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Cnucok cokpaieHui

AJl — apTepuanbHOE JaBJICHUE

AUKK - aHTUMHTHOUTOPHBIN KOATYJISTHTHBIN KOMIUIEKC
AUYTB - akTHBUPOBaHHOE YACTHYHOE TPOMOOTUIACTHHOBOE BpeMSI
BE - bere3na eqununa

I'A - remodumus A

I'B - remodunusa B

DDAVP - necmornpeccun

JIB - neHb BBeJCHUS

KKT - xeny104HO-KUIIIEUYHbIA TPAKT

NUT - unayKIyusa UMMYHOJIOTHYECKOM TOJIEPAaHTHOCTH

KT - xommnbroTepHast tomorpadus

MKB-10 — mexxnynaponas kinaccudukanus 6omxesneit 10
MHH — mexnyHapoaHOe HeMaTeHTOBAaHHOE HAMMEHOBaHUE
MPT - marHuTHO-pE30HaHCHAs TOMOTpadust

HIIBII - HecTepouIHbIE TPOTUBOBOCTIATUTEIBHBIE TTPEMapaThl
I1B - mporpoMOMHOBOE BpeMs

TB - TpoMOHHOBOE BpeMs

FVIII - dpakrop cBepThiBanus kposu VIII

FIX - dakTop cBepThiBaHus KpoBH X

FXI - dakrop cBepThiBanus kKpou XI

FXII - ¢pakTop cBepThiBanus kpoBu XII

PFA — ananusarop ¢yukuuu tpombonutos (platelet function analyzer)
VWEF- dakrop Bunnebpanna

VWF:RCo — pucroueTiua-kopakTopHast akTUBHOCTb
VWF:Ag— anturen ¢akropa Bumiebpania

[HHC - uentpanpHas HEpBHAs CUCTEMA
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BBenenue

['emodumuss — HacliecTBEHHOE 3a00JIeBaHUE CBEPTHIBAIOIIEH CHCTEMBI KPOBH,
BO3HHKaroIIee B pe3yibTare Aedunura paxkropa ceepreiBanus kposu VI (FVII) —
remouius A, uiu dakropa ceepreiBanus Kpou IX (FIX) — remodumus B.

['emodunms nepenaercs no X-CLUEIVIEHHOMY PELIECCUBHOMY ITyTH HACJIEIOBaHMUS.
[Tpumepro y 70% GONBHBIX UMEETCs OJIOKHUTEIBHBIN CEMEHHBIN aHaMHE3 0 3a00JIEBaHUIO.
[TpuurHO reModuIuy ABIAIOTCS MyTanuu rera, kogupyromero FVIII (Xq28), unu rexa,
koaupytoero FIX (Xq27). B 30-35% ciiydaeB BO3MOXHBI CLIOpaAMUECKUE MyTaluu 6e3
HAJIMYMS CEMEWHOT0 aHaMHe3a 3a00JIeBaHuUS.

PacnpoctpanenHOCTh TeMO(UIINH IO HACENCHHIO B 11eJIoM orleHnBaeTcst kak 1:10 000.
I'emodumus A (I'A) Bcrpewaercs vaie, uem remodumnmst B (I'B) u cocraBisier 80—85% obmero
yrcina ciayvaes. [logasistomnee 60IBIIMHCTBO OOIBHBIX TeMOGUIHEH— MYXYUHBI. VI3BECTHBI
eAMHUYHBIC CTydar reMO(HINY Y )KEHILUH [TPU HACJIeIOBAaHUHU I'eHa OJJHOBPEMEHHO OT OTIa
(6onbHOTO TeModuMIKeii) M OT MaTepu (HOCUTENS TeHa), TM00 y KEHIIUHBI C MyTalllel reHa Ha
OJIHOI XpOMOCOMe, KOTJja TeH Ha Ipyroi Xxpomocome HeakTuBeH (6ose3us [lepemeBckoro-
Tepuepa u ap.). Y HEKOTOPBIX JKEHIIUH, SBIISIOMINXCS HOCUTENbHULIAMU MyTanuii renoB FVIII
win FIX, Taxoke MOryT HaOIr0AaThCsl KIIMHUYECKUE MposiBieHus remodunuu [1].

Komuposanue no MKb-10: D66.0 — Hacnencreennsrii nedunut dakropa VIII u D67.0 -
HacnencrBennsiii nepumur dakropa IX.

Kuaacenpukanus

KJ'IaCCI/I(I)I/IKaI_[I/IH FCMO(I)I/IJ'II/II/I IO CTCTICHU TAKECTU OCHOBAHA HA OIIPCACIICHNUN aKTUBHOCTU
FVIII u FIX (ra6m.1).

Tab6auna 1. Kinaccndukanus reMopuainm no creneHn TsKecTH

®dopma AxtuBHocth FVII/FIX (Hopma 50-150%) | Kiunuveckue nposiBjeHust
Tsxenas <1% JleOroT 3a005ieBaHUs B paHHEM
Cpenneit 1-5% JETCKOM BO3pacTe:

TSKECTH PELMIUBUPYIOIIH I

reMOPpParuv4eCcKuii CAHIPOM
MPEUMYIIIECTBEHHO
r€MaTOMHOTO THIIa
(IpeuMynIecTBEHHO
CTIOHTAHHBIE KPOBOTCUYCHHUSI)

Jlerkas >5% KpoBoTeuenus: BOZHUKAIOT
MOCJIe TPABM WITH ITPU
MPOBEJICHUN HHBA3UBHBIX
BMeEIIATEILCTB




Oxkoio 60-70% Bcex TUarHOCTUPOBAHHBIX CIy4aeB FeMOMUINH COCTABIISAIOT TSXKEIbIE
dopmbl 3a06051€BaHus, U1 KOTOPBIX XapaKTepHbI CIIOHTAHHBIE TEMOPPATHUECKUE SMTU30/IbI
(mpeuMyIIECTBEHHO FeMapTpO3bl M T€éMaTOMbI MSTKUX TKaHEH pa3JInYHbIX JIOKAIU3ALH).
Crernenbp TSKECTHU HAPYIICHUN CBEPTHIBAHUS KPOBH U KIIMHUYECKUX MPOSIBIICHUHN TpU
reMo(puIuu 3aBUCUT, KaK MIPABHUIIO, OT YPOBHS aKTUBHOCTH (paKTOpa B KPOBH, OJIHAKO B
KIIMHUYECKON MPAKTHKE HE BCET/Ia CYIIECTBYET MpsiMasi KOPPeIALns MeX 1y J1JabopaTOPHbIM U
KJIMHUYECKUM (eHOoTHIIamMu 3a0oneBanus [2, 3].

Kinunuyeckue npusHaku

OcHoBHOE IIPOsIBIICHUE TeMO(IINU — KPOBOTEUEHUS M KPOBOU3JIHSHHUS, BOSHUKAIOIIHE
CIIOHTAHHO WJIX BCleACTBUE TpaBMbI (Ta0i.2). 'A u I'B uMeroT cX0KyI0 KIMHHYECKYIO KapTHHY

[2].

Taoauna 2. Kiunn4yeckune nposiBjieHusi reMopuanu

Buabl KpoBoTE4YeHHIT/KPOBON3TUAHHI Yacrora, %
Tunuunbie

['eMapTpO3bI KPYIHBIX CYCTaBOB 70-90

I'emaTOMBI (KPOBOM3IUSHUS B MBIIIIBI/MSATKHAE TKAHH ) 20-40

KpoBoTeueHus U3 CIIM3UCTHIX (HOCOBBIE, IECHEBBIC, TYHOYKOBBIC) 10

['emarypun 5-10
JKusneyrposxaromue

B ITHC

B XKT 5

B oGnactu mewn/ropna

3a0pIoMIMHABIC TEMATOMBI

Jns Tsxkenoit popMbl reMopUIINN XapaKTEPHO MOSBIEHUE TeMOPParndeckoro CUHIpoOMa Ha
NEPBOM I'OJTy )KM3HHM C Hayasla akTUBHOTO NepHoja y peOeHKa (reMaToMbl MATKUX TKaHeH,
MOCTTPaBMaTHYECKHE KPOBOTEUEHMSI U3 CIM3UCTBIX, TeMapTpo3bl). [lopaxkaroTcst B 0CHOBHOM
KPYIIHbIE CYCTaBbl: KOJIEHHBIE, TOJIECHOCTOITHBIE, JIOKTEBBIE U Ta300€IpEHHBbIE.

I'emodunns cpeaHel TXKECTH UMEET CXO/HbIE NposiBieHus. [lepBble npu3HaKku, Kak
MPaBUJIO, PA3BUBAIOTCS MOCJE roa. Y MallMeHTOB ¢ aKTUBHOCTHIO (pakTopoB Oosee 2% pexe
BO3HHUKAIOT KPOBOUBIIHMSIHUSA B CYCTaBbl, 3a0pIOIIMHHBIE TeMaTOMBbI, TeMaTypuu. Hanbomnee
TUIHYHBI TOCTTPAaBMaTUYECKHE T€MAaTOMBI U JTTUTEIbHBIE KPOBOTEUEHUS, 0COOCHHO MPH
TpaBMax CIM3UCTBIX 000JI0YEK.

Jlerkast reMo(miIHsi MOKET HUKAK HE TPOSIBISITHCS Ha MPOTSHKEHUN BCEH JKU3HH.
['eMopparuueckuii CHHAPOM OOBIYHO BO3HUKACT BCIICACTBHE 3HAUUTEIBHBIX TPABM HITH MTPH
XHPYprHYecKoM JeueHnu. [lopakeHne onmopHo-ABUIaTeIbHOTO alnapara BCTpeYaeTcst
4Ype3BbIYaliHO peako [3-4].




JIlnarnocTuka

I[I/IaFHOCTI/IKa FCMO(I)I/IJ'H/II/I HA4YMWHACTCA C BBIABJICHUA HAJIUYWA IrEMOPPAri4€CKoro CHHAapomMa
B aHAMHC3C Yy IMallUCHTA 1 YJICHOB CCMbU.

