OnoOpen

OObeTMHEHHON KOMHCCHEH

M0 KAYECTBY MEAUIIMHCKHAX YCIIYT
MuH#CTEpCTBA 3IPAaBOOXPAHCHHS
Pecny6nmukn Kazaxcran

oT «3» okTs10psa 2019 roma
[Iporokon Ne74

KJIMHUYECKUHN MPOTOKOJI JUATHOCTUKHA U JEYEHUS

AIINTACTUYECKAA AHEMMUSA Y B3POCJIBIX

1. BBOAHASA YACTD:
1.1 Koa(s1) MKB-10:

MKB-10
Kon Ha3Banue
D 61.3 Nnuomnartnyeckas aruiacTuyeckass aHEMUS

1.2 /lara pa3padorku/mepecMmoTpa nporokoJa: 2015 rox (nmepecmotp 2018 r.)

1.3 CokpaiieHusi, HCNoJib3yeMble B IPOTOKOJIE:

AJIT — | amaHMHAMUHOTpaHChepasa

ACT — | acmapratraMuHOTpaHcdepasa

bd — | 6nactHas daza

I'CK — | TEMOMOATUYECKHUE CTBOJIOBBIE KIIETKH
I'L] — | repMEHATUBHBIN LEHTP

3HO — | 3moKaYecTBEHHOE HOBOOOpA30BaHHE
Urx — | IMMYHHOTHCTOXAMUS

%081 — | ICTUHHAS ITOJIUIIUTEMUS

Nda — | maTepdepaH-anbda

DA | — | ummyHHO(DEpMEHTHBIN aHAIH3

NOT — | *MMYHHO()EHOTUITUPOBAHUE

KII — | KJIMHUYECKUN TPOTOKOI

KT — | xommpIOTepHAs TOMOTrpadus

JIIT — | TaKTaTAETUAPOreHas3a

MII3 — | muenonponudepaTuBHBIE 3a00JICBaHUS
Mo — | Muennohubpo3

MJIC | — | MUEJIOIUCTIIACTUYECKUM CUHIPOM.
MKbH — | MmexayHapoHas knaccudukanus 0oie3Hen
MOb — | MUHMMAaJIbHas OCTaTOYHAasi 00JIe3Hb
OAK — | 001Ul aHATN3 KPOBH

OBII — | opraabsl OpIOIIHOM MOJIOCTH




IIXT — | IOTUXUMUOTEPAIIHS

IT1P — | monuMepasHas LenHasi peakuus

PKH — | paHIOMU3UPOBAHHOE KIIMHUYECKOE UCCIICOBAHUE
TKM | — | TpaHCIuIaHTanusi KOCTHOTO MO3ra

Y] — | ypOBEHB OKA3aTEIbHOCTH

Y3AI' | — | yapTpa3ByKoBas jnomieporpadus

Y3U — | yJIBTPa3ByKOBOE UCCIENOBAHUE

OKT — | BIEKTpOKApANOrpaMma

oT — | BcCeHIMaIbHAsi TPOMOOLIUTEMHSI.

FISH | — | Fluorescence in situ hybridization

1.4 Tloab30BaTe I MPOTOKOJIA: Bpaud OOIIEH MPaKTUKHU, TEepaneBTbl, IeMaToJIOTH,
TMHEKOJIOT .

1.5 Kateropusi naijueHTOB: B3pOCIble, OEPEeMEHHBIEC.

1.6 lIkana ypoBHsi ioKa3aTeabHocTH [1]:

A

BricokokaueCcTBEHHBIN MeTa-aHaJln3, CUCTEMATUYECKUU 0030p
pPaHAOMM3UPOBAHHBIX KIMHUYEeCKUX uccienoanuii (PKI) nnu kpynnoe PKU c
OUYEHb HHU3KOH BEPOSTHOCTBIO (++) CHCTEMATHYECKON OIIMOKU pe3yJbTaThl
KOTOPBIX MOT'YT OBITh pACIIPOCTPAaHEHbI HA COOTBETCTBYIOIYIO MOIMYIISIIHIO.

BricokokauecTBeHHBIN  (++) cucTeMaTudeckuii 0030p KOTOPTHBIX  HIIU
UCCIIEIOBAaHUN CITydai-KOHTPOJIb WU BeicOKOKauecTBeHHOE (++) KOTOPTHOE WIIN
UCCJIEOBAHUN CIy4aii-KOHTPOJb C OYE€Hb HU3KUM PHCKOM CHUCTEMAaTHYECKON
ommbku wiu PKU ¢ HeBbIcOKUM (+) pPHUCKOM CHCTEMaTHYECKOW OIIMHMOKH,
pE3yNbTaThl KOTOPHIX MOTYT OBITh PACHPOCTPAHEHBI HAa COOTBETCTBYIOIIYIO
NOMYJISALIMIO.

KoroptHoe wnm wuccienoBaHue Ciay4al-KOHTPOJIb WM KOHTPOJIHUPYEMOE
uccaeoBaHue 0e3 paHAOMHU3AIMH C HEBBHICOKUM PHCKOM CHCTEMaTHYECKOU
omuOKu (+). pe3yIbTaThl KOTOPBIX MOTYT OBITH pPacHpOCTPAHCHBI Ha
COOTBETCTBYIOIYIO momnyssanuio uin PKU ¢ odyeHb HHU3KHM WM HEBBICOKUM
PUCKOM CHCTEMATHYECKOW OMMUOKHU (++ WK +), pe3ylbTaThl KOTOPBIX HE MOTYT
OBITh HETIOCPEJICTBEHHO PACTIPOCTPAHECHBI HA COOTBETCTBYIONIYIO MOMYIISIITUIO.

Onrcanue cepuu CiIy4yaeB Win
HekoHTponupyemoe ucciaeaoBaHnne uiu
MHeHue 3KCIepTOB

GPP

HaI/IJ'Iy‘-IIHaH KIIMHUYCCKAaA ITPpaKTHKa.

1.7 Onpenenenne [2,3]:

IIpuoOperéHHass (MAUOMATHYECKAS]) AMJIACTUYECKAS AHEMHUSl — IMAHLIMUTOICHUSA C
TUTIOLICIITIOJISIPHBIM KOCTHBIM MO3TOM B OTCYTCTBHE IATOJOTHYECKON MHPUIBTPAUUA U
MOBBIIIEHUST KOJIMYECTBA PETUKYJIUHOBBIX BOJIOKOH.



https://ru.wikipedia.org/wiki/%D0%9F%D0%BE%D0%BB%D0%B8%D0%BC%D0%B5%D1%80%D0%B0%D0%B7%D0%BD%D0%B0%D1%8F_%D1%86%D0%B5%D0%BF%D0%BD%D0%B0%D1%8F_%D1%80%D0%B5%D0%B0%D0%BA%D1%86%D0%B8%D1%8F

AIiacTuyeckasi aHeMHsl — rereporeHHoe 3aboneBanue. B GonpmuHcTBe ciydaeB (70-
80%) OTHOJOTHS OCTaeTCs HESICHOM — UAWOINATHYECKas arlacTUYecKas aHeMUs.
[Ipumepro B 15-20% HaOm0AaOTCs KOHCTUTYLHMOHAJbHBIE/BPOKICHHBIE BapUaHTHI
alIaCTUYECKOM aHeMUU. B  HEKOTOpBIX CllydasX yAaeTcs YCTAaHOBUTh MNPUUYUHY
aruIaCTUYECKON aHEeMHH — JIEKApCTBEHHOE BO3/ieHCcTBHIE (Tabiuna 1), HHpEKIno u ap.

Ta6auna 1. Ilpenapatel, HCNOAb30BAHNE KOTOPHIX MOXKeT ObITH ACCOHMHUPOBAHO €
AA.

I'pynna IIpenapatsl
AHTUOMOTHKHI XnopaMdpeHuKo, CynbdpanunamMuisl, Ko-
TPUMOKCa30J1, JInne3onma
IIpoTrBOBOCIIANIUTEIBHBIE [Ipenapatsl 30JI0TA, [Tennnuinnamus,
npenaparbl Nunomeranus, Juknodenax, Hamnpoxkces,

[Tupoxcukam, Cynbdacanazuf
ITpotuBocynopkHbIe penaparsl | Kapbamaszenwn, DeHUTONH

TupocraTtuku Tuoypanui, KapOumaszon
AHTHIETIPECCAHTBI DeHOTHA3UHBI
['unornukemuyeckue cpeacTBa | Xiopnponamun, Tonbyramu
IIpoTnBOMansipuiiHbIe XJIOpOXUH

npenaparsl

Hpyrue AnnonypuHod, Tuasuabl

1.8 Kimaccuduxkamus [2, 3]:
OmnpenencHue TXecTd AA MPOBOAUTCS MO MOAUPHUIMPOBAHHBIM KpuTepusm Camitta
(Tabnuia 2).
Tab6anua 2. Kpurepun TA:KeCTH amjiacTHYecKoii anemun [2, 3]
Tsaxenas AA Kierounocts kocTHOr0o Mo3ra menee 25% wumm 25-50% c meHee
30% pe3uayalbHbIX TEMONO3THYECKUX KIETOK
2 u3 3 cienyomux IpU3HaKoB:
Heiitpopumnsl menee 0,5x10%n
TpomboruTsl MeHee 20x10%/1
Petukynouutel Menee 20x10%n (memee 60x10%1 mpu
MoJICYeTe  C  HCIOJb30BAaHUEM  T'€MaTOJOTHYECKUX
aHaym3aropoB) (Rovo et al, 2013)
Ceepxtskenas AA | Te xxe kpuTepuu, 4to IpH TsKenon AA
+ neiirpodunsl Menee 0,2x10%n
Hersoxenast AA [Ipy OTCYTCTBHM KPUTEPUEB TSHKEION U CBEPXTSIKEION AA

2. METO/JbIL, IOAXOAbI U MPOLEAYPbBI AMATHOCTHUKMU [2]:
2.1 InarHocTHYeCcKHe KPUTEPHH.
Jlns nuarsoctuku AA HEOOXOMMO UMETh I10 KpaliHe Mepe 1Ba KPUTEPUsI U3 CIICTYIOIINX

[2]:

e ypoBeHb reMorioouna menee 100 r/m;



e ypoBeHb TpoMOOnUTOB MeHee 50 1/,
e ypoBeHb Helitpodunos Menee 1,5 x 10%/m.

