyaem 3amMecmumensHylo MmMepanuro dPUMmpOYUmHOU Maccol (836ecvio) u

peppumun ceieopomku kposu y nezo cocmasisiem 6oaee 1000 mxe/n [34-38].

2.5 Unas (1uddepennnanbHas) IMATHOCTHKA

Yuumuieas cxoorcecmov HA4anbHLIX KIUHUYECKUX NPOSABIEHUL U 803DACM UX NOABLEHUS
anemuto Jatimonoa-bnexgena neobxooumo oughghepenyuposams co credyrowumu cOCmosHUAMU
u 3abonesanusmu [1,2,6]:

[To3nHsAS TUHOpEereHepaTOpHas aHEMHUsl BCIEACTBUE TSKEIOW I'eMOJUTHUECKOW aHEeMUU
HoBopokZeHHOoro (Rh wmmun ABO kOHOIMKT), KOTOpass MOXXET COXPaHATbCI B TEUEHUE
HECKOJIbKUX MECSIIEB.

. TpanzuTtopHas sputpodiacronenus (npuioxenue b).

. Bpoxnennas rumomiacTuyeckas aHEMHUs BCIEJCTBHE TPAHCIUIAHIEHTApHO
nepenanHoi nHdexuu napsosupycom B19. [Tapsosupyc B19 MoxeT BbI3bIBATH TPAH3UTOPHYIO
HEJOCTAaTOYHOCTh DJPUTPOUAHOIO POCTKA Y TMAIMEHTOB C TE€MOJM30M WIM XPOHHYECKOH
SPUTPOUIHON HEIOCTATOUYHOCTBIO NMpH UMMYyHoAeduuurtax. uarHoctupyercst merogom ITLIP

06pa3ua KOCTHOI'O MO3ra.
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. [Tpuobperennas MIEPCUCTUPYIOTIAS APUTPOOITACTOTICHUS BCJICJICTBHC
napBoBHpPYCHON B19 mH(pEKINN y HOBOPOKICHHBIX U JETCH PAHHETO BO3pacTa C BPOXKICHHBIM
KOMOMHHPOBAHHBIM MUMMYHOAC()HIIUTOM.

. Cunapom [Iupcona, KOTOpBINA XapakTepusyercs pedpaKkTepHOr apereHepaTopHOn
MaKpOIIUTAPHOW CHUJIEPOOIACTHOM aHEeMHEH, HEHWTPOIICHHEH, BaKyOJIW3aIlMel MHUEIOUTHBIX
MPEIIIECTBCHHUKOB B KOCTHOM MO3T€, HATMYHEM KOJIBIIEBBIX CUACPOOIACTOB B KOCTHOM MO3TE,
HK30KPUHHOW JUCHYHKIMEH MOKETyJOUYHON JKeJe3bl U MEeTa0OJIMUYECKUM aIiI030M (JIaKTaT-
anua030M). AHeMUs pa3BUBaeTcs B Bo3pacte 1 Mecsua »xu3Hu B 25% ciiydaes, B BO3pacTe OKOJIO
6 mecsieB xu3HA B 70% ciydaeB. Y BceX OOJBHBIX BBIABISICTCS JEJCIHUS MUTOXOHIPHAIBHON
JHK. B peakux ciayyasx LMTONEHHMS MOXET pa3pelIUTbCs C BO3PACTOM, MHOTME OOJbHBIE
pa3BUBAIOT HelpojaerenepaTuBHoe 3aboneBanue (cunapom Keapuc-Cuape) B Gomnee crapiiem

BO3pacTe.

3. Jleuenue

3.1 KoucepBaTuBHoOe JieYeHHE

Ieab JedyeHusi: OOECIEYMTH HOPMAIBHBIM POCT W DPa3BUTHE pEOEHKA, COXPAHHUTH
TPYIOCHOCOOHOCTh B IMOJPOCTKOBOM M B3POCIOM BO3pacTe, 00ECIEUUTHh XOPOIIEe KadyecTBO
JKU3HH maienTa [1-5,28,32,33,37].

1-s JWHWS Tepamnuu: TIIFOKOKOPTUKOCTEPOMIHAs Tepanus (YpOBeHb YOeIMTeIbHOCTH

nokaszareiabcrBa A) [1-5,28,30,32,33].

B OTIMYME  OT  NPEABIAYIIMX PEKOMEHJALUUN  CEroJHs IIFOKOKOPTUKOWJIHAs
Tepanusi He HazHavaeTcs JeTsM ¢ AJlb Ha mepBOM rojy JU3HM B CBSI3U C CYIIECTBEHHBIM
HapylieHueM pocta  pebenka. Tepamnuto rimokokoptukocrepounamu (I'KC; npennuszosnos,
METHUJIIPEAHNU30JI0H) HAYMHAIOT Yepe3 2 Hea MOociie NMPOBENEHHOM TpaHC(hy3UM 3pUTPOLUTHON
Mmacchl (B3BecH) B Bo3pacTe 12-15 mec xu3HM. Ilpu cymiecTBEHHBIX MpoOJIeMax C BEHO3HBIM
JOCTYIIOM ¥ HEJOCTYMHOCTH JSPUTPOLMTHONM Macchl (B3BECH) HaAJIEXKAIEro KadyecTBa
(nmetixonermetupoBaHHo M 06mydenHoi) ['KC MoXHO HauMHATH C 6 MEC; MPHU CYIIECTBEHHOM
CHI)KEHHMU TeMNoB pocta pedeHka (meree 30 nentmiel k 12 mec) crapt ['KC tepanuu MoxHO
orinoxuTh 10 15-18 mec. CraproBas no3a 'KC — 2 mr/kr/cyt B Teuenue 2 - 4 Hen, npu
OTCYTCTBHUM OTB€Ta OTMEHa B TeyeHue 3 JAHeH; Npu Hanmuuuu oTBeTa (cTaduiau3anus
remoryiobnHa Bbiie 90 T1/1, peTukynonuTo3) mnocreneHHoe cHuwkenue no3el ['KC mo 0,5
MI/KI/CyT KakJble 2 Hell, PU JOCTHXKEHUH J03bI | MI/KI/CYT TeMI CHMXKEHUS J103bl 3aMEUIUTh

— Kaxaple 4 Hel, BO3MOXEH IE€peEX0j Ha aJbTEPHUPYIOIIMHA peXHM IpHeMa Ipenaparta,
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CKOPOCTb CHMJKEHMsI 1036l B 3TOM cilydae — Kaxzable 8 Hel. MakcuMmalibHas JOMyCTHMas
noguepxkuBatomias no3a ['KC <0,5 mr/kr/cyr. Ha Bce Bpemst npuema nanuentom 'KC B no3zax
6omnee 0,5 MI/KT/CyT. ¢ TeNbIO MPOPIIAKTHKY OCJIOXHEHHI MTOKA3aH MPUEM B BO3PACTHOH J103€
MpenapaToB: WHTHOMTOPHI MPOTOHHON IMOMIIBI (€KEIHEBHO), MpermapaThl Kaius (€KEIHEBHO),
npenapatsl Kaiblus (€KeHEBHO), BUTaMuUH /], TpuMeTonpum/cynbdaMeTokcas3on B 103€ 5 MI/KT
110 TPUMETONPUMY TPH TIOCIIEOBATENBLHBIX JIHS B HEJEIIO.
Kputepun remarosnornueckoro orsera Ha ['KC:

e nonHblii — Hb >100 r/1, HOpManbHOE YNCIIO PETHKYIIOIUTOB;

e uactuunbeii — Hb 85-100 r/n, Hamuue peTuKynoKTOB;

e orcyrcTBUe oTBeTa — Hb <85 r/71, peTukynouuToneHus.

B cayudae orcyrcTBus oTBera Ha mepBoe HasHaueHue ['KC BO3MOXXHO IOBTOpHOE
HazHaueHue uepe3 1,5-2 roga. Ilpu orcyrcTBum orBera Ha mnoBTOpHOe HazHaueHue ['KC
JanpHeimue nonbITky ucnoiabzoBanusd I'KC Henenecoobpa3Hbl.

O¢dextuBnocts Tepanuu I'KC ormeuaercs nmoutu B 60% ciydaes. B cinydae nomyuenus
orBeta Ha ['KC 3pUTpOLUTHI COXpaHSIOT CBOM aHOMAIbHBIE YEPTHl (MaKpOLMUTO3, BBICOKAs
akTUBHOCTH €ADA), 4TO HE MO3BOJISIET KOHCTATUPOBATH PEMUCCHUIO 3a00IEBaHUS.

B ciyuae pa3BuTHS CTEpOMI03aBUCUMBIX HexenaTelnbHbIX sBiIeHMHA Tepanus ['KC
IpeKpalaeTcs M HalMeHT NEepeBOIUTCS Ha peryyspHble TpaHC(HY3UMH 3PUTPOLUTHONM Maccoi
(B3BECHIO) B COUETAaHUU C XenaropHoi Tepanueil. Ha mepuon myGeprarta (~10-14 net; omenka
Hayaja ny0eprara MPOBOIUTCS COBMECTHO C JHJOKPHUHOJIOIOM IO KOCTHOMY BO3pacTy M
ropMoHansHOMY Tpod i) Heodxoaumo otMeHuTh ' KC cpokom Ha 1-4 roxa.