I[Ipu cOope aHamHe3a 3a00JIeBaHKs U CEMEITHOTO aHaMHe3a MallueHTa PEKOMEH/YeTCsI
BBUICHSTH HAJIMYKE MPOSIBICHUI T€MOPPAruvecKOro CHHAPOMA: JKal00 Ha JIETKO MOSIBIISIOIINECS
9KXHMO3bI U TeMAaTOMBI B PAHHEM JICTCTBE; BOSHUKHOBEHHE CIIOHTAHHBIX KPOBOTCUCHUI
(0COOEHHO B CYCTaBbI, MBIIIIBI U MSATKHE TKAHH); JUTHTEIHHBIX KPOBOTCUCHHIA TTOCIIE TPABM HITH
XHPYPrHYECKOTO BMeIaTeabeTsa [3].

JlaHHbIe ceMeHOro aHaMHe3a MPUMEPHO Y 2/3 OOJBHBIX COAEpKAT yKa3aHHs Ha
reMOpparuuecKue MposiBICHUs y OJIM3KUX POJCTBEHHUKOB 10 MATEPUHCKON JMHUHU (Y MY>KUYUH,
pexe y keHIIMH). J[aHHbIe TepCOHaIbHOIO0 aHaMHE3a MOTYT COJIep>KaTh HH(OPMALIKIO O
reMopparuuecKkux nposiBjieHusX y nauuenta. [Ipu coope anamHesa 3a0o0aeBaHusl HEOOXOAMMO
oOpaiaTe BHUMaHKWE Ha HAJIMYME TeMOPPArHuecKUX MPOsBICHUH B HEOHATAIILHOM IIEPUOJIE B
BUjie KehasoreMaToM, BHYTpUUEPEIHBIX KPOBOU3IUAHUI, KPOBOTOUYMBOCTH U AJTUTEIHLHOM
3a)KUBJICHUM ITYTIOYHOW PAHKH; Y TPYIHBIX JETEH — 3KXMUMO30B, HE CBSI3aHHBIX CO 3HAYMMOU
TPaBMOI1, FeMaTOM MATKHMX TKaHEH M0Cie He3HAUUTEIbHBIX YIINOOB WM CIIOHTaHHBIX. Y
HEKOTOPBIX JIeTel KPOBOTEUEHUS MOT'YT OTCYTCTBOBATh HA IIEPBOM IOy XKHU3HHU 0 TEX IOp,
MOKa peOCHOK HEe HAYHET XOIUTh [2]. BaxkHO 0Opamiate BHUMaHUE HAa HECOOTBETCTBUE
BBIPAXEHHOCTU T€MOPPAruyecKux MposIBICHUN TSKECTU IIPEIIIECTBOBABILIEH TPaBMbI, Ha
peunIMBbI KPOBOTEUYEHHH 11OCIIE IEPBUYHONM OCTAaHOBKH, HE CBS3aHHBIE C [IOBTOPHOM TPABMOM,
MacCHBHBIE U (WJIM) MHOXKECTBEHHbBIE T€MAaTOMBbl, CHCTEMHOCTb I'€MOPPAarn4ecKux MposBICHUN
(IposIBIIEHUS PA3IMYHOM JOKAIU3AIMHN), «CTIOHTaHHBIE TeMOpparuyeckue nposisiaeHus». [pu
Jerkoit popme remouIMKM KPOBOTEUEHHSI MOTYT OTCYTCTBOBATh JI0 IEPBOM TPABMBbI UIIH
XUpYypruyeckoro Bmemareascrsa. COop xano0 1 aHaMHe3a MMO3BOJIUT ONPEAETUTh 00beM
o0cIieZI0BaHus MalUEeHTa.

[Tpu npoBeneHnu GU3NKAILHOTO OCMOTpPA PEKOMEHyeTcsl oOpaliaTh BHUMaHUE HAa HAaJIU4Yne
KOXHOI'0 FEMOPParu4ecKoro CHHAPOMa pa3IM4HON BBIPAKEHHOCTH B BUJIE MHOKECTBEHHBIX
HKXMMO30B U T€MaTOM, BO3MOXKHBIX MPH TKENON U cpeiHeTsDKeNnol Gpopme reModunuu [4].
BbIcOKOBEpOSTHO BBIsIBIEHUE IPU3HAKOB MTOPAXKEHUS CYCTaBOB B BHJIE JIe(hOpMaIMU, OTEKA U
JIOKaJIbHOT'O TMOBBILIEHUS TEMIIEPATYPhI KOXKU (OCTPBIN reMapTpo3) U/1iIu NPU3HAKOB
HapyIIEHUs MTOABM>KHOCTH, 00beMa IBUKEHUHN CYyCTaBOB, TMIIOTPO(PHUH MBI KOHEYHOCTH Ha
CTOPOHE MOPAXEHHOTO CyCTaBa, HapyIIeHUe MOXOIKHU (1ehopMUPYIOLIAs apTPOIaTus).

JlaGopaTopHasi IMArHOCTHKA

Pexomenryercst mpoBeieHHE MOITAITHOTO JJaO0PaTOPHOTO KOAT'YJI0JIOTHYECKOTO
MCCJIEIOBAHMSI C LEIbI0 BEpUPUKALIUY IUAarHO3a U UCKITIOYEHHs TPUOOPETEHHBIX AEPUIINTOB
FVI/FIX, a Takxke uckitodeHus nepuuura Apyrux GakTopoB cBepThiBaHHs KpoBH [1, 5, 6].

B xauecTBe IEPBOro srtamna pCKOMEHAYETCA ITPOBOANUTH KoarynonomquKHﬁ CKpUHUHTI, B
X04€ KOTOPOro onpeaAcisieTCs CICAYOUICE:

® AKTUBUPOBAHHOE YacTHMYHOE TpoMOorutactTuHoBoe Bpems (AUTB);



e nporpombunoBoe Bpems (I1B);

e TpombuHosoe Bpems (TB);

e koHIeHTpamuio pudbpunorena (mo Knayccy);

e BpeMs KPOBOTEUCHHMSI CTAHAPTU30BAHHBIM METOJIOM (HAIpuMep, o AWBH, WK C
IOMOIIBIO aHATU3aTOPOB GyHKIKK TpoMmbouuToB PFA-100 u PFA-200);

® [OJCYET KOJINYECTBA TPOMOOIIUTOB 110 DOHMO.

s remodunuu xapaktepHo yBeiaunuenue AUTB, yamHenne BpeMeH! CBEPThIBAaHUS KPOBU
IIPU COXpPaHEHHUH IPYTUX MoKa3aTesel B Impeienax HopMalbHbIX 3HaueHui. Heobxonumo umersb
BBU/LY, YTO IIPU MIPOBEICHUU CKPUHUHTA Y MAIIUEHTOB C JIETKOW (hOopMOi TeMOpUINHI BO3ZMOKHBI
HOpMasbHble 3HaueHus AUTB.

Bropoii aTamn AuarHoCTUKH PEKOMEHIYETCS BBITOJIHSTH ITPH BBISIBJICHUHM U30JIMPOBAHHOTO
ymuaenust AUTB, mu6o npu 0TCyTCTBHM U3MEHEHHI B X0 CKPHHUHTA y MAI[EHTOB C
KJIMHUYECKUMHU TIPU3HAKaMu Jierkoi (hopmbl remoduinu [6]. Ha qanHOM 3Tarne onpeaenstor
aKTUBHOCTH (pakTopoB miazMeHHoro remocraza — FVIII, FIX, ¢akropa ¢hon Bumebpanga
(VWF), ¢aktopoB cBepThiBanus Kposu XI u XII.

IIpu BoIsiBneHHOM cHMKeHUU akTUBHOCTH FVIII mnm FIX Tperbum sTarnomM 1uarHOCTUKU
PEKOMEH]IYeTCsI BBITIONHSATE ONpeAeNieHUE celn(UuuecKoro HHruOuTopa K CHUKEHHOMY
dakropy. [Ipu cHI>KEHUU aKTUBHOCTU HECKOJIbKUX (DaKTOPOB CBEPTHIBAHUS KPOBU H/HIIN
yanuHeHn# Qochomunua-3aBucuMbix TecToB (AUTB ¢ 4yBCTBUTENBHBIMU PEAKTUBAMU)
MPOBOAMTCS OMpe/esieHre Hecien(PrUuecKkoro HHruouTopa (BOI4aHOUYHOTO AHTUKOATYJISTHTA).

s uckmouenus npuodperennsix nepunutos FVIII, FIX pexomenayercs MonekymispHoO-
reHernyeckas auarocruka Hapymenuit FVII, FIX [7].

V yactu OOJIBHBIX MOTYT IMPOBOAUTHCA MHTCTIPAJIbHBIC TCCThI OUCHKH I€MOCTa3a:
MCCJIEIOBAHUE CBOMCTB CTYCTKA KPOBH (TpoMOOMHAMUKA), TpOMOOAIacTorpadusi, TECT
reHepanuu TpoMOuHa. [IpoBeneHe HHTETPaIbHBIX TECTOB IEJIECO00Pa3HO, €CIIN HET
BO3MO>KHOCTH IPOBECTH TMOJIHOIICHHYIO TPEXATAIMHYIO KOAryJIOJIOTHYECKYIO OIICHKY, a TAKXKE B
HEKOTOPBIX CIIY4astX JUIsl KOHTPOJIA 33 MPOBOJAUMON TE€panuen.

Kpurepun quarHosa reMmoduiinu (py HATMYUU TEMOPPArHYECKOro CHHIPOMA B aHAMHE3¢
0OJIBHOTO WJIM CeMEHOM aHamHese) [3, 6, 7]:

e OTCYTCTBHE MPUOOPETECHHBIX KOATYIOMATH;
e cumwxkenue aktuBHOoCcTU FVIII/FIX Himke 50%;
e Hamnuue mytanui resoB FVII ninu FIX.

Jlnarno3 ycTaHaBJIMBAcTCs IIPU HAIMYUU KAK MUHUMYM JIBYX U3 TPEX KPUTEPUEB.