3aboneBaHue HMHOrJa MOXET JAeOITHpPOBATH C  OJHOPOCTKOBOM  IIUTOIEHUMU.
[laHUTONIEHUS! MOXET PAa3BUBATHCS MPH MIMPOKOM Kpyre 3a00JIeBaHMM M COCTOSHUIA,
MO3TOMY [UIsl JUAarHOCTUKH AA HeoO0XOAMMO HCKIIOYEHUE JApYyTrux 3a00JeBaHMUIA,
npoTrekaroumx ¢ uuroneHueil. KimoueBsiM B iuddepeHIuanbHON JUarHOCTUKE SIBIISIETCS
TMCTOJIOTUYECKOE M IUTOJIOIMYECKOE HCCIENOBAaHMS KOCTHOTO MoO3ra (CM. paszaen
«J1a00paTOpPHbIE U HHCTPYMEHTAIbHBIEC UCCIEAOBAHMS).

AHaMHe3 U ¢pu3uKaJIbHOE 00C/IeI0BaHUE:

Nnuonatuueckass AA sBISETCS AUArHO30M MCKIIOUCHHUS W B HACTOSIIEEe BpeMsl HE
CYIIECTBYET CHEIU(DPUUECKUX UCCIEAOBAHUN U CUMITTOMOB, TATOTHOMOHHUYHBIX JIJIS1 3TOTO
3a00J1eBaHUSI.

B GonbminHCTBE cliydaeB aHaMHE3 U OOBbEKTUBHOE UCCIIEAOBAHNE HE UMEIOT KaKUX-TH00
ocobeHHocTel mpu uauonaruueckon AA. Creayromme KIMHIYECKHE 0COOCHHOCTH MOTYT
UMETb IUATHOCTUYECKOE 3HAYCHUE:

® HaJIMYME KEITYXU B aHAMHE3€ BO3MOXKHO MpH noctrenatutHoi AA u ITHI;

e yKa3aHWE Ha TPUEM HEKOTOPHIX IpenapaToB (CM. BBIIIE) MPU JIEKAPCTBEHHO-
UHIYIUPOBaHHOU AA;

® HaIM4YMEe TernaTOMErajuu, CIUIEHOMETaluu W JUMQOaJCHONATUU TMPU OTCYTCTBUU
JaHHBIX 32 HHOEKIUI0 00BIYHO UCKITIOUAET AA;

® vy MOJIOJBIX MAllMEHTOB HEBBICOKOI'O POCTA, YYAaCTKAMU TUIIEP- U THUIIONUTMEHTAIUU
KOH, JIEWKOTUIaKUeW POTOBOM MOJIOCTH TPeOyeT UCKITIOUEHHS BPOXKACHHBINA TUCKEPATO3;
e npu3Haku nepudepudeckor auMdeneMbl MOTYT YKa3biBaTh Ha HAJIM4YWE CHUHJIpPOMA
Dwmbeprepa, moaATBepKAaroIIerocs npu BeisiBaeHnn GATAZ2 MmyTtanuu.

JlaGopaTopHble ucciaeaoBanus [2]:

HccaenoBanue OcHOBHBIE H3MEHEHU A

Pa3zBepuyThiit OAK [TaHMTONIEHUS, BKIOYAsT HOPMOXPOMHYIO, HOPMOLIUTAPHYIO
anemuto. Ha paHHMX cTangusx MOXKET OBITh OJHOPOCTKOBAs
IIUTOTICHHSI, YaIlle BCETO M30JMPOBAaHHAS TPOMOOIUTONEHUS.
Hanuuue MOHOIIUTOTIEHUU TpeOyeT HCKJIIOUCHUS
BOJIOCATOKJIETOYHOI'O JIEMKO3a WM BPOXKJIEHHBIX CUHIPOMOB
KOCTHO-MO3TOBOM HEJOCTATOYHOCTH, CBSI3AHHBIX C HAIMYHEM

GATA2 myranun.
AbcomoTHOE Perukynonuronenus. Kpurepun Camitta ocHoBaHbl Ha
KOJIMYECTBO pe3yabTaTax MmojcueTa KOJIMIecTBa PETUKYJIOIUTOB B Ma3Kax.
PETHKYJIOIUTOB ABTOMaTHYECKHE aHATM3ATOPBI 1al0T 00JIee BHICOKUH YPOBEHB
PETHKYJIOIUTOB.
deppuTrH JIns  OLEHKM  BBIPAXXEHHOCTHM  MEPETPY3KH  KEJIE30M,

manupoBanus  Tpancmmantaumun  ['CK,  onpenenenus




MOKA3aHUM Ui XEJIATOPHOM TepanmMu MW KOHTPOJSA €€
3 PEeKTUBHOCTH.

HccnenoBanne Ma3koB

[103BOJISIET HCKIIOYHUTH 6J'IaCTeMI/IIO, AUCIIO33 M IIPOBECTH

nepugpepuIecKon 0osiee TOYHBIN MOJCYET KOJIMYECTBA TPOMOOLMTOB, KOTOPbHIE

KPOBH MOTYT UMETh MEHBIIIME Pa3Mephl U MPUBOJUTH K OIIMOKAM B
NOJICUETE C MPUMEHEHNEM I'€MATOJOTHUECKUX aHAIN3aTOPOB.

Tect nomkoctH | [IpoBeieHre BO3MOKHO y MalMEHTOB MoJoxke 50 ner win B

XpOMOCOM Oojee crapmieM BO3pacT€ MpU HAIMYUKM KIMHUYECKUX

(nepucdepuyeckas noao3peHui Ha aneMuto @aHkoHU. CKPUHUHT PEKOMEHTYETCA

KpPOBbB); y kannuaatoB Ha TKM u CHONMHIOB MAallMEHTOB C aHEMHEH

HudnokcuOyTaHoBbli | DaHKOHMU.

tecT (DEB Tecr)

[Iporounas Jia uckmouenust [THI' KJIOHOB 1 MOHUTOPUHTA UX BEJIMYUHBI

IUTOGITI0OPOMETPUS

nepudeueckoil KpoBH

(manens ITHI)

Buramun  B12  u | Kpaiine penko, Ho MoxeT coueTathesi ¢ AA. [lo Bepudukanum

¢donueBas Kuciaora nuarHoda AA  TpeOyeTrcss  UCKIIOYEHHE  JIe(UIMTHBIX
COCTOSIHUI

O yHKIMOHAJIbHBIE Hns  uckimoyeHuss  rematuta U au@depeHIuanibHON

poOBI eYEHU JTUArHOCTUKHU C MOCTrEeNaTUTHOU AA

HccnenoBanue Ha | AA, CBsI3aHHas C BUPYCHBIMH I'€IaTUTAMU BCTPEYAETCS PEAKO

BUpYCHbIE HWH(MEKIMU: | U OOBIYHO pa3eBaeTcs uepe3 2-3 Mecdla Iocie OCTPOro

renatutel A, B. C;|renartura, yame y mMoJoablx MyxuuH. [Ipu mocrrenaTutHON

LATOMETAJIOBUPYC, AA ceponorus 4acTO HMMEET OTpPULATENbHBIE PE3YJbTaThI.

BHUPYC BUY wuHbexknus dYame NOPUBOIUT K  H30JIHMPOBAHHBIM

uMMyHoIepuIrTa LATOIICHUSMH, HO OYEHD PEIKO MOXKET Pa3BUBATHCA U TSXKEIIAst

yenoBeka, [lapBoBupyc
B19

AA. ITapoBupyc B19 accomuupyercs ¢ napiyaibHON KpacHO-

KJIETOYHOM aruia3uen, HO TaK)KE€ OMMCAHbI CIIy4an COYETAHUS C
AA.

AHTHUHYKJI€apHBIIA
dakTop U aHTUTENA K
npyxuenoynon JJIHK

[Ipy cHCTEMHOW KpacCHOW BOJYAHKE BO3MOXHBI Pa3JIMYHbIC
BapUaHThl LHUTONEHUM, B TOM UHWCIE CBSI3aHHBIE C
MUeI0(pruOpPO30M U TUIIOIUTA3UEH KOCTHOTO MO3Ta.

HLA tunupoBaHue

VY BCex MNanUEeHTOB C BIEPBBIE BBIABICHHOW AA, KOTOpPBIE
MOTYT OBITh TOTEHIHANBbHBIMM KaHaumaramu Ha TI'CK,
JOJDKHO OBITH mpoBegaeHo HLA tunmpoBanme.

Hosrie
JIHAarHOCTUYECKHE
TE€CThI:  ONPEIECIICHUE
JUTMHBI ~ TEJIOMEP B
JICUKOITUTaX
nepudeprueckoit

B mnacrosimiee Bpemsi He SIBIAIOTCS OO0sA3aTEIbHBIMU M HE
NPUMEHSIOTCA JUISI PYTUHHOM JHMAarHOCTUKM AA, HO B
OJKaillliie TOJbl BO3MOXKHO TIOBBIIEHHE UX pOJIU B
TUarHocTuke AA.




KpOBH,
CEKBEHUPOBAHNUE
HOBOTO IIOKOJICHHSI M

JIp.

HccaenoBanus KOCTHO

ro Mo3ra

Muenorpamma

[lyHKUIMS KOCTHOrO MO3ra MOXET OBbITh BBINOJHEHA TMpHU
riyookoi TpomOonuTonenuu. [IpoBeaeHune npeaBapuTebHON
TpaHC(Py3uu KOHLIEHTpaTa TPOMOOIIMTOB BO3MOXHO, HO HE
saBisieTcss  o0s3aTenbHOM. «Cyxoil» MPOKOJ  BO3MOXKEH,
0co0eHHO mpu 3abosneBaHusAX ¢ (GUOPO30M KOCTHOI'O MO3ra,
peako mnpu AA. B wmwuenorpamMme OOBIYHO BBISBIISETCS
YMEHBIIEHHE 3PUTPOUTHOTO POCTKA, TUCIPUTPONIOI3 TUITHUEH
U €ro BbISBJIECHUE HE SBISETCA JOCTATOYHBIM  JUIS
pasrpannuenus AA u MJIC. MerakaprouuThl U TPaHyJIOLUTHI
TaKKe penylupoBaHbl. Jlucriazus MerakapuolMTOB HeE
xapakTepHa st AA.

CrangaptHoe
[IUTON€HETUYECKOE
HCCJIEJOBAHUE

KOCTHOTO  MO3ra |
FISH

CHU mpu BbIpaXE€HHOM TUMOKJIETOYHOCTH KOCTHOI'O MO3Tra
MOXXET OBITh HEBO3MOXXHO B CBA3M C OTCYTCTBHEM
JIOCTaTOYHOT'0 KOJIMYECTBAa MeTada3HbIX IMJIACTHHOK. B aToM
CUTYyallud MPeIIoOYTHTENbHO TpoBenenue FISH (mampumep,
5¢-). Orpannuenuss napopmaruBHoctu FISH mpu AA s
mud depennnansHoit nuarHoctuku ¢ MJIC cBsizaHo ¢ TeM, 4TO
HaJU4YME€ LHUTON€HETHUYECKUX AaHOMAJIUM HE  SBIISETCS
NaTOTHOMOHHMYHBIM npu3HakoM MJIC u MoxeT HaOIrogaThCs
u 1ipu AA (Harmpumep MOHOCOMHUS 7 B B3pOCHBIX ¢ AA).