Ilepen nawanmom I'KC Ttepamuu 3aBeplIUTh OCHOBHOM 3Tall BaKIMWHONPO(MUIAKTUKU
(3aBeplIMTH BaKIMHAIMIO MPOTHB JAUPTEPHH, CTONOHSKA, KOKIOIIA, MOJTMOMHEINTA, TeaTHTa
B, renmatura A, TyOepkynes3a, KOpH, KpaCHyXH, IapOTUTA).

Ilepen nayanom I'KC tepannu He0OX0MMO MPOBECTH MCCIEIOBAHUA:

e o0mero Oenka 1 OENKOBBIX (PpaKIINA;

e conepxanus IgA, IgM, IgG;

® UMMYHO(EHOTUITUPOBAHUS JEUKOIIUTOB;
e cojepxaHus BuTamuHa /.

Ha tepanuu 'KC HEeo6xoa1MM0O KOHTPOIUPOBATh:

e cojepxaHue BUTaMuHa D B CBIBOpOTKE KpOBH 1 pa3 B rox;
e coxaepxanue IgA, IgM, IgG 1 pa3 B rog;
e JICHCUTOMETPUIO ISl MallMEeHTOB cTapiue 5 et 1 pa3 B rof;

e OCMOTp IPO3payuHBIX CpeJ IVla3a ¢ MEIUKAMEHTO3HbIM pacIIUpeHueM 3padka 1 pas
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B TOJ.

2—s JUHUS _TEpaluy: 3aMECTHTENbHAs Tepamus OJPUTPOIUTHOW Maccoil (B3BECHIO)
(YypoBeHb y0enuTebHOCTH JdoKa3aTelbcTBa A) [1-5,28,30,32,33] B coueranuu ¢ xenaropHou
Tepanucii (ypoBeHb YOeAUTEILHOCTH A0Ka3aTeabeTBa B) [1-5,28,30,32,33,37,38].

EnuncTBeHHas onuus Ui nauueHToB B Bo3pacte <1 roxa u 10-14 netr u He OTBETHBILUX
Ha Tepanuo 1-il TMHUUN.

s mporpaMMHOM  3aMECTUTENBHOM TEpaluy JOJDKHA HCIIOIb30BATHCS 3PUTPOLIUTHAS
macca,  (UIbTpOBaHHAas  OT  JICMKOLMTOB, Ul  CHMXKEHHA  pHUCKAa  PA3JIMYHBIX
HOCTTPAaHC(QY3UOHHBIX  peakuui  (Muxopanka, LIMB-undexkuus,  ammonMMmyHu3anus).
[TatmenTam, paHee  TOJYYaBIIMM  HMMMYHOCYIPECCHUBHYIO  TEpamuio,  HEOOXOIMMO
TpaHCc(y3UpOBaTh OOJYYCHHYIO OJpUTPOUUTHYIO Maccy. [loporoBoe 3nadenme Hb s
IPOBEICHUS TeMOTPAHCPY3HUHU:

e JuIs merelt mepBoro roaa xuszau 90-100 r/m;
e s manueHToB crapire 1 roxa 80-90 r/m.

PexomenyeTcst HOpMOTpaHC(Y3UOHHBIA PEXXUM 3aMECTUTENILHONW MPOrpaMMHON Tepanuu
SPUTPOLIMTHOM Maccoil (B3Bechio), T.e. coaepkanue Hb nocne Tpancdy3un 101KHO COCTaBIATh
115-120 r/n. OO6Bem TpaHchy3upyemonr 3puTporuTHON Maccel 10-15 mu/kr (3pUTpOLUTHOMN
B3Becu 20-30 mu/kr), KpatHOCTh — Kaxknaeie 3 - 4 Hen. /s TpaHcdy3um wucCmonb3yercs
UH/IMBUYAIIbHO TOJOOpaHHas JEeHKOAEIUIETUPOBaHHAs M OOJIydeHHas SpUTPOLMTHAs Macca
(B3Bech) (YpoBeHb YoenuTeILHOCTH J0Ka3aTeabcTBa A) [1-5,28,30,32,33].

[lepen mepBoit TpaHcdy3uel 3pUTPOLIMTHON Macchl (B3BeCH) HEOOXOJMMO IPOBEICHHE
(deHoTUnMpoBaHUs 3pUTPOIUTOB manueHTta no cucreme ABO, Rh-pakropy u penkum rpymnmnam
kposu (Kell u np.).

Ha ¢one 3amectutenbHOl TpaHC()y3MOHHOM Tepaniuy HE0OXO0AUMO KOHTPOJIUPOBATh

*  OO0IMIT aHAJIU3 KPOBH C MOJCYETOM TPOMOOIIMTOB TIEPET KaK10M TpaHCy3ueH;
"  QHTUAPUTPOLMUTHBIE aHTUTena (Hempsimas npoda KymOca) mnepex kaxmoit
TpaHcy3ue;
"  UMMYHO(pEHOTUIIUpPOBaHKE dpUTPOLUTOB 10 cucreme ABO, Rh-akropy u penkum
rpynmnam kpoBu (Kell u ap.) 1 pa3 B rox;
= oOmeH xkene3a (cbiBopoTouHoe kene3o, OXCC/HXKCC, HTX, depputun
CBIBOPOTKH KpoBH) 1 pa3 B 6-12 mec.
TpaHcy3nOHHYIO 3aMECTUTENbHYIO TEpamnuio SPUTPOLUTHOW Maccoil (B3BEeChbl0) HE
pexomenayercs coyerats ¢ ' KC Tepanueii B CBSI3U BBICOKMM PUCKOM OCJIO>KHEHUH.
3aMecTHTeNbHAS TEPaIusi SPUTPOIMTHOW Maccol (B3BECHIO) MIOJKHA COIPOBOXKIATHCS

aJIeKBaTHOM XeJIaTOPHON Tepamnuell (YpoBeHb YOeAHTEJLHOCTH JA0Ka3zaTejlbcTBa B) [1-
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5,30,32,33,38].
XenatopHast Tepanus JI0JDKHA ObITh MHUIMMPOBAHA KaK MOXKHO paHBbIIE, ONITUMAIIBHO C

6 Mec., HO HE TO3KE 2 JeT. XeNaTOPHYI Tepanuio PEeKOMEHIyeTCsl HadyMHATh Mocie S
TpaHcy3uil IPUPOLIMTHON Macchl (B3BECH) W/WIM MOBBIIECHUS (EPPUTHHA CHIBOPOTKH KPOBH
>500 MKr/a (ypoBeHb yoeauTeabHOCTH AoKka3aTteaberBa B) [1-5,30,32,33,37-51]. OtMeHsaThCs
XeNnaTopHash Tepamusi MOXKET TPU JOCTIKEHHUH BEPXHEW TpaHUIBl BO3PACTHOH HOPMBI
colepkaHus (eppuTHHA CBIBOPOTKHM KpPOBU IPH YCIOBUU MPEKPALICHUS 3aMECTUTEILHOU
TpaHC(QY3MOHHOM Tepanmuu M HOPMaJM3allMU COJEp)KaHUs JKejle3a B TEUEeHU U MHOKapje,
ornieHeHHBIX MeTogoM MPT T2* (mis meuyeHH BO3MOXKHO METOJIOM OIPEICICHHS COJEp KaHUs
JKele3a B CyXOM BeUIeCTBE IIeueHH). XenaTtopel: Jedepasupokc (HavalbHas [103a JUIs
JeKapcTBeHHOH (hopMbl TabneTka nucneprupyemas - 20 MI/Kr/cyT. BHYTPb €KEIHEBHO, Jajiee C
[IaroM 5 MI/KI/CYT. MOBBIMIAETCS 0 MaKCUMaibHOWU 103bl 40 MI/KI/CyT. WM TOHMXKAETCS B
3aBHCHUMOCTH OT KOHIIGHTpaluu (QeppUTHHA CHIBOPOTKM KPOBH; HayalbHas [03a JJs
JIEKapCTBEHHOH (OpMBI TaOJeTKa, MOKPBITAsI TUIEHOYHON 000J04YKOi — 14 MI/Kr/cyT. BHYTpPb
©KEIHEBHO, Jajiee C maroMm 3,5 MI/KI/CYT. B 3aBHCHMOCTH OT ()€ppHTHHA CHIBOPOTKH KPOBU
71032 TOBBIMIACTCS WJIM TOHMXKACTCS;, MaKCUMalbHas o032 28 Mr/kr/cyr.) (ypoBeHb
yoenuTelbHOCTH JIoKazaTeabcrBa B) [1-5,28,30,32,33,38-42,49,50], mnpu comepkaHuu
depputuHa ChHBOpOTKM MeHee 500 MKr/m mosza cHumxkaercs 1m0 125-250 wmr/cyt (ypoBeHb
yoenuTeabHOoCTH Aoka3areiaberBa C) [32,33,41,49,50], nedbepoxkcamun (HauaigbHas mo3a 40
MI/KT/CyT. TOAKOXXHO 5 JHEW B Henemo B BUAe uIMTeNbHOW uHOY3uu (8-12 u), mpu
HEOOXO/MMOCTH HWHTEHCUBHOW XeNaluu, B CcIy4dae pa3BUTUS 3aCTOMHON  cepieuHon
HepocTaToyHOCTH — 100 MI/KI/CyT. HETIPEphIBHO BHYTPUBEHHO KarleabHO B TeueHue 7-10 nueit
(ypoBeHb ybOenuTenbHocTH aoka3zareibcTBa B) [30,32,33,42-51]). Jlnst unTeHCHUKATUU
XEeNaTOpPHOM Tepamuu MOMKeT HCHOJb30BaThcsd KOoMOMHammsa jaedepasupokca (Talnerka
mucrieprupyemas B 103¢ 30 MI/KI/CyT BHYTPb €XKETHEBHO MM TabJeTKa, MOKPHITAs IJICHOYHOM
obomoukoit 21 wmr/k/r/cytr.) B couyeranuu ¢ aedepokcamuHoM (40-50 MI/Kr/cyT. MOIKOKHO
eKeIHEeBHO B TeueHue 8-12 u) (ypoBeHb yOeauTebHOCTH JoKa3ateabcTBa B) [30,32,33,42-
51]. [Ipumenenue nedepunpoHa B KauecTBe mpenaparta 1-if JTHHUU HelenecooOpasHo B CBS3H C
BBICOKUM DPHCKOM Da3BUTHs arpaHyJolMTO3a, M €ro Ha3HauYeHHE BO3MOXKHO TOJBKO TMpHU
HAJIMYUH TPOTUBOTIOKA3aHUH K eepa3supoKcy U JeepoKcaMuHy.