HHCcTpyMeHTabHAsl TUArHOCTHKA TTO3BOJISICTCS] BU3YaIM3HUPOBATh
KPOBOTCUCHHSI/KPOBOUBIUSHHS PA3JINYHBIX JIOKAIN3AIUH, @ TAK)KE BBISIBUTH OCJIOXKHCHUS,
pa3BUBIIKECS BCIEACTBUE FTEMOPPArHYeCKX MposiBiieHu. [1o mokazaHUsIM IPOBOIATCSI
crenyromue o0cae10BaHus:



e 330(aroracTpoyoACHOCKOMUS;

e YIBTPa3BYKOBOE MCCIICJIOBAHUE CYCTaBa;

e YIBTPa3BYKOBOE MCCIICAOBAHKUE OPraHOB OPIOIIHOMW TOJIOCTH;

e yIBTPA3BYKOBOE MCCIICIOBAHNE MOUYCBBIBOISIIUX ITyTEH;

e yIBTPA3BYKOBOE MCCIICAOBAHUE 3a0PIOIIMHHOTO MMPOCTPAHCTBA;
e MAarHUTHO-PE30HAHCHAs TOMOrpadus CycTaBa, MATKHX TKaHCH;
e MAarHUTHO-PE30HAHCHAs TOMOTpadus TOJOBHOTO MO3Ta;

e peHTreHorpadus cycraBa;

e KOMIIBIOTEpHAS TOMOTrpadusi OPraHOB IPYIAHOMN KIIETKH;

e KOMIIbIOTEpHAst TOMOTpadusi TOJIOBHOTO MO3Ta.

JIi1st HOATBEPIKACHHS HAJIMYUSI TeMOPPArHueCKuX MPOSBICHUH (MM MX MTOCIICICTBUI) TaKKe
PEKOMEHYeTCs TPOBEICHUE KOHCYIIBTAIIMU ClienuanicToB. [1o moka3aHusM BO3MOKHBI
KOHCyJbTaImu [8]:

e TPaBMAaTOJIOra-OpTOINEAA
e Xupypra

e ypoJiora

e HEBPOJIOTa

e  OTOPHHOJIAPUHIOJIOTA

e CTOMATOJOTa

Jleuenne

OCHOBHBIM IPUHIUIIOM JIEU€HUS TeMO(UINHU ABJSIETCS crienupuiecKas 3aMeCTUTENIbHAs
Tepanusi KOHIEHTpaTaMu (aKTOPOB CBEPTHIBAHUSI.

Heo0OxonnMo ncnonb3oBaTh OUMILIEHHBIE, BUPYCUHAKTUBUPOBAHHBIE NPENapaThl,
M3TOTOBJICHHBIE U3 JOHOPCKOH mia3Mbl yenoBeka (koHueHnTpar FVII, konuentpar FIX,
koHueHTpat FVIII + ¢akrop ¢pon Bunnebpanna, aHTHMHIMOUTOPHBIN KOAryJISHTHBIA KOMILJIEKC
[AUKK]) niam pekoMOMHaHTHBIE KOHIIEHTPAThl (PakTOpoB cBepThIBaHUS (OKTOKOT anbda,
Mopoxkroxor anbs¢a, Honakor ansda, Snraxor anbda (akTHBUpOBaHHBINH), CUMOKTOKOT anbda,
Typoxkrokor anbda). B HacTosiee BpeMst HeT OCHOBAaHUH JUIsl TPENOYTEHUS APYT APYTy
I1a3MaTHYECKUX (CoAep KallluX UK He coepkaiux (paxtop pon Bunnedpanna) nuiu
PEKOMOMHAHTHBIX ()aKTOpOB cBepThIBaHUS. [I0CKOIBKY YacTast CMEHa TOProOBbIX HAUMEHOBAHUM
npenapatoB FVIII u FIX moxeT npuBecTu K NOBBIIIEHUIO pUCKA MOSIBICHUS HHIHOUTOPA,
KeJIaTeJIbHO CO3/1aTh YCIOBUS ISl AJTUTENILHOTO (Ha IPOTSKEHUH MHOTHX JIET) IPUMEHEHHUS
MAalEeHTOM OJIHOTO ThIa npenaparos mo MHH.

Pexomenayercs otaaBaTh MpEANOYTEHUE TOMY IIpenapary, KOTOPbIN IIPU paBHOU
3¢ (HEeKTUBHOCTH JIyUllle BCETO MEPEHOCUTCS MAIllMeHTOM, UMEET JIydline papMaKOKHHETHUECKHE
WMHAMBHUAyaJIbHbIE IOKa3aTeIu U Hanbosee ya00eH B UCIIOIb30BaHUH, UCXOS U3 KOHKPETHBIX
ycroswuii [4, 7, 9]. Cmena MHH y KOHKpeTHOTO MalMeHTa P OTCYTCTBUH
3apEruCTPUPOBAHHBIX HEKEIATENbHBIX SBJIICHUN HA BBEICHHE HCIIOJIb3YEMOI0 ITpenapara u
YZIOBJIETBOPUTEIBHOM KIMHUUYECKOM OTBETE Ha Tepanuio Bo3MoskHa nociue 100
HKCIO3UIIMOHHBIX JTHEH BBe/IeHUsI KOHIEHTPATOB (PaKTOPOB CBEPTHIBAHUS KPOBU.
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KonueHnTpats! (hakTOpOB CBEPTHIBAHUSI KPOBU BBOJISATCS] BHYTPUBEHHO. Yalie Bcero
UCTIONB3YyeTCs OOTIOCHAs HH(Y3HS CO CKOPOCTHIO, PEKOMEHIOBAHHOM Mpou3BoauTeneM. B
PEIKUX CIy4asx BO3MOKHO MPUMEHEHUE HENPEPbIBHON MH(Y3UHU MPU HATMYUH [T0T00HOTO
ombITa y Jieyaiero Bpaua. CoBpeMeHHast Tepanusi reMopiny 6azupyeTcst Ha MPUHIIUIE
«oMartHero jgedeHus». O0s3aTenbHBIMU YCIOBUSIMHU VISl IPOBEICHUS «IOMAIIIHETO JIeUYEHUS»
ABIIAIOTCS: HAaJM4YKE y MAllMEeHTa TeMOCTaTUYECKHUX MpernapaToB (IIpernapaTr HaxoIUTCs TaM XKe,
/i€ AUEHT), PellieHUue O MPUMEHEHUU TeMOCTaTUYECKOTr0 Mpenapara IpUHUMaeT HallueHT WK
€ro POACTBEHHUKH B COOTBETCTBUHU C PEKOMEHIAIMSIMHI reMaTojIora, MalueHT U/1Ii ero
POJCTBEHHUKH OOyUEHBI MPaBUIaM XPAHEHHUS U UCIOIb30BaHUS MPENapaToB.

VMcnonb30BaHue HEOUHUILIEHHBIX MTPENApATOB — KOMIIOHEHTOB KPOBH (CBEXE3aMOPOKEHHON
IUIa3Mbl UJIM KPUOIIPELIUIIUTATA) — PEKOMEH/JOBAHO TOJBKO B UCKIFOUUTENIBHBIX CIy4asX U HE
JIOJIKHO SIBIISITBCA ITIOCTOSIHHOM IPAaKTUKOM.

Cy1iecTByeT 1Ba BUJIa CICU(PUICSCKON Tepanuu — JIeueHue 1Mo (aKkTy BOSHUKHOBEHUS
KpPOBOTeUCHHMIA (110 TpeOOBaHMIO) U npoduaakTHyecKas tepamnus [4].

Jleuenne kpoBoTeueHui (1Mo TpedOBAHUIO)

B citydae pazBuTHsi KpOBOTEUCHHUS/KPOBOUBIHSHNS IPOBOIUTCS T€MOCTATHUECKAs TePAITHS
KOHIIGHTpaTaM# (DaKTOPOB CBEPTHIBAHHS KPOBH C PACUETOM JI03 TIpEnapaToB U
HPOJIOIKUTEIBHOCTH JICYCHHUS B 3aBUCIMOCTH OT LIEJICBOTO 3HAYCHHUSI aKTUBHOCTH A€(DUIIUTHOTO
¢dakropa u Buaa KpoBoTeueHus (Tadu. 3).

Bo Bcex ciyuasx peKOMEHI0BaHO cpa3y UCIOIb30BaTh JTOCTATOYHYIO JO3Y U COOII0AATh
KpaTHOCTbH BBeJICHUS npenapata [6]. Mcrmonb30BaHre HU3KOI 10361 M HECOOIIOICHHIE PeKUMA
BBEJICHUS CHIKAIOT 3 (HEKTUBHOCTh TEPAIUIO, BEAYT K YXYIIICHUIO COCTOSHUS OOJILHOTO U
YBEJIMUYEHUIO pacxojia npemnapara. CIUIIKOM BBICOKas /1032 MOKET PUBECTU K Pa3BUTHUIO
TPOMOO30B U HEOIIPABIAHHO MOBBIIIAET PACXOJ IIpenapara.

Nmeromuecst UHAMBHUya bHbIE KoJeOaHHs (papMaKOKMHETHUECKUX MapaMeTPOB Yy KaXKI0Tro
nanueHTa Tpe0yroT NepcoOHU(DUIIMPOBAHHON OILIEHKH (hapMaKOKMHETUYECKOW KpUBOU 1O
NOKa3aHUsM. B cilydae ecnu y manMeHTa Takol aHalnu3 NPOBEACH, PACUET 103bl U KPaTHOCTU
BBEJICHUS JI0JKEH IIPOBOAUTHCS CIEUAINCTOM C yYETOM HMEIOIIUXCSl TAaHHBIX.

[Tpu oTCYTCTBUU NaHHBIX 00 UHAUBUIYAIBHBIX OCOOCHHOCTSIX (papMaKOKWHETUKU
BO3MOJKHO MCIIOJIb30BAaHUE YCPEAHEHHBIX 3HAYCHN: nepruoA noayssiBenenus FVII cocrasuser
okoJ0 8—12 yaco, nepuos noayseiBeneHuss FIX — okomno 24 yacos.