I'ucrosornueckoe
HCCJIEIOBAHUE
KOCTHOI'O MO3Ta

Tpenanobuorcuss TpeOHS TOAB3IOITHON KOCTH C JUIMHOU
ouwornrara 1Mo KpaiHeW mepe 2 cM oOs3areinbHa HE0OXOoauMa
NPy JUATHOCTUKE AA Uil OLIEHKE KIETOYHOCTH KOCTHOTO
Mo3ra,  MOp(GOJOTUM  KJIETOK  KPOBH,  HMCKIIOYCHHS
UHQUITBTPALIH KOCTHOT'O MO3ra, Muenoguodpo3sa.
HeoOxonumo nzberats mpoBeeHrst OMOTICHH 110 KacaTelIbHOM,
T.K. CyOKOPTUKAJIbHBI KOCTHBI MO3T B HOPME MOKET OBITh
TUTIOKJIETOYHBIM.

B OombmumHCTBE ~ Cay4aeB  TpH  THUCTOJIOTHYECKOM
UCCJIEIOBAaHUN OOHAPYKMBAIOT MPHU3HAKH aIlIa3uH KOCTHOTO
Mo3ra Ha OOJIbIIIEM TPOTSKEHUU OMOMTaTa, XOTS BO3MOXKHBI
(bOKyCBHI COXpaHHOTO TeMoIod3a. BrisiBieHHe TUMGOUTHBIX
y3€IKOB BO3MOXHO B paHHed ¢asze 3aboieBaHus W TpU
BTOPUYHOU AA Mpu ayTOMMMYHHBIX 3a00JieBaHusix. Hannune
PETUKYJIIMHOBOTO WJIM KOJuIareHoBoro (uobpos3a, AUCIod3

MerakaprouuToB (nyudmie BoisiBasiercss npu MI'X), u30bITok




osacToB uckioyaroT AA u Oonee xapakrepusl 1t MJIC nnu
TpaHC(pOpMalLIUU B OCTPBIN JEHKO3.

NHcTpyMeHTA/IbHBIE HCCJIeIOBAHUS:

O0beM HMHCTPYMEHTAIBHBIX HUCCIEIOBAHUN

OMnpeACIACTCA IréMaToJIOoroM B 3aBUCMMOCTH OT 3Talla 06CJI€I[OBaHI/I$I U KJIMHUYECKOU

KapTuHsl (Tabnuna 4).

Taoauua 4. UHcTpyMeHTAJIbHbIE HCCIEeI0BAHUSA.

HUccaenoBanue OcHOBHBIE H3MEHEHHUS

Pentrenorpadus TpeOyercs nis UCKIOYEHUs UHQEKINH, B TIEPBYIO OYepEeib
OpraHoB IpyIHOM | TyOepKyIies3a JIETKUX. ITpu OCTPONPOTEKAIOIIEM
KIETKM U JIpyTHe | TCHEPAIM30BAaHHOM TYOEPKyJIe3e WU Pa3BUTUU KAXCKCUU
PEHTTEHOJIOTUYECKHE | BO3MOXKHO PA3BUTHE TSKEIONW BTOPUYHON KOCTHO-MO3TOBOM
METOIbI HEJIOCTATOYHOCTH.

V3U OpraHoOB | YBEJIIMUCHUE Pa3MepOB JTUM(DOY3JIOB W CEJIE3CHKU MOMKET
OpIOITHOW TIOJIOCTH M | yKa3bIBaTh Ha OIMyXOJieBOE 3a00JieBaHUE CUCTEMBI KPOBH, KaK
3XOKapJauorpaMma MPUYMHY MAHUUTONECHUU. Y MOJIOJBIX MAIlMEHTOB JAUCTONHUSA

MOYEK U MX AHOMAJIMM MOTYT OBITh OJHUM U3 TPHU3HAKOB
aHeMuu DaHKOHMU.

IMoka3zanus JJIl KOHCYJbTAllMH CIICNAIHCTOB!
¢ KOHCYIIbTAIIUH APYTUX Y3KHUX CIICOUAIIMCTOB — I10 ITOKA3aHHAM.

2.2 JInarHoCTHYECKHIl aJIrOpUTM: (cxema)




MaHuuToneHus

McknoYeHn McknoyeHn
; UHEIND. MCKNYeHe oCTPOro CKIMICt e McknwyeHne McknoyeHne
neduumTa honuesomn newkosa ERE M OaTer ranTEHOBOro numdoageHonaTuu
KMCNOThI U/unu 7 . MUENOTOKCUYECKMX ; : ’
(MuenorpaMma) g arpaHynoumMTosa CNNEHOMEranum

BUTaMKUK2 B12 BelecTs

8

MCTONOrMYECKOE MCCNea0Banue KOCTHOMo
MO3r3 (OMONTAT HE MeHee 2 CM)

BelABNeHa annazuA KOCTHOTO MO3ra 083 Npu3Hakos
AUCMErakapmouuTono3sa, oubdposa, MHOUNETPaLMK KOCTHOTO

Mosra

[Ouardos: AnnacTu4eckans aHeMusA AnnacTu4yeckan aHeMUA UCKNHYeHa

[oodcnenosasue no NoKasaHnaMm:
WCKNHYEHNE BPOXOSHHBIX AA, BTOPUYHON
AA, NpoBefSHWE UNTOrEHETUYECKMX
uccnenosannlt, UOT nepudepuyecrkon
¥posw (naxens MHM). HLA TUNUPOBaHuA
nNaumeHTa u cudcos

Pucynok 1. Anroput™m nuarHocTuku AA

2.3 InddepeHunanbHblii IMATrHO3 U 000CHOBAHHE JONMOJTHUTEIbHBIX HCCJIeI0BAHUIM
[2,4,5]:

KayecTBeHOE THMCTOIOTMYECKOE W LMUTOJIOTMYECKOE HCCIIENOBAaHUE KOCTHOTO MO3ra
SBIIIETCS KACYTOJIBHBIM KaMHEM B (D PepeHIaTbHON THarHOCTHKE MPUOOpeTeHHO AA
U APYTUX TPUYMH TAHIUTOTICHUH, B TOM YHUCJIE HEXODKKHUHCKUX JuMdoM, Jlmmbomsbr
XOKKUHA, OCTPBIX JICKO30B B T.Y. OCTPOr0 MPOMHUEIOUTAPHOTO Jeiiko3a. OIHAKO Npu
BBISIBJICHMM KapTHUHBI aIUIa3Uud B KOCTHOM MO3T€ MOTYT BO3HMKHYThH CYIIECTBEHBIHE
JWAarHOCTHYECKHE CJOXKHOCTH B Pa3rpaHUYCHUM HAMONATHYECKOM AA ¢ Aapyrumu
3a00JI€EBAHUSIMU,  XapaKTEPU3YIOIIMMUCS  arla3uel  KpOBETBOPEHHUS, OCOOECHHO
runoriactudeckum M/JIC.



I'unonnactuueckuit Bapuant MJIC coctaBisger npumepHo 15% caydae ot Bcex MJIC u
C UCIOJIb30BAHUEM JIOCTYIHBIX METOJOB AMArHOCTUKHU MPU OTCYTCTBUU U30BITKA 0JI1aCTOB
U JUICIO033a MErakapuoLUTOB BepU(ULIHMPOBATH ITOT BapHaHT, pa3TPaHUUYMB €ro OT
NpuoOpeTeHHOM AA MNpPaKTUYECKH HEBO3MOXKHO. CuTyalusi MOXET H3MEHHUThCS B
OyaylleM C BHEJIPEHUEM HOBBIX MOJIEKYJISPHO-TEHETUYECKUX METO/OB, HaIlpuMep,
CCKBEHHUPOBAHHUS HOBOT'O MOKOJICHU.[4]

HacnencrtBennpie AA MOTYT BCTpPEUaThCsl HE TOJIBKO y ETEH, HO TAK XKE U B3POCIBIX U
BBISIBJISITECA B pa3HOM Bo3pacte. J[Ba Hambosee 4yacThIX HACIIEICTBEHHBIX CHHIPOMA,
nposBisAomuxcs AA — anemuss @aHKOHM M BPOXKIAEHHBIA NTHCKEPATO3. JTU CUHAPOMBI
TFeHEeTUYECKH HEOJHOPOJHBI, s aHeMuu DaHKOHM HACHTU(PUIIMPOBAHO 16 TEHOB,
yuactBytomux B penapauuu JJHK u 10 reHoB, yyacTByHOIIMX B NMOAAECPKAHUM JJITUHBI
TEJIOMEp sl BPOXKICHHOTO JrcKepaTos3a [2].

Kpome »Tux 3a0oseBanuii, psj APYrux HAacleJACTBEHHBIX CHHAPOMOB (Tabiuna 6) MoryT
HPOSIBJIATBCS aryia3uel, Bkirodas cuuapom llIBaxmanna-J/laiiMona (mytamuu B SBDS),
HACJICICTBEHHAsI aMerakapuoluTapHas Tpomooruronenus (myramus B MPL), cunaapome
DOMmbeprepa (nedpunur GATA2).

IlocKONMbKYy B JIEUEHHHM HACIEICTBEHHBIX AA HUMEIOTCS OTIWYUS, HX HUCKIIOYEHUE
HEOOXOIMMO Y MOJIOZIBIX MAIIMEHTOB, OCOOCHHO MPU HATUYMH KIMHUYECKUX MOI03PEHHUIH,
ocobenHo mpu miuanupoBanun amioreHHo TI'CK, a Taxke y manueHToB, KOTOpBIE HE
OTBETHJIM Ha KOMOMHUPOBAHHYIO IMMYHOCYIIPECCUBHYIO TEPAIHIO.