[Tpu npoBeneHnn XeIaTOPHON Teparuu HEOOXOAUMO KOHTPOJIUPOBATD:

e crBopoTouHoe xene3o, OXKCC/HKCC, HTXK, cerBopoTounsiii peppuTHH KaKIble 3 MecC

pu Io00pe T03bI XeNaTopa, Janee KaxIpie 6 Mec;
® KIMPEHC PHJOTCHHOTO KpeaTHMHHHA JI0 Hadalla XeJaTOPHOW Tepanuu, Kakaple 3 Mec Ha

sTamne noadopa 03k, 1anee Kaxase 6-12 mec;
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e MPT T2* neyenu u Mmuokapaa 1 pa3 B roz.

3.2 Xupypruyeckoe JedeHue

[Ipu naHHO MATOJIOTMU HE UCIIOJIB3YETCH.

3.3 UHoe J1eyeHne

TpaHCHHaHTaHI/Iﬂ FEMOIIOOTUYCCKHUX CTBOJIOBBIX KIICTOK pacCMaTpuBaACTCA B Kad€CTBC

pamukanbHoO# Tepanuu [1,2,4,5,27,30,32,33,52-54].

IIpu orcyrcrBuu 3¢ddexra na I'KC-repanuio mnm BeipakeHHOH TokcuyHoctn ['KC-
Tepanuy TpaHCIUIaHTalus reMono3tudyeckux cTBoioBbIX KieTok (TT'CK) ot poacrBenHoro wim
HepoacTBeHHOT0 HLA-COBMECTMMOIro J0HOpa MOXET pacCMaTpUBAThCs Kak ajlbTepHATHBA
MOKU3HEHHON 3aMECTUTENbHONW Tepamuu SPUTPOLUTHON Maccod (B3BEChbIO) Ui NAIMEHTOB
miazauie 10 ner (ypoBeHb yoequTeabHOCTH A0Ka3aTeabeTBa B) [1,4,5,28,30,32,33,52].

TI'CK MoxeT paccMaTpuBaTbhCsi Kak paJMKaJbHBIM METOJ JIEYEHHUsS IS IallUEeHTOB
mianme 10 ner B cioywae Hamuuums poxacTtBeHHoro HLA-coBMecTumoro moHopa |y
TpaHC(y3MOHHO 3aBUCHUMBIX MAlIMEHTOB, HE OTBEUAIOIIUX HAa TIIFOKOKOPTUKOUABI M YUHTHIBAS
PHUCK MPOTPECCUBHOTO YTHETEHUSI KPOBETBOPEHUS M Pa3BUTHS 37I0KAYECTBEHHBIX 3a00JIeBaHUN Y
6osbHBIX AJIB, oTBeTuBIINX Ha ['KC-Tepanuio (ypoBeHb yOeIuTeIHLHOCTH 10Ka3aTe/IbcTBa B)
[1,2,4,5,28,30,32,33,52].

Kommenmapuii: B nacmosawee 6pems, no oaunvim pezucmpos AJB @Ppanyuu u
I'epmanuu, b6eccobvimuiinas evidcueaemocms npu npogedenuu TI' CK om poocmeennoco HLA-
coemecmumozo 0oHopa 6 eospacme maadute 10 nem cocmasnsem 94%, a 6 b6onee cmapuiem
sospacme 55%. [Ipu smom poocmeeHmublil OOHOP 00JdHCeH Oblmb 00CNe008aH OJisl UCKIIOYEHUS
cyorknunuueckou gopmut AJF [1,2,4,5,28,30,32,33,52].

Y nayuenmoe mnaowe 10 nem nepoocmeennas HLA-cosecmumasn TI' CK maxoice modcem
paccmampusamscs Kak 6apuanm paoukaibHou mepanuu (ypo8eHs yoeoumenbHocmu
ookazamenscmea B) [1,2,28,30,33,52,54 Fagioli et al, 2014 ].

Kommenmapuii: B nacmosiwee spems, no oanuvim pecucmpos A @panyuu, I'epmanuu
u Cegepnou amepuxu (CLIA+Kanaoa), 6eccobvimutinas 6vlocusaemMocms npu HnposeodeHuu
TTCK om Hepoocmeennoco HLA-coemecmumoco oonopa nayuenma maadwe 10 nem
cocmasnsiem 86,6% [28,30,33,52].

Kommenmapuii: Jlywwue pezynomamol npu npogederuu TI'CK 6vi1u nonyyenvt npu

UCnolvb3oeaHuu nynoguHHOﬁ Kpoesu 6 Kavecmee UCnoYHuKa cemonodmuidecKux cneojlosblx

karemok [54,55].

20



AnbpTepHaTHBHAS Tepanus (YPOBEeHb yOeIUTeIbHOCTH J0Ka3aTeibcTBa D)

[Ipu ucnons3zoBanuu L-neitnuna (mo 1000 Mr/Kr/M TpHU pa3a B CyTkH) B 28,6% ciiyyaeB
ylaercsi JTOCTHYh PEMHUCCUIO0 OJHAKO B KIMHUYECKHUX PAHIOMHU3HPOBAHHBIX HCCIICIOBAHUIX
3¢ (heKTUBHOCTH TaKOM Tepamnuu He Aokaszana [1,2,5,32,33,56-59]. B 100% ciy4aeB oTMedaeTcs

YCKOpEHHE TEMITOB JHHEHHOro pocTa aereii [57-59].

4. Peabuauranus
Crnenuduyeckux peabMIMTAIIMIOHHBIX MEPOIIPUITHI B OTHOIICHUH TManueHToB ¢ AJlb He
pa3pabotano. Ilanuentsl ¢ AJ/Ib BHe 3aBUCMMOCTH OT BO3pacTa U IOJIy4aeMOil Tepanuu MOryT
MOCEIIaTh JETCKUE MIOMIKOJbHBIC, IIKOJBHBIC YUYPEXKIEHHs, NMPEObIBATh B 030POBHTEIBHBIX

Jarepsix, 3aHUMaThCs B (GU3MUECKOM KYIbTYpOil U CHOPTOM (OECKOHTAKTHBIE BUJIBI CIIOPTA).

5. IlpopuiaakTrka U JMCHAHCEPHOE HAOIIOeHUE

[Tocne ycraHOBJICHHs IUArHo3a, BeIOOpa JiedeOHOW TAKTHUKH, 1OJ00pa JI03 MpernapaToB
HAIMEHT MepeaeTcs Mol TUCIIaHCEpHOE HaOI0IeHHe TienuaTpa (€Ciu eCTh JOJDKHOCTh, TO MO/
HAOJIIOJICHUE TeMaTojora) 1O MECTy JKUTEIBbCTBA. Tepamus MPOBOIUTCS aMOYIaTOpHO,
I[J'II/ITGJ'II)HO/HO)KI/ISHCHHO. BonpHble 1 4iIeHL UX ceMel JOJIPKHBI OBITH HOI[pO6HO O3HAKOMJICHBI
KaK C CyTbIO 3a00JIeBaHUs, BO3MOXHBIM OCJIOKHEHUSAM IPOBOJUMOMN Tepamnuu, Tak U 00y4YeHbI
NpaBUJIaM WHIUBUIYAIbHOW TUTUCHBI.