[Tpu BBenenuu B go3e 1 ME/kr aktuBHocTs FVIII noBeimaercs B cpennem Ha 2% (y
MalKeHToB crapiie roaa) (Boccranopienne aktTuBHOcTH FVIII - Tect BoccTtanoBnenus = 2), FIX
- B cpenHeM Ha 1% (Tect BoccTanoBneHus = 1).
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Taoauna 3. PekoMeHnayemble YyPOBHU (PAKTOPA M MPOJAOJIKUTEIBHOCTH TePalluu PH

Pa3JIMYHBIX BH/IaX KPOBOTEeYeHHUil

["'emodumus A

["'emodunus B

By KpoBoTEUEHHUS JlocTuraemplit [{nmutenbHOCTh  |[JlocTHTraembIit JmuTenbHOCTh
ypoBeHb (%) (tHM) ypoBeHb (%) (nHRM)

["'emapTpo3 40 - 60 1-2wuo6omee (40 -60 1 -2 u Gomnee
M

CAMBITHETHRE 40 - 60 2 3uGonee |40 - 60 23 Goree
FEMaTOMBI
3a0pronIMHAAs reMaToMa
HavyaJIbHas 80— 100 3-5 80—100 1-2
MO/IeP KABAIOIIAS 30 - 60 3—5ubomee [30-60 3 — 5 u 6onee
BHyTpruepenHoe KpOBOU3JIUSIHUE
HavaJbHas 80— 100 1-7 60 — 80 1-7
0 I/ICPIKUBAIOIIAS 50 8-21 30 8-21
KpoBoH3IMsHYE B IICIO B TOPJIO
HavaJbHas 80— 100 1-7 60 — 80 1-7
[O/1JICPKUBAIOIIAS 50 8-14 30 8-14
KKT kpoBoTeueHue
HavyaJlbHas 80 — 100 1-6 60 — 80 1-6
MO/1/1ePKUBAIOILIAS 50 7-14 30 7-14
I1

OETHO® 50 3-5 40 3-5
KPOBOTEUYCHHE
OrniepaTUBHOE JICUCHHE
npenonepanuonnas |80 — 100 1-2 60 — 80 1-2
nocneonepanuonnas |40 - 60 7-14 30-50 7-14
KpoBoTedueHHEe U3 CITU3UCTHIX TOJIOCTH PTa
HavyaJbHas 80— 100 1 60 — 80 1
M0/IeP KUBAIOTIIAS 50 2—-3ubomee (30 2— 3 u Gonee

VY nereli mepBOro roja KU3HM CTeNeHb MOBbIIeHNs: akTUBHOCTH FVIII MoxkeT ObITh MEHBIIIE

- 1%.

Pacuer no3el koHuenTpara FVIII y nanmenToB crapue 1 roia npoBoAUTCS CIELYIOIINAM
obpazom: no3a (ME) = macca Tena (kr) X (Tpedyemasi akTUBHOCTb — 0a3aibHasi akTUBHOCTD) X

0,5.
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Pacuer no3e! konnientpara FVIII y nereit nepBoro roga >kM3HU IIPOBOJUTCS CIIEAYIOLIAM
obpazom: no3za (ME) = macca Tena (kr) X (TpeOyeMast akTUBHOCTb — 0a3abHasi akTUBHOCTD ).

Pacuet n0o3s1 koHneHTparta FIX nmpoBoauTcs ciuemyromum oopazom: no3a (ME) = macca Tena
(xr) x (TpeOyemMasi akTHBHOCTb — 0a3aibHasi aKkTUBHOCT ).

JJ1s1 5KCTPEHHOTO KOHTPOJIS APPEKTUBHOCTH TEPAITMH JOITYCTUMO UCIIOIb30BaHUE TECTA
AYTB unu Tpombo3nacrorpaduu (He0OX0AUMO MOTYYUTh HOPMAJIbHBIE HIIH CyOHOPMaJIbHBIC
3HAYEHHMS), OJTHAKO JIaHHBIC ATUX TECTOB HE MO3BOJISIOT TUPPEPEHIUPOBATH 3HAYCHUS
aktuBHOCTH BbItIe 40—50%.

YuurteiBas BapraOeabHOCTh (PapMaKOKUHETHUECKUX TOKa3aTellel y KaK0r0 KOHKPETHOTO
MAIUEHTa 3aMEeCTUTEIbHAS Tepanusi TPEOYEeT KIMHUYECKOTO |, TPH HEOOXOIMMOCTH,
1a060paTOPHOTO KOHTPOJISL. KITMHIYeCKHid KOHTPOJIh TOJKEH MPOBOIUTHLCS TEMATOJIOTOM IIPU
oOpalleHry NayreHTa, POJAUTEIIMU U CaMUM TAI[ICHTOM TIOCTOSIHHO. B OCHOBE KJIMHHYECKOTO
KOHTPOJIS JIS)KUT OlIEHKA TMHAMHUKH FeMOPPArn4eCKuX MPOSIBICHHUI U €€ COITOCTABJICHHUE C
MIPOBOIMMOM 3aMeCTUTENIbHOU Tepanuel. JJabopaTopHbIii KOHTPOJIb BKIIFOYACT ONPEACICHHUE
AKTUBHOCTH JIePUIIMTHOTO (haKTOpa B KPOBH, TECT BOCCTAHOBJICHHUS, OLICHKY
(dapMaKOKUHETUYECKON KPUBOHI (C pacueToM Iepuo/ia mojryBbiBeieHus ). i OlleHKH
PE3YJIBTATUBHOCTH T€MOCTATUIECKON TepaIllii BO3MOKHO IMPOBEICHUE UHTETPAITLHBIX TECTOB:
TpoMOo3Iactorpadus, TeCT FTeHepauu TPOMOWHA, TPOMOOIMHAMHKA B TMHAMUYECKOM
HaOmoaeHUH [8].

IpopuiakTuyeckoe JiedeHue

[TpodunakTuyeckas 3aMeCTUTENbHAS Tepanus KOHIIEHTpaTaMu (GakTOPOB CBEPTHIBAHUS
KPOBU — HE00XO0/IMMOE yCIIOBUE COXPaHEHUs (PU3UUECKOT0 U IICUXOJIOTHUECKOTO 3/I0POBbS
NAIMEHTOB C TSDKENOM U CpeiHeTsHKeNI0M reModuiren.

Hpoq)HHaKTHKa 3aK/II049acTCAa B CUCTEMATHYCCKOM BBCIACHNU (I)aKTOpOB CBCPTBIBAHUS KPOBU
C LICJIBIO ITPEAOTBPALICHUA KpOBOTequHﬁ, Ppa3BUTHUA FeMO(l)HHquCKOIZ apTponaTtuu u
HHBaJIMJIHOCTH.

CymiectByeT 4 Bua npoduiaaktuku (tadn.4). [Ipodpunaktudeckas Tepams, KoTopast
HA4YMHAETCS IPU OTCYTCTBUH MPU3HAKOB MMOBPEKICHHS CYCTaBOB, JI0 TPEXJIETHETO BO3pacTa 1
XOTs OBbI O BTOPOTO 3MM30/a FeMapTpo3a Ha3bIBAETCS MEPBUUHOM.

[TepBuynas npodmiakTuka sBisgercs Hanbosee F3PPEKTUBHOMN s TPeIOTBPAILICHHS
MOpakeHHsI ONOPHO-JIBUTATEILHOTO arnapara. Peniennue o Hayajie TOCTOSTHHOM
npoUIAKTUIECKON 3aMECTUTENBHON Tepaui HE0OX0AUMO MPUHUMATh C YY€TOM COCTOSIHUS
BEHO3HOT0 jtoctyna. [Ipn He0OX0AMMOCTH MOXKET pelIaThcs BOIPOC 00 YCTaHOBKE
IIEHTPaIBHOTO BeHO3HOTO Karerepa [10].

[TaneHTaM ¢ 4aCTHIMU MOBTOPSIIOIIMMUCS KPOBOUBIHUSHUSAMU B CYCTaBbI (OCOOEHHO B
CYCTaBBbI-MHILICHH ) PEKOMEHI0OBAHO ITPOBOUTH BTOPUUYHYIO HJIM TPETUYHYIO TPOPHIAKTUKY
[11]. ITpodunakTrueckas Teparnus He YCTPAHSIET y)Ke pa3BUBIICECs MOBPEKICHUE CyCcTaBa, HO



13

YMCHbLIIACT YaCTOTY KpOBOTG‘IeHI/Iﬁ 1 MOXKCT 3aMCIJINTh MPOTPCCCHUPOBAHUC 3a00JIeBaHUS
CYCTaBOB U YJIYUYIIHUTH KaYE€CTBO XHU3HU.

Tadauua 4. Buabl npopujIakTHKH NPU reMopuInu

Bun Onucanue

IlepBuunas PeryinsspHoe npoBeeHne 3aMecTUTENbHON Tepanuu. Haunnaercs npu
OTCYTCTBMHM IIPU3HAKOB ITOBPEXKICHUS CYCTaBOB, 10 TPEXJIETHETO
BO3pacTa 1 XOTs ObI 10 BTOPOTro 3MM30/1a FeMapTpo3a

Broprnunas PerynsapHoe nposeneHne 3aMectuTeNbHON Tepanuu. Haunnaercs nocie
JBYX UM 00Jiee reMapTpOo30B A0 MOSBICHUS IPU3HAKOB ITOBPEXKICHUS
CyCTaBOB

Tpernunas PeryisspHoe npoBeieHre 3aMecTUTEbHOM Tepanuu. Haunnaercs npu

MOJTBEPKICHUH MOBPEXKICHHS CycTaBOB. MOXeT OBbITh HAYaTO B
1r000M BO3pacTte

[Tepuoanueckas BBenenue KOHIICHTPATOB (DAKTOPOB C IENIBIO MPEA0TBPAIICHUS
KpOBOTEUYEHHI He Oojiee 45 HeelNb B IO

Bropuynas npoduiakTiKa HAYMHAETCS MOCIIE IBYX WK O0Jiee TeMapTpOo30B MPH HATHIUH
MUHUMAaJIbHBIX IPU3HAKOB MOBPEXKICHUA CycTaBa. TpeTnyHasi npoQuiiakTuKa Ha3Ha4yaeTcs B
J1r000M BO3pacTe MpU HAJTMYUU ITOBPEXKIEHUS CycTaBa/CycTaBoB. MOXeT ObITh OCTOSHHON MU

KpaTKOCPOYHOH (TIEPHOTNYECKON ).