Ta6auna 5. ludpdepennmanbHas 1MarHoCTUKA MPU CUHIPOME arljla3ud KOCTHOTO MO3Tra

[2, 5].
3abonesanue/cocmosanue Cumnmombot, umerouwjue Jlabopamopnvie mecmeot,
oughpepenyuanvro- umeruiue oughpepenyuanvro-
ouazHocmuuecKoe 3HaveHue ouazHocmu4ecKoe 3Havenue
Pagmnanmonsoe Bo3aeicTBre Anamues -
XUMHUOTEpaIus AHamHe3, MPU3HAKHU -
HEreMaToJIOrM4eCKOMI
TOKCUYHOCTH (HampuMep, Mpu
JUIUTEIIBHOU Tepanuu
METOTPEKCATOM)
["anTeHoBBII arpaHyI0LUTO3 AnamHe3 (HampuMep, TMpUeM -
MEpKa30JI1JIa,
MIPOTUBOCYIOPKHBIX
IpenaparoB, KOTPUMOKCA307a,
xiopambennkosa u ap.) [5]
BUY undexus AnaMHe3 U (akTOpbl pUCKa Pesynbrarhl DA 51
UMMYHOOJIO0Ta
CKB Kiaccuueckune kiuHuueckue | KocTHeli  MO3r B pelKHX
kputepuun CKB Ciayyasx MOXET OBITDH
TUIIOIIIACTUYHBIM. [1o3uTHBHBIN
TeCT Ha aHTUTENA K
nsyxuenounon JJTHK
Tybepkyné3 wu  arumuunbie | [IoTIMBOCTS, cnabocth, | U3menenus pU
MUKOOaKTepHUaibHble HHPEKIUH | Tuxopajaka uiu cyodedpunbHoe | penrreHorpagun  wian KT




MOBBIIIIEHUE TEMIIepaTyphl Tea,
HOTEpsl MacChl TeJa, Kallelb C
MOKpOTOH, TMM(oaeHonaTHs,

OpPraHoB  IPYAHOM  KIJIETKH;
BBISIBJICHHE MUKOOAKTEpUU MpHU
MHKPOCKOIIMH, II0CEBE WIH H
HCII0JIb30BAHUEM MOJIEKYIISIPHO-
T€HETUYECKUX TECTOB. B penkux
Cly4asgsX KOCTHBIM MO3I MOXET
ObITh TMIIOIUIACTUYHBIM WU
UMETh IPU3HAKU BBIPA)KCHHOU
arIa3uu 51 npu
TUCTOJIOTHYECKOM
HCCIIEI0BAHUU
BBISBIISITHCS
TpaHyJIEMBI.

MOTYT
creunueckue

Jletinmimanno3

JIuxopanka, HEJIOMOTaHue,
JIpOXb WJIH O3HOO, CHIDKCHHE
Macchl Tejla, CIUIEHOMETalIHsl U
TuckoM@opT B JIEBOM
noapedepne,

Cwm. npotokon «JlermmaHuo3y.
[Tomumo CEpIIOTUYECKOI
nuarHoctuku U [T1P Bo3MoOxkHO
psiMoe oOHapyXeHHUE
MapasuToB B OKpPAMICHHBIX
Ma3KaX KpOBH WM KOCTHOM
Mo3re (B MoHomutax B 50%
CIIyJaes, B Ma3Kax
neiikokonIenTpara B 70-75%)

Cerncuc,
SHIOKAPIUT

MH(EKITNOHHBIN

[Tomumo moGouHoTO 3PdhekTa
npenapaToB, MPUMEHSIEMBIX IS
JICUCHHSI cericuca u
UHQPEKIIMOHHOTO JHAOKAPIUTa,
TAHIIUTOTICHUS C TUTIOTIIa3HeH B
KOCTHOM MO3re€ MOTYT OBITh
CJICZICTBHEM CeTicuca

I'emMaTolOTMYECKHE W3MEHEHUS
B BHJIC ITUTOIICHUH MOTYT OBITH
OJTHUM u3 paHHHUX u
MPOTHOCTUYCCKU

HEOJIArONPHUATHBIX TPOSBICHHMA
IIPH TSDKEJIOM TEYCHHH CETICHCa.
Crnenuduyeckux

JIMAarHOCTHYCCKUX  TPHU3HAKOB
HET. BeBogsl 0 CBSI3U
W3MEHEHHS C CEIICHCOM OOBIYHO
IPOBOJAT HAa OCHOBE aHaJIM3a
JMHAMUKH rmoKasareJiei
nepudepruyeckoi  KpOBH B
COIIOCTABJIIEHUUM C  JTaHHBIMU
HCCIIEI0BAHUI KOCTHOTO MO3ra

I 'unormiactnueckuit

MJIC

BapuaHT

H30bITOK 0OJIaCTOB W IUCIIOD3
METraKapHoIUTOB, B psne
CJIy4aeB BBISBJICHUE IO JaHHBIM
LIUTOT€HETUYECKHUX
HCCICAOBAHUN KJIOHAJILHOT'O
reMorod3a MOXET IIOMOYb B
pasrpaHu4eHUN AA u
runomiactruaeckoro MJIC.

Hepsnas

AHOPCKCUA 50048

MMPpOAOJIKUTCIIBHOC I'OJIOJJAHUC

AHaMHe3, 3HAYUTCIBHOC
CHMXXCHHE MACCHI TCJIa

IIpusnaku JKEJTaTUHO3HOMN
TpaHchopMmaIu KOCTHOT'O
MO3ra IpU THUCTOJOTHYECKOM
ucciaenoBaHuu. B HEKOTOpBIX
ClIy4asixX MOTYT  BBISBISATHCA
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HPU3HAKH
arutasuu [6]

KJIaCCUYECKOU

Ta6auna 6. XapakrepucTHKa OCHOBHBIX HACJIEACTBEHHBIX CUHIPOMOB KOCTHO-MO3IOBOM
HEJIOCTATOYHOCTH, TpeOyromux auddepeHnanbHoi TMarHOCTUKU ¢ IPUOOpeTeHHOM AA

[7]

Cunapom I'ensl OcobennocTu geHoruna JlabopaTopHble
TECThI
Anemus ®aHnkoHn FA-A---FA-P Hwuskopocinocts, DEB rtecr
I'eHb1 paka MOJIOYHOM | OTCYTCTBUE iy | 'eHeTnYecKune TecThbl
KeJe3bl YKOPOYCHHUE 00JIBIIIOTO
nayibla pyK, HeJTOPa3BUTHE
Jy4eBOU KOCTH,
BPOXKICHHBIN BBIBUX
Oenpa, mieitHoe pedpo,
KOCOJIAoCTh
Bposxennsiii TERT  TERC,DKC, | nucrpoduueckue YKopoueHHe AJTUHBI
JIMCKEPATO3 TINF2, U3MEHEHUSI HOI'TEH, | TeIOMEp
NOP10,TCAB1,NHP2 | runepniurmenTanus I'eneTnyeckue TE€CTHI
KOXHBIX  IOKPOBOB |
JEUKOTUUIAKUSl  CIIU3UCTBIX
000104€K
[IIBaxmanHa- SBDS Henocraroynocts CBIBOPOTOYHBIN
JlaliMOHa CUHIPOM MOJKETYTOYHOM  KeJIe3bl, | TPUIICUHOTEH,
CKEJIETHbIE aHOMAaJINHU ¢ekanbpHas 3acTasza
I'eHeTHYECKUE TECTHI
Anemust  [laiimona- | RPS7 RPL5 HuzkopocnocTs, DPUTPOIUT aJICHO3UH
biekdena RPS17 RPL11 MuKponedanus,  HU3Kas | 1e3aMHHa3a
RPS19 RPL15 noOHast  nMHUS ~ pocTa | ['eHeTHuecKue TecThl
RPS24 RPL35a BOJIOC, TUIIEPTEIIOPU3M,
RPS26 NTO3, MUKpPOTHATHS,
XEHIIOCXHU3HUC
Hacnencreennas C-MPL 'eneTnyeckue TeCTHI
amerakapuonTapHas
TPOMOOIMTONIEHUS

3. TAKTHUKA JIEYUEHUSA HA AMBYJIATOPHOM YPOBHE:

JledyeHue aruiacTUYECKOW aHEMHUU BKJIFOUAET.
® QUIOTEHHYIO TpPaHCIUIAHTAIIMI0 KOCTHOTO Mo3ra (FreMOMO3THYECKUX CTBOJIOBBIX

KJIETOK);

® KOMOMHUPOBAHHYIO HMMMYHOCYIPECCHUBHYIO TEPAIHIO;
®  WCIOJB30BaHHUE POCTKOBBIX (DAKTOPOB M COMPOBOAUTEIHHYIO TEPAITHIO.

Ha amOynaTopHOM ypOoBHE BO3MOKHO HAOJIOJICHUE 32 MAIMEHTAMU, TIPOOIKAIOITUMU
JIeYEeHUE UHTMOUTOpaMU KaJblIMHEBPUHA MOCJE aJUIOTEHHON TPaHCIUIAHTAIlMU KOCTHOTO
MO3ra U KOMOMHHUPOBAHHOM HMMMYHOCYIPECCUBHON Tepamuu, MPOBEICHUE JICUCHHUS
pPOCTKOBBIMU  (hakKTOpaMH W  CONPOBOJUTENbHAS Tepanus. YPOBEHb OKa3aHUs
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MCI[HHHHCKOﬁ IIOMOIIN — aM6YHaTOpHBIﬁ nim CTaHHOHapHBIﬁ 3aBUCUT OT TAKCCTH
COCTOAHUA IMallUCHTA, OCJIOKHEHUM U pHUCKa X pa3BHUTHA.

3.1 HemeauKkaMeHTO3HOE JIeYeHHE:

e Pexum: o0UICOXPAHUTENBHBIN.

e Jluera: ctos Nel5 (o6miast). VICKIounuTh ITUTPYCOBBIE B Cllydae IpueMa UHTHOUTOPOB
KaJILIIMHEBPHHA.

3.2 MeauKaMeHTO3HOe JIeYeHue

L4 Hepequb OCHOBHBIX JICKAPCTBCHHBIX CPEIACTB.

dapmakoTepaneBTHYECKAA MHH Cmoco0 YpoBeHsb

rpynmna NPUMEHEHHUsI | J10KA3aTeJIbHOCTH
AHTHHEOIIACTUYECKUE u | Huxnocnopun BuyTtpb A (B coueranuu ¢
VMMYHOCYIPECCUBHBIC ATI)
JIEKapCTBEHHBIE CPEIACTBA

L4 HepequL JOMOJIHUTEJIBbHBIX JICKAPCTBEHHBIX CPEACTB .

dapmakoTepaneBTHYECKAs MHH Cnoco6 YpoBenn
rpynmna NPUMEHEHHUSI | J0KA3aTEJbHOCTH

JlexapcTBeHHBIE  cpencTBa, | Jledepaszupoke BryTpb B

OCIIA0JISIIONINE TOKCHYECKOE

JIeHCTBHUE:

IPOTUBOOITYXOJIEBBIX

npenapaToB

ATOHUCTBI penenTopoB | DnpTpoMOomnar BnyTps D

TPOMOOIIOATHHA

3.3Xupypruueckoe BMelIaTeJIbCTBO: HET.