HpO(bI/IJ'IaKTI/I‘-IeCKaﬂ BakIMHavs TIMPOBOAUTLECA B COOTBCTCTBHUU C HaHI/IOHaHI)HI)IM
kaseHgapemM. HeoOxomuMbie MEpONIPUSATUS MPU JAUCTIAHCEPHOM HAOJIOIEHUU TIPEICTABIICHBI B

Tadimue 2.

Tabnuma 2. Heo6xoaumble METUIIMHCKHUE YCIYTH TPU JUCTIAHCEPHOM HAOJII0IEHUH.

HccnenoBanus [IpoBoaumast Tepanus

I'11roKOKOpPTUKOCTEPOUIHAS 3amecTuTeNbHas TEpANUs
3PUTPOLUTHON MACCOU
(B3BECHIO) Oe3/c

XEJIaTOPHOU Tepanuen

OcMoTp crennanucTaMu

I'ematosor Hauano Tepanuu — kaxapie 2 1 pa3 B mecsnn
HEJIENH JI0 3aBepIIeHUs moadopa

J03bI
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[Tocnenyromee HabmroaeHne — 1

pa3 B 3 mecsina

Oxkynuct OCMOTp MPO3payHBIX Cpejl I1a3a ¢ MEJUKaMEHTO3HBIM
pacumpenuem 3padka — 1 pa3 B 12 mec.
Kapauomnor 1 pa3 B 12 mec.
OHAOKPUHOJIOT
WNHcTpyMeHTalIbHBIE HCCIIEI0BAHUS

OKTI’ 1 pa3 B roj, Npy BBISIBIIEHUU NIATOJIOTUH Yallle

9XO-KT"

JencuromeTrpus Jns manueHToB crapuie 5 Jiet He tpebyercs

— 1 pa3 BTOz

XO0JTEepOBCKOE He tpebyercs JI1st marmeHToB crapiie 2 JeT

MOHHUTOPHUPOBAHHE B ciydae COXpaHEHHUS

CEpJICYHOT0 PUTMA bepputuHa CBIBOPOTKH
kpoBu Oomee 1000 mkr/m B
JBYX MOCJIEI0BATEIbHBIX
aHanuzax - 1 pa3 B ron

MounutopupoBaHue He tpebyercs JlJ1g mauueHToB crapiie 2 JetT

CYTOYHOT'O apTE€pPHAILHOTO B ciydae COXpaHEHHUs

JTaBJICHUS ¢bepputuHa CBIBOPOTKH
kpoBu Oonee 1000 mkr/m B
JBYX NIOCJIEA0BATENBHBIX
aHanusax — 1 pa3 B roq

MPT B pexume T2* He tpebyercs Jns manueHTtoB S5-TH JIET U

NIEYEHH, MUOKap/a, crapuie 1 pa3 B rox

MOJKEITYTOYHOM JKEJIE3bl U

runoduza

Y3U opranoB OproirHon 1 pa3 BTOZ 1 pa3 B 6 mec.

MIOJIOCTH U TIOYEK

ARFIl-3nacrorpadus He tpebyercs JInst manmeHToB crapiie 2 JeT

MEYEHH,  MOJKETYI0YHON

KECIIC3bI

— 1 pa3 Brog

JlaboparopHble ucciaenoBaHus

OOmuii aHaaM3 KpoBU C

KaXKaple 2 HENESIN 10

1 pa3 B mecsn
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[IOICUETOM
PETHKYJIOIHUTOB,
TPOMOOIIUTOB,

JIEHKOUTAPHON POPMYIIBI

3aBepIIEHHS 110100pa 036l,

nanee 1 pa3 B 3 mecsina

buoxumuueckuit ananus
KpOBH (MOYEBMHA,
KpeaTWHUH, 001N
OMMpyOHH, MPAMOU
ownmmpyoun, AJIT, ACT,
JIIT, 11®, roroxosa, K,
Na")

1 pa3 B 6 mec.

1 pa3 B 1 mecsn nipu nogdbope
J103bl Xenaropa, aainee 1 pa3 B

3 Mecsama

Knupenc sngorenHoro

KpeaTHHHHA

He tpebyercs

Kaxnpie 6-12 meciieB npu
IIPOBEICHUM XEJIaTOPHON

Tepanuu

CLIBOpOTOLIHOC KCIIC30,
OXCC (HXKCC), HTXK,

(beppuTUH CHIBOPOTKU

1 pa3 B 6-12 mecsieB

Jlo HavaJa XenaTopHoOu
tepanuu | pa3 B 6-12
MECSILIEB; MPU MOAO0PE A03bI
XeJaTopa Kax/jble 3 mecsia,

JaJICC KaXXIbIC 6 MCCAILICB

pT®P 1 pa3 BTOx He tpebyercs
AHTUAPUTPOLIUTAPHBIE He tpebyercs [lepen xaxnoi Tpanchysuei
aHTuTeNna (Hempsmas u SPUTPOLMTHON MacChl
npsmas mpoOsl Kymobca) (B3BeCH)
UMMYHO(EHOTUITMPOBaHHE He tpebyercs 1 pa3 Brog
DPUTPOIIMTOB IO CUCTEME

ABO, Rh-pakropy u

PeIKUM TpyIIaM KpoBH

(Kell u np.)

conepxkanue IgA, IgM, 1gG 1 pa3 BTOZI He tpebyercs
conepxanue ButamuHa D B 1 pa3 B rog He tpeOyercs

CBIBOPOTKE KPOBH

TTT (TupeoTpoIHbIi

TOPMOH)

T4 cBOOGOHBIN (TUPOKCHH

Jns mauueHToB crapuie 2 et — 1 pa3 B rof
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CBOOOIHBIN)

ITapaTupeonIHbI TOPMOH

[IponakTun

Kopruzon

IGF-1, nHCYTMHOTIOT0OHBIIA

dakTop pocra

Jns mauueHToB crapuie 7 et — 1 pa3 B rof

OcTeoKaATBIINH

B-Cross Laps B cbIBOpOTKE

KpOBU

Kanenuii o0muii B

CBIBOPOTKC KpPOBH

Kanbuuii HFOHM3UPOBAHHBIM

B CBIBOPOTKEC KPOBH

dochop B CHIBOPOTKE

KpOBU

Konnenrpanus sutamuHa /|

B CBIBOPOTKE KPOBH

st martmenToB crapiue 2 et — 1 pa3 B rox

I'TMKO3MIMpPOBAHHBIN

reMorIoonH

1 pa3 B rOz1

Jns manueHToB crapuie 7

aet — 1 pa3 B rox

6. Opranuzanusi MeTUIMHCKON MOMOIIM

IlokazaHus Ay rocouTadu3aluy B MCIUIMHCKYHO OpTaHHU3allnIo:

1) DkcTpeHHas TOCIHUTAIU3AIMS B KPYTJIOCYTOYHBIN CTAIIMOHAD:

e [Ipu pa3BuTHU TITyOOKOTO aHEMUYECKOT0 CUHApPOMa (reMoryioOuH mexee 80

/1) 151 IPOBEICHUSI 3aMECTUTEIHFHOM Teparuu.

L4 I[pyrne 06H_[I/Ie IOKa3aHusd, KOTOPBIC ONIPCACTIUII IICAUATP UJIU I'EMaTOJIOT 110

MCCTY KUTCJIBCTBA, B CBA3H C Pa3BUTUEM UHTCPKYPPECHTHOI'O 3a00/1eBaHys.

2) IInaHoBas rocnuTanu3anus 4jis MIaHOBOTO MNEepCInBaHuA 3pHTp0LIPITHOI>i MacCcChI

(B3Becu). [ToporoBoe 3nauenue Hb st mpoBeaenus remorpancdysuu:

e i neteit mepBoro roaa xxusnu 90-100 r/m;

e g manueHToB crapiie 1 roga 80-90 r/im.
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Tpanchy3un KOMIIOHEHTOB KPOBM MOTYT OCYIIECTBISTHCS B YCIOBHUSX JHEBHOIO
CTallMOHapa IpPHU HEOCIOXHEHHOM TEUEHUM 3a00JIeBaHUs; B YCIOBUSAX KPYIJIOCYTOYHOI'O
CTallioHapa TMpPH OCJIOXHCHHOM TEUEHUM OCHOBHOrO 3a0oneBanusi (AJIB) B cBss3m ¢
HEOOXOIUMOCTBIO KPYTJIOCYTOYHOIO HAOIIOIEHHUS 32 AIUEHTOM IIOCTIE MIePEIUBAHMUS.

3) IlnaHoBasi rocmMTANM3aIMsg B KPYIJIOCYTOYHBIA CTAl[MOHAp JUIs [POBEICHHUS
QJIJIOTEHHOW TPAHCIUIAHTAIIMM T€MOIIO3TUYECKUX CTBOJIOBBIX KJIETOK I1OCIJIE IPUHATHS
pEeLIeHNs O IPOBEIECHUH JaHHOM MPOLIETyPHI.