[ToxazaHusMHU U1 TPOBEAEHUS TOCTOSIHHON MPO(QUIaKTHYECKON 3aMECTUTENbHON Tepanuu
SBIISIIOTCS: TsDKenast popma reMopuiInm, cpegHeTskenas Gopma reMopIng Npu pa3BUTHH XOTS
ObI OZJHOT'O 3MM30/1a TEMapTPO3a WIN BBIPAKEHHBIX T€MOPPAruiyecKuX MposiBICHUHN ApYyroi
nokanu3anuu. [TanmenTam ¢ akTUBHOCTBIO (pakTopa Oosiee 3% MOCTOSIHHOE WIIN JUTUTEIIbHOE
npoUIaKTUYECKOE JIeUeHNE HEOOX0AUMO MPU MOBTOPHBIX KPOBOU3IMUSIHUSAX B CYCTaBbI,
MOSIBJICHWH IPU3HAKOB CHHOBHUTA WJIM apTPOIIAaTUH, BBIPAXKEHHBIX TEMOPPAaruuecKux

IMMPOSABJICHUAX, Tpe6y10H_II/IX YaCThIX BBEACHUMN KOHICHTPATOB CI)aKTOpOB CBCPTbhIBAHUS.

[IpodunakTryeckoe BBeICHHE MpernapaTa JIydiie MPOBOJAUTh YTPOM, YTOOBI MAKCUMAaJTbHbIE
ypoBHU (aKkToOpa B KPOBH ObLIN B IEPUO HANOOMBIIEH akTUBHOCTH. [IpoTOKON TpOBeIeHUS
npoQUTAKTUIECKON TEPANUU JOKEH OBITh IO BO3MOKHOCTH UHAWBHIYaTU3UPOBAHHBIM, C
Y4€TOM BO3pacTa, BEHO3HOI'O JOCTYIa, (EeHOTHUIIa KPOBOTEUEHU, 6230BOM aKTUBHOCTHU
nedunuTHOro hakropa, PU3NIECKON U CONMATBHON aKTUBHOCTH TAITUEHTa, KOMOPOUTHOCTH H

0COOCHHOCTEHN (papMaKOKMHETUYECKOW KPUBOH.

CyImecTBYIOT pa3audHbIe MOEIH MPOGUIAKTUKH, OCHOBHBIE U3 KOTOPBIX IMPEICTABIICHHI B
Tabi. 5. Haubonee yacto ucnosib3yercs MIBeAcCKas MoJieb NPOPHIaKTUKI: MH(Y3Us ITpernapaTa
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FVIII B no3ze 20-40 ME/kr 1 pa3 B 2 aust unu 3 pasza B Hepento nmauueHtam ¢ I'A u FIX B noze
25-40 ME/kr 1 pa3 B 3 nHs unu 2 pasa B Hezielto nanreHTam ¢ ['B.

Ta6auna 5. OcHOBHBIE MOJeJH TPOPUIAKTHIECKOIO JIeYeHHUs!

IIBenckas Moedb Kananckas Mmogennb @paHiy3ckas Mojiesb

Havarno ne4yenus B Hauvano neuenus B Bo3pacte | Hauano neuenus B Bo3pacre 10

Bo3pacTte 1—2 et wimn 1-2,5 rona 3 net (mocie pa3BUTHSI BTOPOTO

nocJie MepBoro reMapTpo3a)

KPOBOTEUYECHHUSI

Jo3zsr: 20-40 ME/kxr ar 1* - 50 ME/kr B Hegemto | Illar 1** - 50 ME/kr B Heaemto

KaX/IbIii BTOPOI/TpeTHit Hlar 2* - 30 ME/kr 2 paza B | lar 2** - 30 ME/kr 2 pa3a B

JeHb (2-3 paza/Henemnto) HEJIENI0 Hezento (GUKCUpOBaHHBIE THU)
[ar 3* - 25 ME/kr 3 paza B Ilar 3** - 25 ME/kr B tau 1 u
HEJEIII0 3; 30 ME/xr B geun 5

* Ilepexon K ciieAyIOLIeMy 1Iary pyu pa3BUTHU 3 KPOBOTEUEHHH B OJIMH cycTaB Wi 4
KPOBOTEUCHMH B CYCTaBbI/MBILIIIBI 32 3 Mecsla, 1100 5 KpOBOTEUEHUH B O/IMH CYCTaB
HE3aBUCHMO OT BPEMEHH.

** Ilepexon K cieAyroleMy mary Ipy pa3BUTUU CIIOHTaHHOTO FreMapTpo3a.

VY nereil paHHEro Bo3pacTa Mpy HAJIMYUHU CIIOAKHOCTH C BEHO3HBIM JJOCTYIIOM
PEKOMEH0BAaHO HAUMHATH TEPAITUIO C BBEJCHHS 00JIee BRICOKUX 1103, Hanpumep, S0—70 ME/kr 1
— 2 paza B Hezemto [yt nauuenToB ¢ 'A u 1 pa3 B Henento s nauueHtoB ¢ I'B. 1o mepe pocra
HalMEeHTa U BO3MOXHOI'0 YXYALICHUS KIMHUYECKOro (PeHOTHUIA 3a00JI€BaHUS C YUallleHUEM
BO3HHUKHOBEHUS FEMOPPAarnuecKoro CHHApOMa 4acTOTa BBEACHHU JOJDKHA YBEIMUMUBAThLCS, a
pa3oBasi 103a CHIUXKATHCS JI0 CPEAHUX TeparneBTHYeckux 3HaueHui [9, 10].

[Tpu npodunakTUYECKOM Tepanuu peKOMEHAYETCs MPOBEACHNE KITUHUYECKOTO U
71a60pPaTOPHOTO KOHTPOJIA.

[Ipu KTUHUYECKOM KOHTPOJIE PEIICHUE 0 HEAOCTATOYHOU A PEKTUBHOCTH
MPOPUITAKTUYECKON TEpaIK MPUHUMAETCS B CIICYIONIUX CIIy4asiX: 00Jiee IBYX MHU30/10B
CIIOHTaHHBIX TEMapTPO30B B I'0Jl, MOSBJIEHNE TPU3HAKOB XPOHUYECKOTO CUHOBUUTA WIIH
apTponaTuu, BO3BHUKHOBEHUE CIIOHTAHHBIX TEMOPPAruuecKuX MposiBICHUN Jpyrou
nokanuzanuu. JIabopaTOpHBIH KOHTPOJIb 3aKII0YAETCS B ONPEACTICHIUN OCTATOYHONW aKTUBHOCTH
dakTopa nepes CleyIUM BBeIeHUEM (IO KHA OBITH He HIKe 1%), KOHTpOJIe HaTUIHsI
UHTUOMUTOPA, U, TI0 BO3MOKHOCTH, B IIPOBEJICHUN (hapMaKOKUHETUIECKOTO HccienoBanus [12].

[TprunHamMu HeTOCTaTOYHO 3P PEKTUBHOMN 3aMECTUTEILHON MPO(UIAKTUIECKON Tepanun

MOTYT OBITh:

® TOsIBIIEHHE UHTHOUTOpA K (PaKTOpy CBEPTHIBAHUS KPOBH,
® CIUIIKOM HM3Kas J103bl W/HIU KPaTHOCTh BBEJICHUS,

° HCCO6HIO,Z[CHI/I6 pexuMa U 403 BBECACHHUS MALTUCHTOM HJIU €TO POAUTCIISIMU,
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® UHAMBHUAyaJIbHbIE OCOOEHHOCTH MAMEHTa, TpeOyolIe MPUMEHEHUs 00Jiee BHICOKUX 103
niu 0oJiee 4acToro BBEACHHUS IIpenapara.

[Tpu HanMUKUK KITMHUYECKUX WK J1a00paTOPHBIX JaHHBIX 0 HEI(DPEKTUBHOCTH
npoUIAKTUYECKON Teparuy MPUHUMAETCS PELICHUE O TOBBIIICHUH JJO03bl WIIM KPaTHOCTHU
BBEJICHUS Mperapara. YUUThIBas, 4TO OCHOBHAA 3a/1a4ya NPO(HIaKTUYECKOM 3aMeCTUTENbHON
Tepanuu — COXpaHEHUE KaueCTBa )KU3HU MAllMEeHTa, Y TAIl[IeHTOB C BBICOKUM YPOBHEM
bu3nYeCcKOi aKTUBHOCTH JI0ITYCTUMO TMOBBIIIEHNE CTAHIAPTHBIX 103 WK YBEITUUYECHUE
KpaTHOCTHU BBEJCHUS Mpernapara.

Ocobennoctu MPOBEACHUSA reMoCTATHYECKOH TEépaluu B 3aBUCHUMOCTH OT

JJOKAJIU3AllUM KPOBOTCYCHUSA

I'eMapTpo3bl U KPOBOUBIUSAHUS B MBIIIIIEI

3aMecTUTENBHYIO TEPAIUIO PEKOMEHI0BAHO HAYMHATH KaK MOKHO ObICTpee, KaK TOJIBKO
MAIUEHT OIIYTHJI NIEPBbIe CYyOBEKTUBHBIE CUMIITOMBI: 00JIb, YyBCTBO paclUpaHusi, TUCKOMOOPT,

HapymeHne (yHKIHH.

KpoBousnusHus B cycTaBbl NPOSBISIOTCS AUCKOM(DOPTOM, 00JIbI0, HapylIeHHeM (DyHKIIUH,
drokTyanuei. ['eMaToMbl, Kak U TeMapTPO3bl, COMPOBOXKIAIOTCS OOJIEBBIM CHHAPOMOM,
HapylieHueM QyHKIUU KoHeuHOoCcTH. KpoBousnusHus Hanbosee omacHbl B y4acTKax, IJie OHU
MOTYT HaHECTH YIIepO HEPBHO-COCYIUCTON cucTeMe (Harpumep, MOAB3I0IIHAs, HKPOHOKHAS
MBIIIED). [Ipy pa3BUTHHN BBIPAXKEHHOTO 00JIEBOTO CHHAPOMA BO3MOXKHO MTPOBEICHUE
KPaTKOBPEMEHHON MMMOOMIN3AINH, KOTOpas J0JDKHA CHUMAThCS Cpa3y Mociie MpeKpaeHus
6oxneii. [Ipu 6oieBOM CHHAPOME MTOKA3aHO HCIIOIb30BaHHE MECTHOM runorepmun Ha 15 — 20
MUHYT Kaxzble 4 — 6 4acOB TOJIBKO B TE€UEHHUE MEPBBIX CYTOK.