3.4 JlaabHeililliee BeleHUE

[TarueHTaM MPOBOAMTCS yUET KOJIMYECTBA TpaHCc(Dy3uid, He pexke 1 pa3a B MecsIl KOHTPOJIb
pazsepuytoro OAK c perukynouutamu, 1 paz B 6-12 mecsAleB KOHTPOJIb YPOBHS
dbepputuHa, onieHka penmurHbl [IHI k1oHa B quHAMUKE.

3.5 Unaukatopbl 3¢ GPeKTUBHOCTH JeUYeHHUs: CM. Ta0IuIy 5.

4. MMOKA3AHUSA JIsd TOCIIMTAIU3AIIMMA C YKA3ZAHUEM THIIA
TI'OCIIMTAJIU3ALINMA:

4.1 Ioka3aHus AJ15 MJIAHOBOW roCIHTAIN3AIHN:

e nposeaecHue auioreHHor TKM, BBeeHNSI aHTUTUMOIIUTAPHOTO T100YJIHHA;
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® [POBEJCHUE TPEMAHOOMONCHUM TpeOHs MOJB3IOIIHOW KOCTHM B CIy4yae OTCYTCTBUS
BO3MOXHOCTH MPOBEACHUS B aMOYyJaTOPHBIX YCIOBHSIX;

® CONpOBOJMTENbHAS Tepanus MNpU OTCYTCTBUM BO3MOXHOCTH TPOBEIEHUS B
aMOyJIaTOPHBIX YCIOBUSX.

4.2 Iloka3zaHus Il IKCTPEHHON rOCIUTATU3ANMU:

e BIICPBBIC BBISBICHHAS MAHIIUTOIICHUS, COOTBETCTBYIOIIAs Kputepusm Camitta:

e (heOpunbHast HEUTPOIICHUS;

e ['emopparuueckuit cuaapom Ha pone Tpomobouuronenuu -1V crenenu no CTC-AE;
e Anemus IV crenenu mno CTC-AE ¢ npusHakamMu reMOAMHAMHYECKOU
HECTaOMIILHOCTH.

VY nanueHToB, HE MOMYYaONIUX aHTUTUMOLMTAPHBIA INIOOYJIUH B TEYEHHE JIJIUTEIILHOT O
BPEMEHU YPOBEHb reMOrIo0OMHa U TPOMOOIIMTOB MOKET HaAXOJUTHCS HAa HU3KOM yYpOBHE
(coorBercTBeHHO 50 T/1 M MeHee W 10 THIC/MKI M MeHEe) M MPH OTCYTCTBHH
reMOJIMHAMUYECKOH HECTAOMJIBHOCTU M T'€MOPPAruyeckoro CHHApOMa, MH(EKIMOHHBIX
OCJIO)KHEHHMM, aHeMHs W TPOMOOIMTOINEHMUS] HE JOJKHBI pacCMaTpPHUBATBCS BO BCEX
ClIydasiX Kak Moka3aHue K TpaHCQy3MOHHOM Tepanuu U rOCIUTAIU3aI1H.

5. TAKTUKA JIEYEHUS HA CTAIIUOHAPHOM YPOBHE [2, 4, 8-21,22,29,30]:
TakTuka BeJeHUS y MAIIMEHTOB ¢ AA efuHas U NMPEeeMCTBEHHAS MEXIY CTallMOHAPHBIM U
aMOyJIaTOPHBIM YPOBHEM.

Jleuenue AA BKITIOYAET:

e auoreHHyro TpaHcmianTanuto I'CK;
¢ KOMOWHHPOBAaHHYIO HWMMYHOCYIIPECCUBHYIO TEpalMi0 W  COMPOBOJIUTEIBHYIO
TEpanuio, B TOM YHCIIe JICUYCHUE POCTKOBBIMH (paKTOPaMHU.

5.1 HeMeankaMeHTO3HOE JIeYeHHE:
e Pexxum: oOII€OXpaHUTEITBHBIMN.
e Jluera: cton Nel5 (o6mas).

5.2 MeagukaMeHTO3HOE JIeUeHHe:

L4 HepequL OCHOBHBLIX JICKAPCTBCHHBIX CPEACTB:

dapmakoTepaneBTHYECKAast MHH Croco6 YpoBeHnsb
rpynna NpPHMEHEeHHA JAOKa3aTeIbHOCTH
AHTHHEOIIIACTUYECKHE " [Muknocnopux BayTtps A (B coueranuu ¢
MMMYHOCYIIPECCUBHBIE ATI)
JIEKapCTBEHHBIE CPEICTBA NmmyHOT100YTMH BHyTtpuBeHHO A (B coueTaHuu ¢
QHTUTUMOLIUTAPHBII LUKJIOCTIOPHHOM)
JIOIIAAUHHBIN
NmmyHOT100YTMH Buyrpusensno C
AHTUTUMOLIUTAPHBII
KpPOJIMYHN
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L4 HepequL AOMOJIHUTEJIBbHBIX JIEKAPCTBCHHLIX CPECACTB.

dapmakoTepaneBTHYECKAs MHH Cnocod YpoBenn
rpynna NpUMeHeHus J0KA3aTeJIbHOCTH

JlexapcTBEHHBIE CPEACTBa, Hedepazupoxc Buyrps B
ociabnsromue TOKCHYECKOE
JEWCTBUE: TPOTHBOOITYXOJIEBBIX
IpenaparoB
ATOHUCTBI peLenTopoB OnpTpombonar Buyrps D
TPOMOOTIOITHHA

AJITOPUTM BbIOOpPAa MNEpPBOl JIMHMHM Tepanmuv Yy B3POCJBbIX NALHMEHTOB ¢
npuodpeTeHHOM AA.

MpuobpeTeHHan
annacTuyeckas aHeMusa
(18-50 neT)
EcTe HLA Het
COBMECTUMbIiA HLA COBMECTUMOro
cuonuHr cnbnuura
41-50 net
; ¥
AnnoTICK ot
COBMECTUMOro
POACTBEHHOrO hATG+CsA
[OHOpa

NPy HaNUYKUKu

YaCcTUYHO-
COBMECTUMOIo
POLACTEBEHHOIO

A0oHOpa

HeTt oTtBeTa Kk 3-6
Mecsauam

|
{ 1

Bropown kypc hATG+CsA unu rATG+CsA TpaHcnnaHTauus oT POACTBEHHOrO (B T.4.
AHabonuyeckue ctepouabl YacTUYHO COBMECTUMOrO) Unun
TpoMOGONO3TUHBI HepoAcTBeHHOro goHopa (npu HCT-CI <3)

ConpoBoautenbHas Tepanus

PucyHok 2. Airoput™m BeIOOpa MEPBOM JIMHUY TEPANUH Y B3POCIBIX MAIUEHTOB C
npuoOpereHHo AA
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Astorennas tpancmianranus I'CK.

Annorennas tpancmanTauus ['CK B kauecTBe nepBoil TUHUU J€YEHUS PEKOMEHIYETCs
Uil manueHToB a0 50 ner ¢ Tskeno AA wWiIM NpH HETSOKEIOM AA M HAIMYHAH
3aBUCUMOCTH OT TpaHC(y3ul, KOTOpPbIE MMEIOT COBMECTUMOIO POJICTBEHHOI'O JOHOpPA
(Tepanus BeiOOpa). TpaHcIUIaHTAIMsl OT YaCTUYHO-COBMECTUMOTO (TarIOUEHTUYHOTO)
POJICTBEHHOTO JOHOpPa MOJKET JOMYCTMMa B TNEpBOM JMHUM TEpalud U SBISAETCA
pa3BUBAIOIINMCS MTOKa3zaHueM. [8, 9]

[Ipu oTOoOpe mMmalMeHTOB HEOOXOAMMO YYMUTHIBATH COMYTCTBYIOLIME 3a00JIeBaHUSA U
COMaTHYECKOE COCTOSIHUE.

Y nauumeHToB, KOTOpbIM IiaHupyercs BeimoiaHeHue amioTI'CK, wHeoOxonumo
MUHUMU3HPOBATH KOJIMYECTBO TPAHCPY3UH M B 00513aTEIBHOM MOPSAKE JOKHBI OBITH
UCII0JIb30BaHbl OJJHOIOHOPCKUE ahepe3Hble TPOMOOLUTHI, OABEPTHYTHIE JIEHKOETUICIIMH
OJIHUM M3 METOJIOB, C y4€TroMm pucka mnosineHuss aHtd HLA antuten. Ilpumenenue
MyJUPOBAHHBIX TPOMOOIIMTOB HEKETATENIBHHO.

TI'CK 0T COBMECTHUMOIO pPOJCTBEHHOTO, COBMECTUMOTO HEpPOACTBEHHOTO WIIU
rariouACHTUYHOTO JIOHOPOB TaKXKe MOKET OBITh HMCIOJb30BaHa B KAauecTBE BTOPOM
TEpanuu y ManrMeHToB B Bo3pacte oT 18 g0 50 net (mpu xopoireeM oOIIeM COCTOSTHUU U
OTCYTCTBHMU KOMOPOUTHOCTH B peAKUX ciydasix A0 60 yner) He orBetuBiunx Ha ATG+CSA
B TeyeHue 3-6 mecsieB. Y nauueHToB crapiie 50 MeAMKaMeHTO3Has Tepamnus SBIISEeTCS
npeanoyTuTenbHee, yueM nposeaenue amio TT CK.

VYuuTeIBas, 4TO aKTUBU3AIMA JOHOpa Ui mpoBeneHus HepoactBeHHoW TI'CK tpebyet
BpPEMEHU, JaHHBIN BUJ] TPAHCIUIAHTALIMK MOXKET OBITh MPUMEHEH TOJIBKO KaK BTOpas JIMHUSA
Tepanuu npu HeappexTuBHOCTH KoMOuHUpoBaHHOU VCT npu OTCYTCTBUU POJCTBEHHBIX
JIOHOPOB.

Bcem penunuentam B OCOOGHHOCTH TIPH  TAIUIOMACHTUYHON  TpaHCIUIAHTALUU
HEO0OXOIMMO MPOBOJIUTH CKPUHUHT Ha MPsIMbIe aHTHJIOHOPCKUE aHTUTENA, TOCKOJIBKY UX
HaJIMYHE aCCOLMUPOBAHO C BBICOKOM YaCTOTOM OTTOpKEeHHS U HenprokupieHus. [10]

KomounupoBannasi uMmmyHocynpeccuBuasi tepanust (ATG+CsA).