4) TlnaHoBas rOCHMTAIN3AIKS B JHEBHOW CTAI[MOHAD IS TIPOBEACHUS 00CIICI0BAHHSI 10
Meperpy3ke >Kelne3oM IMpH HEBO3MOXXKHOCTH  IpoBeleHus oO0cieloBaHUS B
amMOynaTOpHBIX ycioBusxX (Hampumep, nposenenne MPT B pexume T2* mox oOreit
aHecTe3uen).

5) IlnaHoBas rocmMTanu3alMs B JJHEBHON CTAllMOHAp IS WHUIMAIMHA TEParuu

TJIFOKOKOPTHKOCTCPOUJaMU.

[TokaszaHus K BBITUCKE MAIIUCHTA U3 MEIUITMTHCKOW OpraHU3aIlun
1) crabunusanus COCTOSHUS;
2) yiydIIeHue o0IIero caMOYyBCTBUS;

3) IloBblleHue KOHIEHTpauy reMorioouHa 1o 115-120 r/m.

7. lonoiHuTEeIbHAS HH(OPMALNS, BIUAIONIAS] HA TeYEHUE U UCXO]]

3a00/1eBaHUs

B uenom mporHo3 i KU3HU JOCTATOYHO OJarompusATHBIA. BbIMoNHEHUE JTaHHBIX
KIIMHUYECKUX PEKOMEHIAIM TMO3BOJIAET COXPaHUTh MOJHOIEHHYI0 pPaboTOCIOCOOHOCTh
nanuenTa. [IpoOIDKUTENPHOCTh JKU3HU OrpPaHHYE€HAa B TIEPBYIO OYepe/lb pPa3BUTHEM
OCJIOKHEHUH OT MMPOBOJAMMON TE€paIuu.

Cnonrannas pemuccuss AJIb BozmoxkHa B mpumepHo 20% ciaydaeB Kk 25 rojgam
HE3aBUCHMO OT paHee mpoBoaumon Tepanuu [1,2,5,25,26,28,32,33].

Oclo)XHEeHHE 3aMECTUTENbHONW Tepalmuu JIPUTPOLUUTHOM Maccoil  (B3BEChIO) —
MOCTTpaHC(Py3MOHHAST  TEperpy3ka  JKeiae3oM —  MOXET  CYIIECTBEHHO  COKpaIaTh
MPOIOJDKUTEIBHOCTD XKH3HH U YXYAIIATh KAY4eCTBO JXU3HU OoybHBIX [1,2,5,25,26,28,32,33,37].

[IpogomxuTensHOCTh KHU3HU OoNbHBIX: A0 40 ner goxuBaeT 75,1+4,8% OONBHBIX; B
cily4yae JOCTIKEHUSI PEMUCCHHM WM MEIUKAMEHTO3HOW PEMHUCCHHM BBDKHBAEMOCTH COCTABIISIET

85-100%; TpaHCc(y3MOHHO 3aBHCHUMBIC TMAIMECHTHI JOXHUBAIOT JI0 B3pocioro Bo3pacta B 60%

ciyuaes [1,4,25,26,28].
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OO6mast BeDKMBaeMOCTh mociie pojacTtBeHHor coBmectumor TI'CK, ecnmu ona
npoBojauiack a0 10-ieTHero Bo3pacta, coctaBisieT 95%, mociae HEpOACTBEHHON MOJHOCTHIO
coBmectumoit TI'CK — 86,6% [1,2,4,5,32,33,52-55].

CwmepTtHOCTh manueHToB ¢ AJIb 3aBUCUT OT pa3BUTHS U CTENEHU TSHKECTU OCIIOMKHEHHM
OT MIPOBOJIMMOM Teparuu (MocTTpaHchy3noHHas Meperpy3Ka xene3oM, HHPEKITUH, OCIOKHEHUS
nocie TI'CK) — 67%, cBa3ana ¢ mporpeccueii 3a0oneBanus (TsDKenas aria3us KpOBETBOPCHHUS,
3JI0KaueCTBEHHbIE 3a0osieBaHus) — 22%, HE YCTaHOBJIEHA NMpHYMHHAA CBs3b — 11% ciydaes
[3,25,26,28]. Ilo pmammbiM Poccuiickoro perucrtpa geredd, OonbHbIX AJIb, moka3zaresb
JIeTanbHOCTH cocTaBisieT 2,12%

IIpu otcyrctBum TI'CK ©OomeabiM  AJIb  pexkomenayercst u3beratb mnpodeccuii,
CBSI3aHHBIX BO3MOXHBIMH TpaBMamu. [Ipu ycnemnoii TI'CK orpannuenuii B BeIOOpe mnpodeccuu
HET.

bes TI'CK pneropomnas ¢yHKIus 0OBIYHO HE cTpanaeT, mocie mnpoeaeHHord TI'CK
BO3MOXKHO OCCINIOJIHE.

®U3MOJIOTUYECKUE H3MEHEHHS, MPOUCXOASIINUE Npu OEpEeMEHHOCTH, MOTYT BBI3BaTh
noBbiieHre notpedHoctu kak B I'KC, Tak u B TpaHC)y3HsIX 3PUTPOLMTHON Macchl (B3BeCH)
[60]. Bo Bpemst OepeMEeHHOCTH MOXET OBITH BO3BpAaT KIMHUYECKUX MPOSBICHHNA H
HEOOXO0MMOCTh Tepanuu y OOJbHBIX CO crioHTaHHOU pemuccuein AJIb [60].

HpeHaTam,Has[ JVAarHOCTHKA U TEHETUYCCKOC KOHCYJIbTUPOBAHUC:

e Cewmbs 6onpHOTO A/l

[Tpu reHeTHYECKOM KOHCYJIBTHPOBAHUN HEOOXOAMMO YYUTHIBATH BBHICOKYIO BEPOSITHOCTD
poxzeHus: OoJbHOrO pebeHKa B JaHHOM CeMbe IpH MOCIEAYIOIIHUX OepeMEHHOCTSX.
[IpenaTtanbHasi AMAarHOCTHKA BO3MOXKHA NpU HMICHTU(OUIMPOBAHHOM MyTallMM y MalUMeHTa; B
~30% ciayyaeB MyTalMiO BBISIBUTH HE YAAETCS, CIENOBATEIBHO IPOBEJCHUE IPEHATAIbHON
JIMarHOCTUKU CTAHOBHUTHCS HEBO3MOKHO.

e bonbnoit AJIb

[Ipy TeHeTHYEeCKOM KOHCYIbTHPOBAHWU HEOOXOAMMO YUYUTHIBATh KpaiiHE BBICOKYIO
BEPOSITHOCTH POXKIEHUS OOJIBHOIO peOeHKa.

VY DanmMeHToB MYXKCKOTO TOJa MNpU  HIACHTU(GUIMPOBAHHOM MyTallMd BO3MOXKHO
IIPOBEJICHNE T€HETUYECKOTO MCCIIEA0BAHUS CIIEPMBI JIJIsl OMPEIENIEHUs pUCKa Mepeladl JAaHHOTO
3a0o0JyieBaHuUsl CJENYIONIEeMY MOKOJIEHUI0. B ciyyae BBISABIEHUS TOJIBKO MYTAHTHOTO ailjiens —
pHCK pokaeHus OoibpHOro pedenka cocrasisier 100%, neropoxaeHue He pekoMmeHayercs. B
cillyyae  HaJIM4yUsl HOPMAJIBHOTO W  MYTaHTHOro amiens — mnokazana OKO ¢

MPEIUMILUIAHTAIUOHHON JUAarHOCTUKOM.
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VY manueHToB JKEHCKOTO ToJia MpH HUASHTU(OUIIMPOBAHHONW MyTanuu Bo3MoxkHO DKO ¢

MPEAUMILUIAHTAUUOHHON JUAarHOCTUKOM.

Kpurepuu kauecTBa oueHKU MeTUIIMHCKONH MOMOIITU

Ta6mmma 3. Kputepun kadecTBa MEAUITMHCKOW TOMOIIIM HA TaIle JUAarHOCTUKH.

Kpurepuii kayecTBa 3HavyeHue

[IpoBomuiics M Ha 3Tarne MEPBUYHON TUArHOCTHKU OONIMH aHaJM3 KPOBH C Ja

MOJICYETOM PETHUKYJIOLUTOB U TPOMOOLIUTOB?

[IpoBogwiioch Ha  JTane  TEPBUYHOM  JTMArHOCTUKHA  MOP(OIOTHUECKOE Ha

HCCJIICAOBAHUC ITYHKTATa KOCTHOTO mo3ra?

IIpoBoauace a1y Ha JTarne NepBUYHON JUArHOCTUKHU HCCIEAOBAHUE COJEpIKAHUS Ha

JIaKTaTa B BEHO3HOU KPOBU?

[IpoBomuIOCH M HaA ASTane MEPBHUYHON JTUArHOCTHKU HCCIeqoBaHUE (pakiui Jla

reMoryioonsa ?

HpOBOI[I/IJICFI JIM Ha JTaIec HCpBH‘-IHOﬁ ANAarHoCTUKH TECT HA JIOMKOCTH XpOMOCOM I[a

(IMPIOKCHOYTAHOBBIM TeCT WK TeCT ¢ MUTOMULIMHOM C)?