Peabunurannonnsie meponpusarus u JIOK nenecooOpazHo HaUMHATH MOCIIE TPEKPALICHUS
00JIEBOTO CHHAPOMA C YUETOM COCTOSIHUSI MeCTa MOBpeXAeHUs. Eciu naueHT He noiayvaer
HOCTOSIHHOE MPO(MIAKTHUECKOE JIeUueH e, TI0CiIe KyIMPOBaHUS KPOBOTEUEHHUS TOKa3aHa
KpaTKOBpeMEeHHas MpoQUIaKTHKa, 0COOCHHO Ha Bpems peadbuiuraimu [4, 6, 9].

[TyHKIIMM cycTaBa Cc aclupanuei coaepKIUMOro MoKa3aHbl PU: TeMapTpo3e ¢ 00JIEBHIM
CUHAPOMOM, IIPU HATUYUU OOJBIIOTr0 00beMa KpPOBH B MOJIOCTH CyCTaBa, IPU MpU3HaKaX
pa3BUTHsI THOMHOTO apTpuTa, pa3BUTUU Ha (pOHE reMapTpo3a HEPBHO-MBIIIEYHBIX HAPYIICHHH.

KpoBomznusaang 8 ITHC

3aMeCTUTENBHYIO TEPANHI0 PEKOMEHJOBAHO HAYMHATH ITPU MOAO3PEHNUN HA KPOBOMUBIIUSIHUE
B [IHC no mpoBeaenust auarnoctuku. Jlrodas uepemHo-M03roBas TpaBMa y MaIrueHTOB C
reMouIMel MOXKET BhI3BaTh BHYTPUUEPEITHOE KPOBOM3IUSIHIE. TpaBMa CIIMHBI MOXKET
MIPUBECTU K KPOBOUBJIUSIHUIO B CIIMHHOMO3TOBOM KaHal. BO3MOKHBI TaKKe CIIOHTAHHBIE
kpoBomsnusiaus B [THC. [Ipu3nakamMu BHYTpUUYEPETHOTO KPOBOUBIHSIHIS MOTYT OBITh:
COXpAaHSIIONIAsICS U HapacTarolas ToJIoBHast 00J1b, COHIUBOCTh, HEMOTHBUPOBAHHOE



16

0eCITOKONUCTBO MIJIM 3aTOPMOKEHHOCTh, IOBTOPHAS PBOTA UJIM CPHITHUBAHUE, APYyTasi 04aroBas
WK 00IIasi HEBPOJIOTHYECKAasi CHMIITOMATHKA.

VY nereii nepBbIX MECALIEB KU3HNU BO3MOKHBI KPOBOU3IUSHUS C MUHUMAaJIbHBIMU
CHUMIITOMaMH WK 6eccumnTomHuble. Jlaxe MunnManbable kpoBousnusiHus B LIHC sBisroTcs
KUZHEYTPOKAIOIIUMHE, TPEOYIOT 3KCTPEHHOW rOCTIUTATN3AINHN, HTHTEHCUBHOW 3aMECTUTEITHHON
Tepanuu u HezamemnutensHoro nposeaeHus KT i MPT ronosroro mosra [2, 6, 13].

Pemienne o nmpoBeieHUM HHBA3UBHOTO BMEIIATENILCTBA Y B3POCIBIX MAIMEHTOB C
kpoBomzysiareM B [IHC mpuHMMaeTcs: KOJUIErHabHO ¢ YYETOM COMYTCTBYIOIIUX 3a00JICBAaHUM.

[Tocne kpoBouznusiaus B LIHC pexomennoBana o6si3aTenbHast MPOQUIaKTHIECKask TePaTHst
B TeueHHE 3—6 MecsLEB.

KpoBoreuenus uz XKKT

IIpu nono3pennn Ha kpoBoTeueHue U3 JKKT pekoMeHayeTcs He3aMeUIMTENbHO HAYNHATh
3aMECTHTEIBHYIO Tepanuio (HakTOpOM CBEPTHIBAHUS.

Octpsie kpoBoTeueHus u3 XKT Moryt nposiBisiTbCs KpoBaBOM pBOTOM, pBOTOM ¢
IPOXKUIKAMH KPOBH MIIH «KO(EHHOH Tyiiei», KpOBIHUCTBIM CTYJIOM MM MEJICHOH.
XapakTepHbl pe3Kas cllaboCTb, yyallleHHue IyJbca, najenue AJl, cyxocTs Bo pTy, 6J€IHOCTD
KOXH.

KpoBoteuenus uz XXKT pa3zBuarorcs, kKak npaBuiio, Ha (hOHE CONMyTCTBYIOIEH NaToJIOTuU
KKT: si3BeHHas 00J1e3Hb, 3PO3UH, TTOJIUITHI, BOCTAMTENIbHBIC 3a00JI€BaHUsI KUIIIEYHUKA U JIP.
Takue KpoBOTEUEHHUS ABISAIOTCS KUZHEYTPOKAIOUIMMH U TPEOYIOT 3KCTPEHHOM rOCIUTAIN3aUuU
¥ HEMEJICHHOTO TIPOBEICHHS aICKBAaTHOM 3aMeCTUTEIHHOM Tepanuu. Heo0XxoammMo cpodHo
YCTAaHOBUTHb UCTOYHHK KPOBOTCUCHUSA, AJId YETO IMPOBOAATCA raCTPOCKOIIN A, KOJIOHOCKOIIHA,
V3WU, penrrenonornyeckoe uccienosanue KKT ¢ 6apuem.

[ToMuMO 3aMeCTUTENBHON Tepanuy, oKa3aHa Tepanus HHruouTopamu GuOpUHOIN3A U
JIeueHre MECTHOTO TIpoIlecca, MPUBEAIIETO K pa3BUTHIO KpoBoTedeHUs. ClieayeT peryasipHo
MPOBOUTH OOIINI aHAIN3 KPOBH H, [0 Mepe HEOOXOJMMOCTH, JIedeHne aHeMuH [2, 6, 13].

[ToyeuHble KPOBOTCUCHUS

[ToMHMO 3aMeCTUTEIBHOM TEpaMK, PEKOMEHIOBAHO COOJIIOIEHHE TIOCTEIBHOTO PEXKUMaA U
npoBeseHue ruapatanuu (3 1/M2) B nepsbie 48 yacoB. He pekoMeHayeTcsi MpUMEHEHHE
UHTHOUTOPOB (pruOpHHOIH3a. J[OMOIHUTEIbHOE BO3MOKHO Ha3HAUYEHHE TIPETHU30JI0HA.
[ManmenTam, y KOTOPBIX Pa3BHIOCH MOYCYHOE KPOBOTEUEHUE, HEOOXOAMMBI KOHCYIIbTAIIHS
ypoJiora u ypoJjoruueckoe oocienosanue. [3, 4, 8, 14]
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JleyeHue HHrHOUTOPHOI remopuIUN

O01as uadopmars

[MosiBiienue uaruouropa k FVII/FIX cuuraercs caMbIM TSDKEITBIM OCIIOKHEHUEM,
CBSI3aHHBIM C JieueHreM reModunuu. Uaruburopsr — amno-anturena (IgG), kotopeie
HelTpanu3yroT sk3orennsie FVII/FIX.

[TosiBnieHre HrUOUTOPA B OCHOBHOM IPOSIBIIIETCS. OTCYTCTBUEM KIIMHUYECKOTO OTBETA Ha
CTaH/IapPTHYIO TEPANUIO KOHIIEHTpaTaMH (PaKTOPOB CBEPTHIBAHUS UJIH MOSBICHUEM
KPOBOTEUYEHHI Ha MPOPUIAKTUIECKON Teparuu.

Hawnbosnee yacTo MHTHOUTOPHI MOSBIISIFOTCS Y TIAIIMEHTOB € TSDKENO# GpopMoii reMmodmimm
(1o 30% manuenToB ¢ Tskenoi ¢popmoit I'A u o 3-5% nanuenToB ¢ Tsxkenoit popmoii I'B).
Haun6oiee yacto narudutop paszsusaetcs B repbie S0 (100) nueli BBenenus (/IB) dakropa u
110CJIC MHTCHCUBHOW Tepavy IPU XUPYPTUYECKOM BMEIIATEIbCTBE.

[Tpu Ts0K€10H hopMe TeMO(HITUH MMOSBICHUE HHTHONTOPA HE BIUSET HA KOJTHMYECTBO
JIOKaJIN3aluo KpoBoTeueHui. Ho mocKoIbKy MpH MOsSBIEHUN HHTHOUTOPOB 3aMECTUTENIbHAS
Tepanus GaKkTopaMu CTaHOBHUTCS HeI(D(PEKTUBHOM, PUCK TSHKEIBIX OCTIOXKHEHUHN U JaKe CMEPTH

OT KPOBOTCYCHUSA Y 3TUX 0O0JIbHBIX BBIIIIE.

[Tpu yMepeHHO WK JIETKOW TeMO(QHINN HHTHOUTOP MOKET HEHTPaIn30BaTh SHAOT €HHBIN

FVII/FIX, Tem cambiM mipeoOpa3yst KIMHHUECKUI (peHOTHIT 3a00IeBaHuUs B TSKEIYIO hopMy.

[Tpu unru6uropHoit I'B 10 50% manueHToB MOT'YT UMETh TSXKEIble aJlJlepruyecKue
peakiuu, B TOM ymcie aHapuiakcuto, npu npumenenun FIX. Takue peakiuu yacto ObIBaroOT
HEePBBIM CUMIITOMOM pa3BHUTHsI HHrHOUTOpPA [15].