CraHgapTHOW TIEpBOM JIMHHMEW Tepanmuu y MAIMeHTOB ¢ mpuoOpeTeHHOW AA sBiseTcs
KOMOWHAIIWS JIOIIAIMHHOTO aHTUTHMOoITuTapHoro riaooynuHa (NATG) u nukiioctiopuHa A
(CsA). B kadecTBe mepBOW JIMHHM TEpald WMEET TPEUMYIISCTBA B CPaBHCHHH C
KPOJUYHMM aHTUTUMOIUTapHBIM rio0ymuHoM (TATG) (VI — A). [11-14]

B ctpanax, rime hATG HemocTyneH, B KauecTBe mepBoid JuHUE NpuMeHsIoT FATG  [15]
umn npyrue ATG.

[Tockombky rATG obnamaer Gojee BBIPa)KEHHBIM HWMMYHOCYIPECCUBHBIM 3 deKTom,
MCITOJIB3YIOTCSI MOJM(UKAIINY CTAaHIAPTHOTO peknMa BBeaeHus (3,5-3,75 MI/Kr B TedeHUE
5 nHEl) ¢ yMEHBIIIEHUEM KypCOBOH J03bI Iipenapara (0T 2,5 MI/KT B TeUeHUE 5 THEW) Win
yBEJIMYCHHEM BpeMeHHu ero BBeneHus (1,97 mr/kr B Teuenue 9 nHel), HO MPEUMYIIECTBA
TaKOIo MOAX0Aa HYXKIAAITCs B MOATBEpKAeHUU. [16, 17]

hATG+CSA siBnsieTcsl CTaHIapTHOW TMEPBOM JTMHUEH Teparuy MPH HATHYUHU CIICTYIONTUX
MOKAa3aHUU U YCIIOBUM:
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o Tspkenas AA y nanueHToB B Bo3pacte 41-60 net unu B 60jee MOJIOA0OM BO3pacTe Mpu
OTCYTCTBUM COBMECTHUMBIX POJCTBEHHBIX JOHOPOB. Y manueHToB crapime 60 et
ucnonb3oBanue ATG He peKOMEHTyeTCHl.

e Herskemass AA y TanMeHTOB C HaJWMYMeM 3aBUCHUMOCTH OT TpaHCQy3uid,
KPOBOTOUYMBOCTHIO, PEIUANBUPYIOMIMMHA WH(DEKITHOHHBIMH OCJIOKHEHUSIMHU.

@dakTophl,  MPEICKA3bIBAIOIIME  BO3MOXHBIH  OTBET Ha  KOMOWHHUPOBAHHYIO
MMMYHOCYIIPECCUBHYIO TEPAIUIO:

e  MOJIOJOM BO3pACT;

® MeHee Tsxkenoe 3a00J1eBaHue;

e  abCOJIOTHOE KOJIMYECTBO PETUKYJIOLUTOB Gonee 25 X 10%/11 1 abCOMOTHOE KOJINYECTBO
numgonuTos 6onee 1 x 10%m;

e Ttpucomus 8 wiu del(13q);

e wHanuuue ITHI knoHa;

e otBeT Ha BTOpoil kypc ATG Bo3mokeH y 35% mnanueHToB ¢ peppakrepHoin AAuy 55-
60% malneHToB C PEIUIUBOM.

VYcnous Hauana tepanuu ATG+CSA:

e [lammeHT HOMKEH OBITh KIMHUYECKH CTAOUIIBHBIM, B Ujiealie aQeOpHIIbHBIM;

e JlomkHa ObITh UCKITIOUEHA pePPaKTEPHOCTD K TpaHCHY3UIM TPOMOOIIUTOB;

e JlomkHa ObITh HauaTa npodHIaKTHKAa HWHOEKIMOHHBIX OCIOKHEHHH COTJIacHO
JIOKaJIbHBIX IPOTOKOJIOB.

[TponomxurensHocTs UHGY3MHM ATG MoxeT yBenumuuBaTbes OoT 4 vacoB g0 12-18-24
4acoB B 3aBHCHUMOCTU OT mepeHocumocTH. s mposenenust kypca ATG HeoOxoauMo
YCTAaHOBUTH JBYXXOJOBBIM ILIEHTPAJIbHBIM BEHO3HBIM KaTreTep, T.K. IpernapaTr MOMXKET
BBI3BIBATh CKJIEPO3MPOBAHUE MEPUPEPHUUECKUX BEH U €r0 HEeXKEJIaTeIbHO CMENIUBATH C
IPYTUMU TpernapaTaMy U KOMIIOHEHTaMU KPOBH.

HenocpenctBenno B nepBbiit AeHb Kypca ¢ ATG HeoOX0AMMO BBECTH «TECTOBYIO» J103Y.
B Hacrosimiee Bpemsi pPEeKOMEHAYETCS WHCIMOJIb30BaTh HE BHYTPUKOXKHYIO TIpoOy, a
«TECTOBOE» BHYTPHBCHHOE BBeeHUE [2].

Pacuetnyto nmo3y hATG (kaxmas 5 mur ammyna coieput 250 Mr JiomaguHHOTO
rammarao0ynuHa) pazpoaar B 1000 mu 0,9% pactBopa xiopuaa Hatpus (KOHLEHTpALIMS
HE JI0JDKHA TIPEBBIIATh 4 Mr/mil). B TeueHue nmepBoro yaca BBOASIT PACTBOP CO CKOPOCTHIO
100 mn/gac. Ilpum xopomield MEPEHOCHMOCTH CKOPOCTh HMH(QY3WHU IMOBBIMAOT (001mas
MPOJIOJDKUTENHFHOCTh MHPY3UH HE TOJDKHA OBITh MEHbINE 4 9acoB U Ooible 24 4acoB, B
cpeaneM 12-18 gacos).

B npouecce tepanuu B mepBeie 4 AHS Kypca HEOOXOAUMO MOJAEPKUBATH YPOBEHB
TpoMbo1uTOB Ha udpax 20-30 x 10%11.

[To6ounsie >pdexter ATG BKIIOYAIOT paHHUE PEAKIUU: JUXOpaaKa, 03HOO, THUIO- U
TUNIEPTEH3UM, 3aJ€PKKH KUAKOCTH, OTEK JIeTKUX, aHaWiIakCus W TMO3JHHE —
CBIBOPOTOYHAsI 00JIe3Hb Ha 7-14 MHU OT Hayaya JIeUCHHUs], MPOSBIISIIONIASACS apTpaIrueH,
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MUAJITHEH, BBICBIMAHUSAMU M JUXOpaakol. [lns nedeHus: CBHIBOPOTOUHOM OOJE3HU
ucnoinb3ytorcs ['KC (ruapokoptuzon 100 Mr X 4 paza B CyTKH).

hATG 40 mg/kg He MeHee, 4eM 3a 4 yaca B Te4yeHue 4x aHen

LivknocnopuH A B ctaptoBou gose 10 Mr/kr B 2 npuema ¢ 1ro AgHA Ao 6 mecsueB™ (ueneBas KoHUeHTpauua 200 and 400 ng/mL)

Henb 1 Hexb 2 Oexb 3 Oexb 4
r\t f'\L T\ O v
AueToMUHOMDEH K
OudpeHruapamuH nepen Kaxagown
nosont hATG

Henb 14

‘ Mpeaxn3onoH 1 Mr/kr ¢ 1ro no 14i geHb (NpodunakTuka cbiBOPOTOYHOW B0Me3Hu)

* MeAneHHaa oTMeHa CsA B TedeHue 18 MecaleB (pedykuua 4o3bl Ha 25% Kaxable 3 mecaua
npUema, HayuHana ¢ 6 Mecsues A0 oOLIeR NPOSOMKUTENBHOCTH TEpanuu 2 roaa) 8
NPOCNEKTUBHOM WCCNEA0BaHUM HE NMOKa3ana NPeuMyLLecTs B CPABHEHNW C NPOCTON OTMEHON
npenapara nocne 6 Mecaues

* NPOMUNAKTUKA NHEBMOLMCTHOM MHEBMOHMM B TEYEHNE 6 MECALEB

Pucynok 3. Cxema hATG+CsA [12]

Ta6auna 5. Kpurepun oTBeTa HA UMMYHOCYIIPECCHBHYIO Tepanuio [3].

Karteropusi orBera Tsoxenaa AA He Tsskenas AA
Her otBera Coxpanenue kputepues | [lokazaTenu KpoBU Xyxke WIH
TspKesnon AA HE COOTBETCTBYIOT
YKa3aHHBIM HUXKE
YacTuuHblli OTBET HezaBucumocts ot | HezaBucumocts oT
Tpanchy3uit Tpanchy3uit  (ecnm  paHee
Her KPUTEPUEB, | UIMEIIACh)
cooTBeTcTBYyromux Tspxenou | UJIM ynBoenune mokazarenen
AA AU HOpMaJu3aus o
KpalHE Mepe IO OJHOU
KJIETOYHOM JINHUU
NJIn IIOBBIIICHUE oT
HCXOJIHOTO reMOrJIO0nHA
6omee 30 r1/mn  (ecnm
W3HaYanbHO  ObUT  <60);
HeiTpodunoB Oomee 0,5 X
10%n  (ecmu  W3HAYANBHO
<0,5); TpombouuToB >20X
10%1n (ecu u3HaganbHO <20)
[TonHb1 OTBET I'emorno6bun B mpenenax | To ke, 4To mpH TsDKEIOH AA
pedepeHCHBIX 3HaUCHUI
He#itpodpuner Gomee 1,5 x
10%/n
TpomOouuter Gomee 150 x
10%n

17



AA y mallMeHTOB IO0KHJI0I0 BO3pacTa.

Be16op Tepanuu y nmanmeHToB ctapie 60 JeT A0HKEH ONpenensiTbCcs MHIWBUAYAIbHO C
y4eTOM KOMOPOUHOrO (oHAa.