[lpoBogwiioch 7M. Ha  3Talme  NEpPBUYHOM  JMAarHOCTUKU  CTaHJAPTHOE Ha
KapHOTHIIHPOBaHUE?
[IpoBoausioch Ha 3Tarne MEPBUYHOM JAMArHOCTUKU HCCIEIOBAaHUE IMapaMETPOB Ha

oOmena sxene3a (kene3o cwiBopoTkd, HXKCC umun OXCC, HTX, depputun

CBIBOPOTKH)?

[TpoBoausioch u B TedeHuu nepBbix 30 qHEH mociie ycTraHoBkM nuarHoza HLA- Ha

TUIIUPOBAaHUE CUOJIUHTOB (MpU X Hanu4ue)?

[IpoBonunocs nu B Teuenun 60 pgHell mnocne ycraHoBku aumarHosa JIHK- Ja

HCCICIOBAaHUC I'CHOB pI/I6OCOMaHLHLIX 0enKoB?
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Ta6muia 4. BpemeHHbIE KPUTEPUH KauyeCTBa

Kpurepuii kayecTBa Bpemennoii 3HavyeHue
KpUTepuii
[TpoBoawIMCE T 0OCTIEIOBAHUS, HAIPABICHHBIC HA KOHTPOITh Onun pa3 B Ha
3P PEKTUBHOCTH U 6€30IaCHOCTH JIEYCHHUs (OCMOTp MPO3pPAuHBIX | TOJ
cpen rasza, Y3U opranoB OpromrHo# mojocty u movek, D XO-KI,
AHTPONIOMETPHS, HCCIeI0BaHUE (PepPUTHHA CHIBOPOTKH,
UCCJIEJOBAHKE COJIEP)KAHUS XKeJle3a B IEYEHU U MUOKap/ie
meTogoM MPT T2%*)?
[TpoBeneHo 11 PEeHOTUMUPOBAHUE IPUTPOILIUTAPHBIX AHTUTECHOB 1 neHn Ha
no cucreme ABO, Rh, Kell mepen tpancdysueii spurporutaoit
Macchl?
[TpoBoaMTCS M MHIMBUIYaIbHBIA TOI00P SPUTPOIIUTHON Macchl | 1 neHb Ha
Uit Tpancyzun?
Hauara i xenmaTopHast Tepanus B ciy4ae noBbimeHus Gpepputinaa | 1 mecsi ¢ Ha
CBIBOPOTKH OoJiee 600 MKI/JI IpH peryIsIpHBIX TpaHCHy3UsIX MOMEHTa
SPUTPOLUTHOM MacChI? BBISIBJICHUS
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Ta6muma 5. Pe3ynpTaTUBHBIE KPUTEPUHU KauyeCTBa

Kpurepuii kayecTBa 3HauyeHue

B cnydae perynsipHbix TpaHC]y3uil SpUTPOLIUTHON Macchl coxpansiercs i Hb Ha

90 r/n u Goitee mepen ouepeHOU TpaHchy3uen?

B ciyuae BbIsSIBIEHHOM MEeperpy3KH jKeae30M MPOBOIUTCS JIM XeTaTopHas Ha

TEpaIng €KCIHEBHO IMOCTOSIHHO?

Tepanus rIIIOKOKOPTUKOCTEPOUIaMHU HayaTa B BO3pacTe § MecsIeB U cTapiie?™ Ha

[ToxneprkuBatomas 103a TIFOKOKOPTUKOCTEporn10B Meree 0,5 Mr/kr/cyT?** Ha

* - UCIIOJIb30BAaHHE TJIIIOKOKOPTHUKOCTEPONI0B MJIaAIIC 8 MECALICB KaTCrOPHYCCKH 3aIIPCIICHO B

CBs3U C Pa3BUTHUEM H606paTI/IMI)IX TAXKECIIbIX OCHOX(HGHHﬁ;
** - ucnonp3oBaHue Oompiieli yem 0,5 MI/KT/CyT 03Bl TIIOKOKOPTHKOCTEPOHIIOB ISt
nojiepKanusl remoriioouHa 6onee 90 r/m — 3ampenieHo B CBA3M C pa3BUTHEM HEOOPATHMBIX
OCJIOKHEHHMH; eclii TpeOyeTcst Ooublnas 103a Juis MoAepkaHus remoriaoouna 90 /1 u Beie —
Tepanus TIFOKOKOPTUKOCTEPOUIaMH J0JDKHA ObITh IpU3HaHa He Y(P(PEeKTUBHON M MpeKpalieHa;

HCIIOJIB30BAHHUEC TIIIOKOKOPTHUKOCTECPONAOB COBMECTHO C ICPCIMBAHUAMU 3pPITp0HPITHOI>'I MacCChl

— 3alpCUICHO.
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IIpunoxenune Al. CocraB padoueii rpynnsl

Jlykuna Enena AJjiekceeBHa — JOKTOp MEAMIMHCKMX HayK, Mpodeccop, uJeH
HammonansHOTO remMaToJoru4eckoro oomecTBa, wieH EBporeiickoro o0miecTBa reMaroyioros,
yiieH MexyHapogHoro oomectBa buoxene3o

Macuan AJiekceil AJieKCaHAPOBMY — JOKTOP MEIUIIMHCKUX Hayk, mpodeccop,
npe3uieHT HanronanbHoro o0miecTBa AETCKUX reMaToIoroB M OHKOJIOTOB, wieH EBpomneiickoro
oOuiecTBa reMaToJI0roB

Macuan Muxanj AJeKCaHAPOBHY — JIOKTOP MEIUIIMHCKUX HayK, mpodeccop, 4icH
HanmonanbHOro reMaTooruueckoro o0ecTna, wieH AMEpUKaHCKOro 00I11ecTBa TeMaToJIOr0B

CMmeranuna Haranusa CepreeBHa — JOKTOp MEIMIMHCKHX Hayk, mpodeccop, WieH
HaunonanesHoro oOmiecTBa JETCKUX TIE€MAaToJIOTOB M OHKOJOrOoB, wWieH HarumoHansHOTO
reMaToJioruueckoro obmiectBa, wieH EBpomelickoro o0miectBa remMaToJIOTOB,  WiEH

Mesxynaponnoro obmectsa buoxeneso

KoH@uuKkT HHTEpecoB

Macuan Anekcell AnekcaHApOoBHY — KOH(QIIUKT HHTEPECOB OTCYTCTBYET
Cwmeranuna Haranus Cepreesna — nexrop, OOO «Hosaptuc ®@apmar»
Macuan Muxaun AjieKcaHIpOBUY — KOH(IUKT UHTEPECOB OTCYTCTBYET

Jlykuna Enena AnexceeBHa — KOH(JIMKT HHTEPECOB OTCYTCTBYET
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Ipunoxenne A2. MeronoJsiorust pa3padoTKu KJIMHAYECKUX peKOMeHAaluil

LesieBast ayAnTOPHs JAHHBIX KINHUYECKUX PEKOMEHIALMIi:
1. I'emaronoru 14.01.21

2. [exanatper 14.01.08

3. Tepanestor 31.08.49

4, Bpauu o6mieit npaktuku 31.08.54

Taouauna I11 — YpoBHU 10CTOBEPHOCTH JI0KA3aTEIbCTB

YpoBeHb
JAOCTOBEPHOCTH

HcTouyHHNK 10KA3aTEIbCTB

(1)

[IpocniekTHBHbBIE paHIOMU3UPOBAHHBIE KOHTPOIMPYEMBIE UCCIIEI0BAHUS
JloCTaTouHOE KOJIMYECTBO HCCIIEAOBAHUI C JAOCTATOYHOW MOIIHOCTBIO, C
ydacTheM OOJbIIOr0 KOJUYECTBA MAllMEHTOB M IOJyYE€HUEM OOJIbLIOro
KOJINYECTBA JIaHHBIX

KpynHble MeTa-aHaIu3bl

Kak MHMHMMYM OJHO XOpOILIO OpPraHM30BAaHHOE pPAHJIOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE UCCIICI0BAaHHE

Pernpe3enTaTrBHas BBIOOpKa NAL[UEHTOB

1(2)

[lpocriekTHBHBIE C  paHAOMH3alMed WM 0e3  HCCIENOBaHUS  C
OrpaHMYECHHBIM KOJIMYECTBOM JTAaHHBIX

Heckounbko nccnenoBanuii ¢ HeOOIBIIMM KOJTMYECTBOM NAllMEHTOB
XOpoIIo oOpraHM30BaHHOE MPOCIIEKTHBHOE UCCIIEOBAHIE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHBI, HO TPOBEICHBI HAa XOPOIIIEM YPOBHE
Pe3y.]'[I)TaTI)I HC NPE3CHTATHUBHBI B OTHOIICHHU N HeJ’IeBOﬁ MnomyJiaanun
XopomIo opraHu30BaHHbBIEC UCCIICIOBAHHS «CITyIaii-KOHTPOIIb

11 (3)