JIMarHocTMKa HAJTUYHMA HHTHOMTOpa

PexomeHn10BaHO ncnoab3oBaHue Merona beresna B mogudukannn Humerena, eTuHUIIBI
u3Mepenus — eauHulbl beresaa (BE) u moareep:kaeHre auarsosa myTeM MOBTOPHOTO
OTpeIeJICHUs MTHTUOUTOpa C MHTepBaJIoM B 1 Henemto. /luarno3 ”HruOUTOPHOU TeMOPUITHI
yCTaHaBIMBAETCs MpU TUTpe uHruburopa > 0,6 BE [4, 12].

HO}ITBep)K)IeHI/Ie HaJINYUs I/IHFI/I6I/ITOpa H OIIPCACIICHHUE €0 TUTPA BBITIOJIHACTCA B
KOaryJoJIOTHYeCKOM TJabopatopuu. Y JeTel OleHKa HATMYHs HHTHOUTOPA JOJKHA TTPOBOIUTHCS
Kaxabie 5 quew nepsoie 20 1B, kaxasie 10 gueit ¢ 21 no 50-i1 1B, a 3atem He MeHee 2 pa3 B roj
1o 100 [IB. ¥V manuentoB ¢ 6omnee yem 100 /IB npemnapata onieHka Hanuausi HHTUOUTOPA TOJDKHA
IMPOBOAUTHCA 1 pa3 B 1roJ U JOMMOJIHUTEIIBHO B CICAYIOINIUX CUTYyallUAX: CHUKCHUC
3¢ (HEeKTUBHOCTH 3aMECTUTEIBHOM Tepanuu (akTopaMu MU BBEACHUU aJ€KBATHBIX 7103,
MOSIBJICHHE WM YBEJIMYEHUE KOJIMYECTBA KPOBOTEUEHHH Ha MPO(UIAKTUUECKON TEpaInu,
OTCYTCTBHUEC JOCTATOYHOI'O IMOBBINICHUA YPOBHA (baKTopa B KpPOBH IIOCJIC BBEACHUA IIpEIiapara.
KpOMe TOT0, AMarHoCTHUKa I/IHFI/I6I/ITOpa TAaKXE JOJDKHA IIPOBOAUTHCA B CIICAYIOIIUX CUTYallHUAX:
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- 1pu cMeHe npenapara (uepe3 10-20 JIB u yepe3 6 MecsIieB Teparnmn),

—  Tepel XMPYPruueCKUMH BMEIIATEIIbCTBAMHE U TIOCJIE ONEPAIiU TIPU OTCYTCTBHU
aJICKBaTHOTO TOBBIIICHUS YPOBHS (PaKTOpa B KPOBH TIOCIIC BBEACHUS Tpenapara;

— 4epe3 4 HeJeH MOCIe OKOHYAHHMSI TPOBEACHUSI MHTEHCHUBHOW TEPAITHH.

Knaccudukanus HHTUOUTOPOB:

— tutp uHruouropa < 5 BE - HHrHOUTOP B HU3KOM TUTpE (HU3KOpEarupyromui);
— TuTp uHruouropa > 5 BE - UHrHOUTODP B BEICOKOM TUTPE (BBICOKOpEArupyrommii).

WHruOuTopsl B HU3KOM TUTPE MOTYT UMETh TPAH3UTOPHBIN XapakTep U Uc4e3aTh B TEUCHHE
6 MecsueB. IHruOUTOphI B BHICOKOM TUTPE OOBIYHO HOCAT MOCTOSHHBIN Xapakrtep. [Ipu
JUTUTETILHOM OTCYTCTBHH 3aMECTUTEIILHOM TE€paruu UX TUTP MOXKET CHUZUTHCSA, HO TIPH
BO300HOBJICHUH Tepamuu yepe3 3-5 AHei MOXKET pa3BUTHCS aHAMHECTUYECKas PeaKIIusl.

[Ipu ouens Hu3koM TUTpe (< 0,6 BE) HHrHOUTOP MOXKET HE BBISBJIATHCS TIPH UCCIIEA0BAHUN
MetozioM beresa, HO MOKeT 00yCIaBIMBaTh YKOPOYEHHE TIEPHUO/IA TIOJTyBBIBEACHHS U
BOCcTaHOBJIeHUs (akTopa [16].

JleyeHnue no TpedoBaHuI0 U MPOPUIAKTHKA NPU HAJTHYUM HHTHOUTOpPA

VY nanueHToB ¢ HU3KUM TUTPOM MHTHOUTOpa KPOBOTEUEHUE PEKOMEHI0BAHO KYIIHPOBATh
BBEJICHUEM KOHIIEHTpaTa (pakTopa CBEpThIBAHUS KPOBU B 103aX, IPEBOCXOAAIIUX CTaHAAPTHBIE
B 3 paza. [Ipu orcyrcTBrM 3¢ (hexra HeoOX0MMO PUMEHEHHUE TPETIAPaTOB IIYHTUPYIOIIErO
neiictBus. Beibop npemnapara 11 gedeHus J0HKEH OCHOBBIBATHCS Ha TUTPE MHIHMOUTOPA,
KJINHAYECKOM OTBETE Ha TEPANMIO U XAPAKTEPE KPOBOTCUCHHUSL.

KynupoBanue KpoBOTE€UE€HUH Yy MALMEHTOB C BHICOKUM THTPOM MHTHOUTOpA PEKOMEH0BAHO
IPOBOJIUTH JICYCHHE TOJIBKO MperaparaMy MyHTUpYoILIero aeicteus [9].

B Hacrosiiiee Bpemst CyIecTBYIOT 2 IpYIIbl IIYHTUPYIOLUX MTPENapaToB:
AHTUMHTUOMTOPHBIN KoaryassHTHbIM koMiuieke (AMKK) u akTuBUpoBaHHBINA peKOMOMHAHTHBIN
¢dakrop VII (a3ntakor anbda (akTuBupoBaHHbIN)). JlocTOBEpHOM pa3HUIlbl B 3 PEKTUBHOCTH,
0€30MacHOCTH U CTOMMOCTH JICUEHHS STUMHU MpernaparaMu He noiaydeHo. O1HaKo uMeroTes
JaHHbIE 00 MHAMBHUIYAJIbHBIX OCOOCHHOCTSX OTBETA MAlMEeHTa Ha KaXK/Ibli U3 penapaToB, YTO
HEO0OXOMMO YUHTHIBATh MPU BHIOOpE TIpemnapara

J103bI NIpenaparoB ¢ MIYHTUPYIOIIMM MEXAHU3MOM JIEUCTBUA JIJI1 KyITUPOBAHUS

KPOBOTCUYCHUS:

— AVIKK Hna3nauaetcs B 1o3e 50 — 100 En/kr xaxapie 12 yacoB. MakcuManbHas CyTouHas
no3a 200 En/kr;

— JMTaKor anb(a (aKTUBUPOBAHHBIN) HazHavaeTcs B Ao03e 90 — 120 MKr/kr kaxabie 2 — 4
yaca J10 OCTAHOBKHM KpOBOTeUEHHUsI. BO3MOXHO OJHOKPATHOE BBEICHUE B CYTKH B J103€
270 MKI/KT.
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[Tpu mHTHOUTOPHOM TeMOBUIUN BO3ZMOXHO MPOBEICHNE TPOPIITAKTHISCKON TepaITHH.
JnmurenbHas npodunaktruaeckas Tepanus npoBoautcss AUKK B pasnmuyHbIx pekumax:

— TIpW OPOBEJICHUU UHIYKIIMA UMMYHoOJIorn4eckoi ToiepantHoctu (MUT) B mo3e 50-100
En/xr xaxxapie 12 yacoB 10 cHIKEeHHs TUTpa HHTHOUTOpa MeHee 2 BbE;
- BHe UUT B noze 30 — 100 Ex/kr 3 pa3a B HeZle10 UK Yepe3 JICHb.

KpaTtkocpounyto (B TeueHue 3-x MecsieB) NpouIakTHIECKYIO TEPAIUI0 BO3MOXKHO

MIPOBOAMTH MIPENapaToOM MTAKOT anb(a (aKTUBUPOBAHHBIM) B pesxkume 90 MKI/KT 1 pa3 B CyTKH
[12, 15, 16].

NHayKkuusi MIMMYHOJIOTHYECKOH TOJIEPAHTHOCTH

VY nanueHToB ¢ UHruOMTOpHOU (hopmoii I'A nepBoil TMHUEN Tepariuyu PEKOMEH0BAHO
nposenenue UNUT ¢ nenbro snuMuHanuy uHruoutopa [12].

OnTumansnbie cpoku Hauana UUT — cpa3y nocine BbisiBiaeHUsI HHTUOUTOPA. DD (PEeKTUBHOCTH
WNUT 3HauuTEIHHO MOBBILIACTCS, €CIIM B Hayalle Tepariuy TUTP UHTruOuTOpa He mpeBbimiaet 10
BE. Ecnu tutp unru6utopa cocrasnser > 10 BE, To pekomenayercs npekpatuts HHOY3UU
koHleHTparta FVIII, nepeBecTu nanuenTa Ha Tepanuio MyHTUPYIOIIMMHU IIpernapaTaMu 1
KOHTPOJIMPOBATh TUTP UHTHOUTOpa. Tem He MeHee, COXpaHEHHE BHICOKOTO TUTPAa MHIHOUTOpa He
SIBIIIETCA NPOTUBOMNOKAa3aHueM K HazHaueHuto MUT.

IIpu nposenennn MUT Henonyctumo meHATs npenapar KoHueHnrpara FVIIL, mockosbKy 310
3HaYUTEIbHO yXyAlaeT nporuo3 repanuu. [lepen nposenennem MUT nHeo6xoanmo yoeautses B
HAJIMYUU JOCTATOYHOTO KOJIMYECTBO Mpemnapara konueHtpara FVIII.