KoMOuHupoBaHHasi UMMYHHOCYIIPECCUBHAS Tepanus MOXKET 00CYKIAaThCsl y MALMEHTOB
BO3pAcTHOM rpynmnsl 10 65 JeT ¢ UHIEKCOM KOMOPOUIHOCTH MeHee 2 ¢ Tsxkesnon hopmoit
AA ¥ TsxkenbIMU MHQEKIHOHHBIMU OCJOXKHEHUAMH. [IpoueHT ocnokHeHuil mnocie
koMOuHupoBanHoii UCT B nanHoi kareropun 007IbHBIX BBUAE MH(PEKIUH, KPOBOTEUECHUH,
CEPJIEYHO-COCYIUCTBIX OCJIOAKHEHUHN 1 HAPYILIEHU pUTMa BBIILIE, YEM Y MMALIMEHTOB 0oJiee
MOJIOIOTO BO3pacTa, Kak U CMEPTHOCTH Mpu NpoBeaeHuu komouHuposannoit UCT Beiie
B cTaplleli BO3PACTHOI KaTeropuu 00bHbIX. [1]

Y nmamueHTOB ¢ HeTskeloul AA B Bo3pacTHOM rpymnme crtapmie 60 JIeT MoXkeT
IPOBOJNUTHCA MOHOTEPANUS LUKIOCIIOPUHOM. Y MY>KUMH JIaHHAsl Tepanus BO3MOKHA B
KOMOMHAMKU C  aHAPOreHamMHu, IMpPU YCIOBHM CTPOTOro  MOHUTOPUPOBAHUS
renaToTOKCUMYHOCTH, HE(POTOKCUUHOCTH, CEPIIEUHO-COCYUCTON CUCTEMBI.

[ManrenTs! ¢ TsKENOM Popmoit AA, pedpakTepHble K UMMYHOCYITPECCUBHOM Tepanuu
MOTYT CTaTh KaHAWJATaMU Ha Tepanuio d3JabTpoMOonarom. JlaHHBIN BUI Tepanuu
TpeOyeT CTpPOro MOHHMTOPHUHTA KJIOHAJIbHOW »Bomtonuu (uckimwdenus MJC/AA,
MOHOCOMUHU 7).

BepemennocTs u AA.

bepeMeHHOCTh Y MaIMeHTOK C arjIacTYeCKON aHeMHEe O0CTaeTcs CII0KHON TPOOIeMOid, HO
HaJIM4ME aIIaCTUYECKON aHEMUU Y J)KEHIIMHBI HE UCKIIFOYAeT BO3MOKHOCTH MAaTEPUHCTBA.
VY manumeHToK mociie ycremHod amuioreHHod TKM OepeMeHHOCTh MOXKET SIBIATHCS
TPUITEpPOM peruanBa 3aboneBanusi. B To ke Bpemsi mpepbiBaHUE OEPEeMEHHOCTH HE
aBisgeTcs (PaKTopom, 61aronpUsITHO BIMSIIONIMM Ha MIPOTHO3 ¥ HA COBPEMEHHOM dTare JJIs
MHOTHX TaIlMEHTOK Mepuoa OEpeMEHHOCTH M POJOB MOXKET MpoiTu Oe30MacHo, B
O0COOCHHOCTH TPHU HETSIKENIon AA.

Ecnu HeT momoNHUTENbHBIX MOKa3aHUH, MAIMEHTKH MOTYT OBITh POJIOPA3PEIICHBI Yepes
€CTECTBEHHBIE POJOBBIE ITYTH.

B Hacrosimiee Bpemsi, mporHo3 0oJiee OarompuUsTHBIN, HEXEN HECKOJIbKO JECATHICTUN
Ha3aJl, BO MHOTOM 3TO CBS3aHO C OoJjee Jydiied MOANECPKUBAIOIICH Tepamuei, B
YaCTHOCTH B 0O€cCIieueHure MpernaparaMy KOMIIOHEHTOB KPOBH.

Baxxno qoHecTH 10 MAIMEHTKU U €€ CeMbU MH(GOPMAIIMIO O MOTEHIIUATBHBIX PUCKaX KaK
JUIsE Matepu, Tak W i pebeHka. OKOHUATENBHOE PEIICHHE O MPOJIOHTHPOBAHUU
OEpEeMEHHOCTH WJIH €€ MPEPHIBAHUH 110 MEUIIMHCKUM TTOKA3aHUSAM JICKUT TOJTHOCTHIO Ha
MAIMEHTKE TOJBKO MOCIE TOTO, KaK OHA TIOJTHOCTHhIO MHOPMHUPOBAHA O PUCKAX.
CymiecTByeT MOBBINICHHBIH PHUCK ANIOMMMYHH3AIUA K TPAHCQPY3USIM DPUTPOIUTOB H
TPOMOOIIMTOB MPU HOPMAJIBHOW OEPEMEHHOCTH M JTOT PHUCK elle OOJbIle BO3POC MpHU

! Tichelli A, Socie G, Henry-Amar M, Marsh J, Passweg J, Schrezenmeier H et alEuropean Group for Blood and Marrow
Transplantation Severe Aplastic Anaemia Working Party. Effectiveness of immunosuppressive therapy in older patients
with aplastic anemia. Ann Intern Med 1999; 130: 193-201.
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arIaCTUYECKOM aHEMUU B CBSA3M C YeM TpaHC(Hy3UOHHAs Tepamus JOJKHA IPOBOIUTCS 110
OYEHb CTPOTUM MOKA3AHUSIM.

Cunraercs, uro npumeHenue ATl sBiseTCs CIMIIKOM PUCKOBAaHHBIM Yy OEPEMEHHBIX, U
M3BECTEH JIMIIb OJHMH CIIy4ail IPUMEHEHUs 3TOro Ipernapara B KOHLE OEPEMEHHOCTH y
MAlMEHTKH TAA, y KOTOPO#l poIniICs HOpMaJIbHBIN 310pOBbI pedeHoK. Lluknocnopus Bo
BpeMsi OEpeMEHHOCTHU MPUMEHSETCA, SBISETCS O0€30HMacHbIM M HE TOBBIIIAET PUCK
MOPOKOB pa3Butus [2].

Ecnu nanueHTka Hy)XZaeTcs B NepeIuBaHUM WM MTOKa3aTelld aHAIU30B KPOBU CHUKEHO
70 YPOBHSI, KOTOPBI CKOPO MOTPeOyeT TPaHCPY3MOHHOW MOANEPKKUA PEKOMEHIYETCH,
HavyaTh nepopanbHbid npueM [{ukinocnopuna A mo 3-5 Mmr / Kr B JIeHb U MOJJEPKUBATD
YPOBCHb KOHIICHTpAIMH TIperapaTa B ChIBOPOTKE KpoBU Mexay 150 u 250 ur/mi. Oteer
Ha IIUKJIOCTIOPUH MOKET OBITh OTCPOYEHHBIM U HaOJt01aThes uepe3 6-12 Henens.

MoHoTepanus HUKJIOCIIOPUHOM A.

UcnonwzoBanne CSA 06e3 komOuHaiuu ¢ ATG He ABISIETCS CTaHAAPTHBIM
TEpPaNeBTUUYECKUM TOJX0JIOM TMpu AA BHE 3aBUCHUMOCTH OT CTCIECHH TIKECTH
3a00JICBaHUs U B 11€JIOM He pekoMenayercs [18-21] .

ConpoBoauTejbHas Tepanusi: TpaHcdy3HOHHAS MOAIepPKKa [2].

[Ipodunaktuueckue TpancPy3uu adepe3HbIXx BUPYCUHAKTUBUPOBAHHBIX, JKEIATEIbHO
00JIydeHHBIX TPOMOOIIMTOB MPOBOJAT MpU TpomoOoumTonernnu menee 10x109/m unu nipu
yposHe MeHee 20x10%/1 B cirydae HaluuMs TMXOPAIKH WITH IIIAHKPYEMBbIMU HHBA3HBHEIMH
nporeaypamu. (Y — D).

Tpanchy3un nerkoGUIBTPOBAHHOM, KEIATEIIBHO O00JIYUYSHHOW SPUTPOLIMTAPHON B3BECU
IPOBOAMUTCS MPU HATHYUHU TUIOXOM MEPEHOCUMOCTH aHEMUU (CJ1ab0CTh, TOJIOBOKPY>KEHHE,
TaxXuKapaus), B 0COOCHHOCTH MpH Hanuuuu cumitomoB B okoe (Y1 — D) [2].
[Tokazanus K MpOBEEHUIO TPAHC()Y3MOHHON Tepanuu ONPENETSIOTCA B IEPBYIO OYepelb
KIMHUYECKUMU TPOSABICHUSIMU HWHAMBUAYAIBHO [JIS Ka)XJOro IMalMeHTa C Y4YeTOM
BO3pacTa, COIYTCTBYIOLIUX 3a00JIeBaHHM, IEPEHOCUMOCTH XHUMHOTEPANUU U Pa3BUTHUS
OCJIO)KHEHHMM Ha MPEABIAYIINX dTanax JeUeHUs.

JlaGopaTtopHbie TOKa3aTeNW I OINpeAeNieHUs TMOKa3aHUW HMEIOT BCIIOMOTaTEIbHOE
3HAU€HWE, B OCHOBHOM [IJIsl OIIEHKH HEOOXOAUMOCTH MPO(]HIaKTHUYECKUX TpaHchy3uit
KOHIIEHTpaTa TPOMOOIUTOB.

[Tokazanust k TpaHChY3HsIM TaKKe 3aBUCAT OT BPEMEHH, IOCJE MPOBEACHHUS Kypca
XUMHOTEpANu — MPUHUMAIOTCS BO BHUMAaHUE MMPOTHO3UPYEMOE CHUKEHHE MOKa3aTee
B OJrpKaiiime HECKOIbKO JHEH.

JputpouutapHas B3Bech (Y — D):

e VpoBeHb TeMOrjoOWHA HE HYXHO IOBBINIATh, IIOKa OOBIYHBIC pE3CPBHI U
KOMIICHCAIIHOHHBIC MEXaHU3MBI JIOCTATOYHBI JIJIS1 YIOBICTBOPEHUS TOTPEOHOCTEH TKAaHEH
B KUCJIOPOJIE;
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e (CymecTByeT TOJIBKO OJHO MOKa3aHue ISl TpaHC(y3Uid SPUTPOLUTCOACPIKAIIUX CPEJl
pU XPOHUYCCKUX AHEMHUSX — CHUMITOMHAs aHeMwus (TIPOSBISIONIASCS TaxXUKapAUeH,
OJIBIIIIKOM, CTeHOKapiuen, cuHkone, denovo aenpeccueit unu snesanueit ST);

e VYpoBeHb remorsoomHa menee 30 r/m sBHsieTcs aOCONIOTHBIM TOKa3aHUEM ISt
TpaHC()y3UU IPUTPOIIUTOB;

e [lpu oTCyTCTBUM JEKOMIEHCUPOBAHHBIX 3a00JIEBAaHUM CEPAEYHO-COCYAUCTOU
CUCTEMBI U JIETKUX IMOKAa3aHUSAMH IS TPOQUIAKTUIECKON TPAHC(Y3UU DPUTPOITUTOB ITPHU
XPOHUYECKHUX aHEMUSIX MOT'YT OBITh YPOBHHU T€MOTJIOOMHA!