HepangomuzupoBanHbIe KOHTPOIUPYEMBIE HCCIICTOBAHUS

HccnenoBanus ¢ HEAOCTaTOYHBIM KOHTPOJIEM

PannoMusupoBaHHble KIMHUYECKHE MCCIEOBAHUA C Kak MHUHUMYM |
3HAYUTENIbHON W Kak MUHUMYM 3 HE3HAUYUTEJIbHIMU
METOJIOJIOTUYECKUMU OLTUOKAMU

PerpocniexTuBHbIC UK HAOIIOATENbHBIE UCCIIEIOBAHMS

Cepus KIMHHUYECKUX HAOIIOIEHUN

[IpoTuBOpeunBHIE  JaHHBIE, HEe  To3BoJsomue  chopmMupoBaTh
OKOHYATEJIbHYI0 PEKOMEHIAINI0

IV (4)

MHuenue BKCHCpTa/ JaHHBIC nus3 OT4CTa 3KCI’IepTHOI71 KOMHUCCHH,
OKCIICPUMCHTAJIbHO IMOATBCPKACHHBIC U TCOPECTUYCCKU 000CHOBaHHBIE

Tadauua I12 — YpoBHU yOeTUTETEHOCTH PEKOMEH AT

Yposennb
e Onucanue Pacuu¢poska
y0eauTeIbHOCTH
PexoMennanust ocHoBaHa Ha Mertop/Tepanus epBoii TMHUY;
A BBICOKOM YPOBHE JI0Ka3aTeIbHOCTH | TUOO B COUETAHUU CO CTaHIapTHOM

(xak MuHUMYM | yOenurtenbHas METOJIMKOM/Tepanuein
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ny6nukanus | ypoBHs
JI0Ka3aTeIbHOCTH, TIOKa3bIBAIOIIAs
3HAYUTEIBHOE IPEBOCXO/ICTBO
I10JIb3bI HaJl PUCKOM)

PekoMenaanusi ocHoBaHa Ha
CpellHEM YPOBHE JJ0Ka3aTeIbHOCTH
(kak MuHUMYM | yOenuTenbHas
nyonukanus |l ypoBHs
JI0Ka3aTeNbHOCTH, 10Ka3bIBAIOILAS
3HAYUTENIBHOE NTPEBOCXOJICTBO
MOJIb3bI HAJT PUCKOM)

Mertoa/Tepanus BTOpOH JIMHHHY;
100 TP OTKa3e,
POTUBONOKA3aHUH, UIH
Hed((HEKTUBHOCTH CTaHIAPTHOMN
METOIUKH/Tepanuu.
Pexomennayercs
MOHHUTOPHPOBAHUE TOOOTHBIX
SIBJIEHU

Pexomenanus ocHoBaHa Ha ci1aboM
YPOBHE J0Ka3aTeJIbHOCTHU (HO Kak
MUHUMYM | yOenutenbHas
nyonuxanus |11 ypoBus
JI0Ka3aTeIbHOCTH, 10Ka3bIBAOIIAS
3HAYUTEJIBHOE PEBOCXO/ICTBO
MOJIb3bI HAaJl PUCKOM) UIU

HET yOeAUTEeNbHBIX JaHHBIX HU O
H0JIb3€, HU O PUCKE)

Hert BO3paxkeHuii 1pOTUB TAHHOTO
METO/1a/Teparuy UIA HET
BO3paKEHUH IPOTHB
IPOIOJKCHUS JAHHOTO
METO/1a/Tepanuu

PexomennoBaHo nipu oTKase,
IPOTUBOIIOKA3AHHUH, UITH
Hed((PEKTUBHOCTH CTaHIAPTHON
METOUKH/TepaIuy, IPH YCIOBUU
OTCYTCTBHSI IOOOYHBIX 3PPEKTOB

OTtcyTrcTBUE yOAUTENBHBIX
nyonukanuii |, 11 wnum 11 ypoBHs
JI0KA3aTeIbHOCTH, ITOKA3LIBAIOIINX
3HAYUTEIIEHOE IMPEBOCXOICTBO
MOJIB3bI HAJl PUCKOM, JTHOO
yoenutenbHble myonukanuu |, 11
i |l ypoBHS 10Ka3aTenpHOCTH,
MMOKa3bIBAIOIINE 3HAYUTEILHOE
MIPEBOCXOJICTBO PUCKA HAJI MOJIb30M

He pexomenioBano

IHopsinok 00HOBJIEHHS KIMHUYECKUX PeKOMeHaanui — nepecMoTp 1 pa3 B 5 nieT, B cirydyae

MMOJIYYCHHA y6e):[I/ITeJ'IBHBIX JaHHBIX, BJIMAIOIIHUX HA Bq)(beKTI/IBHOCTL JICUCHUS, paHCe.
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Ipunoxenue b. AropurmMbl BeleHUS MAIHEHTA

BospacT 6osbHOro < 1 roga
CHu»KeHne Hb
HopmanbHbie MCV, MCH, MCHC

J

CopaeprkaHue HbF nosbiweHo.
TecT Ha TOMKOCTb XpOMOCOM OTPUL,ATENBHbIN.
MMyHKTAT KOCTHOIO MO3ra: CHMXXEHO COoZEprKaHME KIETOK 3pUTPOULHOIO paaa

Her

OwnarHo3 A1b HenpaBomo4eH

V
Ha

OwnarHo3 AJb yctaHoBneH

|

JleyeHune

¢

Jla Bo3pacTt<1roaa Her

L-neiiumH no 1000 mr/KB. M Tpu pasa B CYTKU BHYTPb eXKeAHEeBHO

[ NtoKOKOpPTUKOCTEPOUAb! (NPEAHU300H, METUANPEAHN30N0H) 2 Mr/Kr/cyT. 2-4 Heaenn

Ectp OTBeT

Her

Mpoaonxutb

OTtmeHa npenaparta (B caydae TKC B TeueHue 3-x gHei). PerynsapHble TpaHoby3um

3pMTpOLI,MTHOl71 MaccCbl + XenaTtopHaAa Tepanua

CHMXeHne [03bl
Mr/Kr/cyT.; npn gocTmxeHum ao3sbl 1 mr/Kr/cyT. c
warom 0,25 Mr/Kr/cyT. Kaxable 2 Heagenu A0
MWHUMaNbHO 3ddeKTnBHOM [03bl (He 6onee
0,5 mr/kr/cyt.)

c warom 0,5
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Hpuiaoxenue B. Undopmauus 114 nanueHra
Bpoxnennas amnactuueckas aHemusi JlaliMmonpa-brnekdpena — 3TO reHeTHUecKH
oOycroBiieHHOe 3aboseBaHHe, NpPU KOTOPOM MPOUCXOJUT PE3KOE CHIDKEHUE MPOIYKIUU
SPUTPOLUTOB (KPACHBIX KPOBSIHBIX KJIETOK), B pe3yJbTaTe€ 4Yero y IMalueHTa pa3BUBAETCS
riryookast aHemusi. [lepBbie MPOSIBICHHUS TAKOTO 3a00JIEBaHUSI MOTYT OBITh YK€ B TIEPBBIC JTHU,
MHOTJA M Yachl, HU3HU. EIMHCTBEHHBIM CIIOCOOOM H3JIEUUTHh Takoe 3a00JieBaHUE SIBISETCS
TpaHCIUIAaHTAIUSI TEMOTIOATHYECKUX KIIETOK, YTO MOXKET OBITh IMPOBEJIEHO HE BCEM MalueHTam. B
OOJIBIIMHCTBE CIIYYaeB MAIMECHTHI ¢ BPOXKACHHON armiacTuieckoi anemuei [laiimonna-biexdana
MOJIY4arOT €KEMECSUHBIC 3aMECTUTENIbHBIC TTEPETMBAHUS JOHOPCKON PUTPOLIMTHOM MACChI JJIst
noJjJiepKaHusi cBoero remoryioonHa He Hwke 80 1/ (st aerei 1-ro roga xu3Hu He HUXKE 90
/1), 4TO MOMOraeT OOJBPHOMY HE OTCTaBaTh OT CBOMX CBEPCTHUKOB B (DH3MUYECKOM Pa3BUTHUHU.
Hetssm B Bo3pacte 1 romg u crapiie MOTYT MPEAJIOKHUTH JIEUEHHWE TOPMOHAMH (Harpumep,
MPEIHU30JI0H WJIH METHINPEIHU30JIOH), YTO Y OOJBIICH 4acTH OOJIBHBIX IMO3BOJICT JOCTHYb
MOJIHOM KOMITEHCAIIUU TeMaTOJIOTHYECKUX MPOSBICHUH 3a00I€BaHUs. €CIIU MOTYYeHHbIN dPPeKT
COXpaHsieTcd Ha OY€Hb MaNbIX J103aX rOpMOHOB (MeHee (0,5 MI/Kr/cyT), TO MpHEM Mpemnapara
OCTaeTcs Ha JOJITHE TOMABI KHU3HH, eCIi Uil coxpaHeHus ¢ ¢exra Tpedyercs Oombuas 103a, TO
CUMTACTCS YTO TaKoe JiedeHHe He AP(HEKTHBHO, TOPMOH OTMEHSETCS H BO30OHOBIISIFOTCS
peryJsipHble 3aMECTHTENIbHBIC TIEPEeTMBAaHUS SPUTPOLUUTHON Macchl. [IOBTOpHBIE TOMBITKH
JieYeHuss TOPMOHAMHU (TIPEIHU30IOH, METHIMPEIHU30NIOH U T.M.) — HE IeNecOo00pasHbl, T.K.
s dexTa Tak ke He OyaerT.
[Tepen Hauamom ropMOHAILHON TEpATMU HEOOXOIMMO TIPOBECTH UCCIIEOBAHUS KPOBU:
e 00mmii 6e50K 1 O6enKoBbIe (PpaKIuy;
e cojaepxaHue UMMYyHornoOynuHoB IgA, 1gM, IgG;
® HUMMYHO(EHOTUITUPOBAHUE JIEUKOILIUTOB;
e cojepkaHue ButamuHa /1.
B xone Tepanuu ropMoHaMH HEOOXOAUMO KOHTPOIHUPOBATH:
e cojepxaHue BuTaMuHa /I B ChIBOpOTKE KpoBU 1 pa3 B rof;
e cojepKaHHE HMMYHOIJIOOYJIMHOB B chIBOpoTKe kpoBu IgA, IgM, IgG 1 pa3 B roz;
® [IPOBOJUTH JIEHCUTOMETPHIO JIJIS MAIIMEHTOB cTapuie S JieT 1 pa3 B rof;
® OCMOTp MPO3payHBIX CPEJ IJla3a C MEAUKAMEHTO3HBIM pacllupeHueM 3payka 1 pa3 B
TO/I.
[IpoBeneHune BhINNIE MEPEUUCICHHBIX HUCCIEIOBAHUN HEOOXOIUMO Ui TOTO, YTOOBI Kak

MOKHO PAaHBbIIC BBIABUTH HCKCIIATCIILHBIC ABJICHUA OT IIPOBOJAUMOTIO JICUCHUS.
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Ecnu GonbHOMY IpOBOASITCS PETYJSpHBIE 3aMECTHTEIbHBIE MEePETUBAHUS SPUTPOLIUTHOM
Maccod, TO 00s3aTeNIbHO Tiepe]] TMepBOM TpaHC(hy3uel IPUTPOIUTHOW MAaCChl HEOOXOIUMO
npoBeieHue (PEHOTHIIMPOBAHMS SPUTPOLUTOB mamueHta mno cucreme ABO, Rh-dakropy u
peaxum rpymmnam kposu (Kell u mp.).

Ha ¢one 3amectutenbHON TpaHC(hYy3MOHHON Tepanui HEOOXOAUMO KOHTPOJIUPOBATH

* 0o0muit aHATU3 KPOBH € TIOACYETOM TPOMOOIIUTOB Nepe K0l TpaHcdys3ueii;

"  QHTUAIPUTPOLMTHBIC aHTUTeNA (HenpsaMas npoda Kymbcea) nepen kaxmoit Tpanchysueii;

* uMMyHO(pEHOTUNIHpPOBaHKE SPUTPoLUTOB o cucteme ABO, Rh-dakTopy u peaxum rpymnmnam
kpoBu (Kell u 1p.) 1 pa3 B rogx;

= o0OmeH xene3a (ceiBopoTouHoe xene3o0, OXKCC/HXKCC, HTXK, cbiBOpoTOUHBIH (eppuTHH)
1 pa3 B 6-12 mec.

Tpanchy3noHHYIO 3aMECTUTENBHYIO TEPAIUIO0 SPUTPOILIMTHON MacCOil HE peKOMEHAYETCS
couYeTarh ¢ TOPMOHAIBHOM Tepanuen Tepanueil B CBA3U BBICOKUM PUCKOM OCIIOKHEHUH.

3amecTuTeNbHAs Tepanus PUTPOLIMTHON MAcCOW JOJIKHA COMPOBOXKIATHCS aJIEKBATHON U
CBOEBPEMEHHOM XENaTOPHOW Teparuei, T.e. HEOOXOJMMO CBOEBPEMEHHO U B JIOCTATOYHOM
KOJIMYECTBE BBIBOJAUTH M3JIMILEK »ejle3a U3 OpraHrM3Ma, Kak IMPaBUIIO XEJIaTOpHas Tepamnus
HAYMHAETCS TMOCJEe 5-TO MEepeauBaHUsl SPUTPOLUTHOM Macchl. i1 3TOro HMCHONIBb3YHOTCS
CHelMalIbHbIE TpenapaTtbl — Xenaropbl »keneza. Hawanmo mnpuema, mpemapar U ero Jjo3a
onpezensercs BpadyoMm. [Ipu npoBeaeHnn XenaToOpHOU Tepanuy HeoOX0IMMO KOHTPOIMPOBATh:

e criBopoTouHoe xene30, OXKCC/HXKCC, HTXK, ceiBopoTounblii PeppuTHH KaKIble 3 MecC

MpH TI0I00pe J03BI XenaTopa, ajiee Kaxiasie 6 Mec;

e KJIMPEHC 3HJIOTEHHOr0 KpeaTWHHHA 0 Hayalla XeJIaTOPHOM Tepamuu, Kaxjple 3 Mec Ha
sTamne noadopa /1036l anee Kaxjsle 6-12 mec;

e MPT T2* mneuenm u Muokapja (crmenuanbHas MporpaMMa HCCIEIOBAHUS Ha
MarHUTHOPE30HAHCHOM ToMmorpade s KOJMYECTBEHHOI'O OIpeNesIeHusl JKeje3a B
neyeHu u cepaue) 1 pas B rof.

[Ipy BBIIOJIHEHWH BCEX HEOOXOAMMBIX MEPONPUATUN MO JIEYEHHUIO M KOHTPOJIHLHOMY
00CJeI0BaHUIO TPOJIOJDKUTENBHOCTh JKU3HM M KAauyeCTBO JKM3HU OOJBHBIX COOTBETCTBYET
CPEIHMM 3HAYEHUSIM I10 MOMYJISINH, CYILIECTBEHHBIX OIpaHUYEHHH B BbIOOpE npodeccuu HerT.

[Tockonbky 3a0ojeBaHME TEHETHYECKH OOYCIOBIEHO HeobOxonumo mnposenenue JIHK-
HCCJIEIOBaHMSI T€HOB, MOBPEXIEHHE KOTOPBIX NMPUBOAUT K Pa3BUTHUIO JTAHHOTO 3a00JI€BaHUS.
TouHble TOTOMKH yaaeTcsi BeIABUTH Y 60% OONBHBIX, B JAJLHEUIIIEM 3TO MO3BOJIUT MPOBECTH

MNPCHATAJIbHYIO IUArHOCTUKY U MMPCAOTBPATUTH POXKIACHUC 0OJILHOTO pC6CHKa B CEMBC.
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IIpunoxenue I'. CnpaBounasi ungopmanust

Juddepenunanbubie pasinnuns AJ/lb u Tpan3uTopHoii 3puTpodIacTONIEHUHN

IIpuznax Tpansuropnas Anemus Jlaiimonna-brexdena
pUTPOOTACTONCHUS
YacroTa BCTpeuaeMoCcTH Penxo Ouyenr peako (5-10 Ha 10°
POXKIEHHBIX KUBBIMH
HOBOPOXICHHBIX )
Ortuonorus Octpas (BupycHas wiu | ['eHeTnuecku oOycliOBICHHAS
UANONaTHIeCKast)
Bozpact K MOMeHTY | 6 mec. — 4 rona (usHorza | 90% k 1 rogy, u3 Hux 25% npu

IIOCTAHOBKH JHar"Ho3a

cTapiie)

POXKIACHHUU WJIK B IICPBLIC 2 Mec.

CeMeNHBIN aHaMHE3

He oTgromen

OtsromeH kak MUHUMYM B 10-

25% cnyuaeB
NHTepkyppeHTHBIE Bupycnas nngexnus Her
3a00JieBaHUA
Bpoxnennsie anomanuu Her [TpucyrcrByrot B ~50% cirydaeB
Teuenue CnoHtanHoe HmurenbHoe, 20% BEpOATHOCTH
BBI3JJOPOBJICHNE B TEUEHHUE | CIIOHTAaHHON KIMHUKO-
HEZIeNb WM MECSLIEB reMaToJIOTMYECKON
KOMIIEHCAIH (PEMHUCCHUN)
Tpancdysuonnas Her 3aBUCHUMOCTh OT TpaHc]y3uid
3aBUCUMOCTD nmu 'KC Tepanun

IToBeimienne MCV

- B HaJaJe 20% 80%

- B TCUCHHUH 90% 100%

- B PEMHCCHH 0% 100%
[Mosbrmenne HbF

- B HaJaJe 25% 100%

- B TCUCHHUH 100% 100%

- B PEMHCCHH 0% 85%
I-aHTHreH OOBI4HO B HOpME [ToBbiIeH
AxTuUBHOCTH €ADA He noBeiiena [ToBeiieHa
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