Bo3pacr (j1eT) Tpurrepusiii ypoenb HbD (/)
<25 35-45
25-50 40-50
50-70 55
>70 60

Konuentpat TpoméounToB (Y — D):

e IIpu cHmwkeHUM ypoBHA TpomGomuToB MeHee 10 x10%nm mpoBoamtcs Tpanchysus
adepe3HbIX TPOMOOIIMTOB C IEIBI0 MOJIepXKaHUS UX ypoBHS He HUke 30-50 x 10%n B
ocoOeHHOCTH B miepBhie 10 qHElN Kypca.

e [Ipu HaTMYUU BBHICOKOTO pHCKAa Te€MOpparu4ecKux OCIOKHEHHM (Bo3pacT ctapiie 60
JIET, TIOBBIIIIEHUE YPOBHA KpeaTuHuHa 6osnee 140 MKMOIb/11) HEOOXOAUMO MOACPKUBATD
ypoBeHb TpoMbo1TOB Gonee 20 x10%/.

Cae:xe3zamoposkenHas miasma (Y — D):

o Tpanchy3unm C3II mnpoBomsiTcs y TMANMEHTOB C KPOBOTEUECHUEM WM TIEpen
IPOBEJCHUEM WHBA3UBHBIX BMELIATEIbCTB;

o [larmentet ¢ MHO >2.0 (npu HEHpOXUPYPrHUYECKUX BMeIlIarenbcTBax >1.5)
paccMaTpHUBarOTCA Kak KaHauaaTsl 11 Tpancdy3uu C3I1 npu minaHupoBaHUY MHBA3UBHBIX
npoueayp.

ConpoBoauTejibHas Tepanusi: xeaatopbl [2,4,29,30].

Tpanchy3un SpUTPOIUTHOH MacChl OONBHBIM aIUIACTHYECKOW aHEMHUEH JOJDKHBI
OCYIIECTBIIATHCS TPU JUHAMHYECKOM KOHTPOJIC 3a TOKa3aTellsiMu OOMeHa keinesa. [2]
[leperpy3ka xene3oM B pe3ydbTaTe€ MHOMXECTBEHHBIX TeMOTpaHChY3Uil SBISETCS
MOKa3aHUEM K MTPOBEJICHHIO XCIIATOPHOM TepaIruu ¢ ucnoib3oBanueM Jledepasupokca [2].
(YA -B)

J103b1 XeIaTOPOB 3aBUCAT OT (POPMBI BEITyCKa M YPOBHS CHIBOPOTOYHOTO (hepputrHa. [Ipn
OJIHOBPEMEHHOM HAa3HAYEHUU C LHUKJIOCIIOPUHOM TpeOyeTcsl THIATENbHBII KOHTPOJb
GYHKIIMM TIOYeK © KOPPEeKIHsS J03bl TpernapaToB TMpPU PA3BUTHH  TMOYCHHOU
HEJIOCTATOYHOCTH.

Brxurouenune B mporpamMmy JiedeHHs OOJMBHBIX pedpaKkTepHON armiacTUYecKOW aHeMuen
Hedepasupokca MokeT OBITh PEKOMEHAOBAHA MPU TOBBIMICHUN (HEPPUTHHACBIBOPTKU
6onee 1000 wr/mn. [2] JledeHune MPOBOIAT TMOJ KOHTPOJEM YPOBHS CHIBOPOTOYHOTO
dbeppuTHHA C YacTOTOM 1 pa3 B MecHiIl.
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ConpoBoauTesbHasi TEPANUA: ATOHUCTHI TPOMOONOITHHOBBIX PELENITOPOB.
TpoMOONOATUHBI — OCHOBHBIE 3HJOT€HHBIE PETYIISITOPHI IPOIYKIMN TPOMOOLUTOB Yepes3
CBs3bIBaHME C OJHOMMEHHBIMU peuenrtopamu u c-MPL. HecMotps Ha 3HauyuUTENIBHO
MOBBILIEHHBIN YPOBEHb SHAOT€HHOTO TPOMOONO3THHA Y NAUEHTOB ¢ AA U B OTJIMYHUE OT
sputrponodTiHoB U [-KC® B Hacrosimee BpeMsi pPEKOMOMHAHTHBIE YEJIOBEUECKUE
TPOMOOMOATUHBI UMEIOT ONPEEICHHbIE TOKAa3aHUs K IPUMEHEHUIO Y MallMeHTOB ¢ AA.
C-MPL nomMuMO MErakapuoIUMTOB TAaKXKe€ DJKCIPECCHUPYETCS Ha T'E€MONO3THYECKHX
CTBOJIOBBIX KJIETKaX M KIETKaX-MpPEeAIIeCTBeHHUKAX, YTO OOBACHSET MOTEHLUAIbHYIO
TEPANEeBTUYECKYIO POJb arOHUCTOB TPOMOOMOATHHA MO UX BIUSHUIO HA pa3HblE JIMHUU
remorod3a npu AA [22].

ConpoBoaurtenbHasi Tepanusi: NPOPUIAKTHKA W JieYeHHe MH(PEKIMOHHBIX
OCJIO)KHEHMH: CM. KJIMHUYECKHH NPOTOKOJN JMArHOCTHKU W JedeHus «DebOpuiibHas
HEUTPOIICHUS.

5.3 Xupypruyeckoe BMelIaTeJIbCTBO:
e CmneH’KTOMHUSI B HACTOAIIEE BpeMs HE HMEET CaMOCTOATEIbHOTO 3HAa4YeHUs B
Tepanun AA.

5.4 lanbHelilee BeleHUE: CM. TyHKT 3.4

5.5 UHauKaTopbl 3PPeKTUBHOCTH JICYEHMSI:
Ta6auna 5. Kpurepun oTBeTa HA UMMYHOCYIIPECCUBHYIO Tepanuio [3]

Karteropusi orBera Tskenana AA He Tsskenas AA

Hert oTBeTa Coxpanenue kputepueB | [lokazatenu KpoBHU Xyxe WU

TsDKesnon AA HE COOTBETCTBYIOT
yYKa3aHHBIM HUXKE

YacTUYHBIA OTBET He3aBucumocThb ot | He3aBucumocTh oT
Tpanchy3uit Tpanchy3uit  (ecnm  paHee
Her KpUTEPHUEB, | NMENAch)
cooTBeTcTBYyromux Tsxenor | UJIM ynBoenue mokazarenen
AA U HOpMaJu3aIus o

KpalHE Mepe IO OJHOU
KJIETOYHOU JINHUU

NJIN ITOBBILLICHUE oT
HCXOJIHOTO reMorio0nHa
bomee 30 1/mn  (ecnm
W3HaYanbHO  ObT  <60);
HelTpodunoB Oomee 0,5 X
10%n  (ecim  W3HAYAIBHO
<0,5); TpombouuToB >20X
10%/1n (ecu u3HaganbHO <20)
ITonHblid OTBET I'emorno6un B mpenenax | To ke, 4o mpu TspKenoi AA
pedepeHCHBIX 3HAUCHHIA
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Helitpopuner Gomee 1,5 X
10%n
Tpombouutel 60nee 150 %
10%n

6 OPIAHU3AIIMOHHBIE ACITIEKTHBI ITPOTOKOJIA:

6.1 Cnucok pa3padoTUYMKOB MPOTOK0JIA ¢ YKa3aHMEe KBATH(PHUKANMOHHBIX TaHHBIX:
1) Kemaiikun Bagum MarBeeBud — KaHIWAAT MEAMIMHCKHX HAyK, PYKOBOJHTEbH
JernapTaMeHTa OHKOIeéMaToJOTMM M TpaHCIUIaHTauuu KoctHoro wmosra TOO
"HarmoHanbHbIN HaYyYHBIA OHKOJIOTUYECKUAUN LIEHTpP".

2) Knoasuuckuii AHTOH AHATOJIBEBHY — KaHIUAAT MEIUIIMHCKUX HayK, remarosor TOO
«lleHTp reMaTosOrun», MEAULMHCKUN JUPEKTOP.

3) TypryHoBa Jlrogmuna ['eHHasbeBHA — JOKTOp MEIUIIMHCKHUX HayK, mpodeccop
kadeapsl BHyTpeHHHX Oose3neit No2 HAO «MenunuHckuii yauBepcuteT Kaparanabn.
4) KapakynoB Poman KapakymoBuu — JOKTOp MEAMIMHCKUX Hayk, mpodeccop,
Axkanemuk MAUN PI'TI na IIXB «Ka3axckuil Hay4HO-HCCIIEIOBATEIbCKUN HHCTHUTYT
OHKOJIOTUH U PAJANOJIOTUN TJIABHBIN HAyUHBINH COTPYIHUK OTJEICHHS TeM0O0I1acTO30B.

5) Pamunb6exoBa ['ynemupa KypOaHoBHa — JOKTOp METUIIMHCKHX Hayk, mpodeccop
aKylIep-rMHEKOoJIor, crapmuid opauHatop akymepckoro otaeneHus Nel KO «UMOC»
HanunonanbHblii HAy4YHBIN LEHTP MATEPUHCTBA U JIETCTBA.

6) Maxkankuna Jlapuca ['eHHagbeBHA — KIMHUYECKUH (hapMakoJor, JOICHT Kadeapbl
KapAMOJIOTHH, BHYTPEHHUX O0JIe3HEN, MEMKO-COIIUATIbHOM SKCIIEPTU3bI U peaOMIUTAIINH
HAO «MenumuHackuii YHUBEpPCUTET ACTaHay.

6.2 Yka3aHue Ha OTCYTCTBHE KOH()JIUKTA MHTEPECOB: HET.

6.3 PeueH3eHTbI:

1) PamazanoBa Paiiryns MyxamOeToBHa — AOKTOp MEIMIMHCKHX HAYK, 3aBeIyIOIIast
kypcoM rematosiorun AQO «Kazaxckuili MEIUUMHCKUN YHUBEPCUTET HEMPEPHIBHOTO
00pa3oBaHUs.

6.4 Yka3anue ycJIOBHii NepecMOTpa MPOTOKOJA: TIEPECMOTP MPOTOKOJA Yepe3 5 et
MOCJIE €r0 OMYOJIMKOBAHUSA U C IaThl €r0 BCTYIJICHUS B IEHCTBUE WK ITPU HAJIMYUU HOBBIX
METOJIOB C YPOBHEM JI0KA3aTEIbHOCTH.

6.5 Cnucok ucnoIb30BaHHOM JTUTEPATYPbI
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