CymiecTBYIOT paznudbie mpoTokodibl mpoBeaeHus UUT (Tabi.6). OnTumaibHOTO pexumMa
nposenaeHuss MUT wet. [{1s manMeHToB ¢ BICOKOpEarupyomuM HHTrHOUTOPOM, HE3aBUCHMO OT
TUTpa HHrHOuTOpa HAa MoMeHT Hadana MUT, pekomennoBana HavanpHas cxema 100 — 150
ME/kr FVIII xaxasie 12 gacos. 11t maniieHTOB ¢ HU3KOPEArupyrOIUM HHTHOUTOPOM
pexomennoBano HaunHaTh UUT mo cxeme 50 — 100 ME/kr FVIII exxeqneBHO MM KaxabIid
BTOPOM JIEHb.

Tab6auna 6. IIporokoast nposenenuss UUT

IIporokon PexxuMm Tepanuu

Huskono3Hsii FVIII, 25 ME/kr uepe3 feHb (B OCHOBHOM [Tl HU3KOPEArupyroIux
(Hunepnanmasr) UHTHOUTOPOB)

[TpomexyTouHbII FVII1, 50-100 ME/kr exenHneBHO

BrIcOKOI03HBIIH FVII1, 100-150 ME/xr 1-2 pa3a B cytku + AUKK, 50 En/kr 2 pa3a B

(boHHCKMIT TPOTOKOI) | CYTKH

[IBenckuii mporokon | FVIIL, no 40—100% B ma3me Ha mpoTsiKeHUU 2—3 HENemb, B/B
MMMYHOTJIO0YITHH, UKI0(pochamMul, MpeTHU30I0H, TEMOCOPOITHUS

(mpu TuTpe uHruouropa cosee 10 BE)
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CHmKeHue 103bl U KPaTHOCTU BBEJCHUS Mpenapara HauMHAeTCs Tocie TOCTHKEHUS
CIIEMYIOIINX TTOKa3aTeNiel: TUTp uHruouropa - menee 0,6 bE, Hopmanu3anus Tecra
BoccTaHoBjeHus (6onee 70%) u HopManu3alus nepuo/ia noaysbiBeeHus (0onee 7 yacos). o3y
mpernapaTa CHUXKAIOT IOCTENEHHO M0 CXEME C MTOCTOSHHBIM J1ab0paTopHbIM KoHTpoJieM. [locie
noctkeHus 10361 B 30 — 50 ME/kr 1 pa3 B 2 1HS HEOOXOUMO ITUTEIHHO MPOA0HKATh
TEpamnuio B 3TOM J03€ B PKUME BTOPUIHOU/TpeTUUHOM nipodunakTuku. OTMeHa
pOUIAKTHYECKOTO JICUEHHUS YacTO MPUBOAMT K PELIUANBY HHTHOUTOpa. MakcuManbHast
nmutenbHocTh UUT 3 rona. Kpurepun adpdexrunoctrn MUT npencraBnens B Tabauie 7.

Taoauua 7. Kpurepun 3¢ppexruBnoctu UUT

D¢ dexTuBHOCTD Kpurepun

ITonusiii ycex —  Twutp uaruburopa < 0,6 BE (He MeHee yem npu IByX
MOCTIeIOBATEIBHBIX ONPEIEICHUSX )

- Hopmanuzanus nokasarens Boccranoienus (70% u 6onee) Ha
MPOTSDKEHUH 0oJiee YeM JIBYX MECSIIEB

- Hopmamuzanus nepuopaa nonysbsiBeieHus (0osiee 7 4acoB)

YacTtuuHbli ycrex [IpucyTcTBUE NBYX U3 TPEX KPUTEPHUEB

YacTUYHBIA OTBET HpI/ICYTCTBI/IC OJIHOI'O U3 TPECX KPHUTCPHECB

OtcyrcTBue oTBeTa | He BBIMOMHSETCS HU OJMH U3 KPUTEPUEB HA MPOTSHKEHUH 12 MecseB u
ooJiee

[Tpenapat ns npoBeaenus UUT noabuparoT HHANBUAYAIBHO HA OCHOBAaHHUH PE3YJITATOB
(hapMaKOKHMHETUYECKOTO MCCIIETIOBAHUS.

ITpu nposenenun UUT Heobxonumo uzderath 100bIX BO3IEHCTBUI U ITpenapaTos,
CTUMYJIMPYIOIINX UMMYHHBIE PEaKIIUY, B TOM YKCJI€ BaKLIMHALIMY, IPUMEHEHMSI IPENapaToB
UHTEepPEpOHA U IPYTUX BUJOB HMMYHOTEPAIIUH.

s kynmupoBaHus reMopparunyeckoro cuaapoma sospeMs MUT pexomennoBano
PUMEHEHNE MPErnapaToB ¢ MyHTHpYomUM MexanuzMoM aerctBust: AUKK u anrakor anbsga
(akTuBHpOBaHHKIH) [15, 16].

[Tpu OTCYTCTBUM TE€HAEHIIMH K CHIDKEHHIO MHTHOUTOPA B TeUeHUH 12 MecsleB OT Havaia
BBICOKOJIO3HOM Tepanuu pekoMeH1oBaHo npekparute UUT u nepeBecTu nanueHTa Ha TEPANNIO
LIYHTUPYIOLIMMHU NpenaparaMu. Bo3mosxHo nosropHoe nposeaenue MNUT ¢ ucnonb3oBanueM
JPpYroro mpernapara Wil U3MEHEHHEM PeXUMa TEPAIUU.

OmneiT npoBenenus MUT y marmenToB ¢ marnoOuTopHOii I'B orpannueH. 1o 00ycioBiIeHO
OuY€Hb HU3KOH 3(PPEKTUBHOCTHIO U HATMUMEM aJNIEPTUUECKUX PEaKIUil.




21

Oproneanyeckoe JieHeHUue

Y OONBIIMHCTBA MAIIMEHTOB ¢ reMo(uiinelt BCIeICTBUE PELUIUBUPYIOLIUX FeMapTPO30B
bopMuUpYIOTCS pa3IMUHbIE TOBPEXKICHHS OMOPHO-/IBUTAaTENILHOTO anmapara.

XPOHUYECKUN CUHOBUUT

[Tpu pa3BUTHM XPOHUYECKOTO CHHOBUUTA PEKOMEHI0BAHO POBEIEHUE MPOPUITAKTUIECKON
3aMECTHTEIBHOHN Teparnuu KOHIEHTPATOM (PaKTOpa B PeKUME, KOTOPBIA MO3BOJIUT
IIPEAOTBPATUTh PA3BUTHUE CIIOHTAHHBIX '€MapTPO30B. BakHO TakKe BBINOJHEHUE €KEIHEBHBIX
ynpaxsHenui (JIOK), HanpaBiieHHBIX Ha YKPEIUIEHHUE MBIIII U [TOI€p>KaHNE TIOJIBUKHOCTU
cycraga [3, 8, 11].

XpOHUYECKU CUHOBUUT PAa3BUBAETCS MOCJE IOBTOPHBIX reMapTpo30B. Kak mpasuiio, oH
00YCIJIOBJICH OTCYTCTBHEM MJIM HEIOCTATOYHOM 3((EKTUBHOCTHIO 3aMECTUTENILHOM Teparuu.
[TposiBnsieTcst ATUTENBHO COXPAHSAIOIIMMCS OBBIIIEHUEM TEMIIEPATYPHI HAJl HOPAXKEHHBIM
CyCTaBOM, YBeJIMUeHUE 00beMa MITKUX TKaHed B 00J1acTH CycTaBa, pPeLUIMBUPYIOLIUMU
KPOBOU3JIUSHUSAMHU, OTPAHUYEHUEM OJBUKHOCTH.

Jlnarnoctuka BKJIIOYAeT BBISBICHHUE KIMHUYECKUX Mpu3HakoB, Y 3U w/unu MPT cycraBos.
Tepanust TPOBOUTCS COBMECTHO C OPTOTEAAMH, UMEIOLTUMU OMBIT JICYCHHS OOJTBHBIX
remodunueit. [Ipu coxpanennn npru3HaAKOB BOCMIAJICHUS MTOKa3aHa Teparus HECTEPOUIHBIMU
IPOTHBOBOCIAIMTEIbHBIMU Ipenapatamu (HHruoutopamu COX-2).

HpI/I HEJI0CTAaTOYHOM B(I)(I)CKTI/IBHOCTI/I 3aMECTUTEILHOMN TEpalliu BO3MOXKHO ITPOBCICHHUC
Kypca HYHKI_[I/Iﬁ CyCTaBa € BBCACHUCM CTCPOUAHBIX IPOTUBOBOCHAJIUTCIILHBIX ITPCIIapaTOB (Ha
NEpBOM 3TaH€); JaJIe€ BapyuaHTaMUn BI>I60pa SABIAOTCA XUMHWYCCKasa UIHN SGHAOCKOITMYCCKast
CHUHOB3KTOMU, a IIPHU UX HEJO0CTAaTOYHOI 3(1)(1)CKTI/IBHOCTI/I — XUPpYprudeckasa KOppCKIus.

XDOHI/ILIGCKaSI I[Gd)ODMI/IDVIOHIaSI apTponaTusi

Tepanuro peKOMEHAOBAHO MTPOBOIUTH COBMECTHO C OPTOTIEIAMH, UMEIOIIIUMH OIBIT
JeyeHHst O0JIBHBIX TeMOPUITUEH.

XpoHunueckas 1ehopMUpYOILas apTPoNaThs BO3HUKAET BCIEACTBUE MPOTPECCUPYIOIIETO
TE€YEHHs] XPOHUYECKOTO CHHOBUMTA U PELIUIUBUPYIOIINX KPOBOU3IMSIHUNA B CYCTaBBI.
ITposiBisieTcst 0CTEONOPO30M, HAPYILIEHUEM CTPYKTYphl, HICTOHUEHUEM U ITOTEPEN CYCTaBHOTO
Xpsia, 60JIEeBbIM CHHAPOMOM, KOHTPAKTYPaMu, MBIILIEUHOH aTpodueii, nepopmariueii cycrasa.

OcHoBol MpoUIAKTUKN PA3BUTHUS XPOHUUYECKOM apTponaTHH SBIISETCS aJeKBaTHAs
MOCTOSIHHAS poduIaKTHUECKas 3aMecTuTeNnbHast Tepanusi. CBoOeBpeMEHHOE JieueHne CHHOBUNTA
Tak)ke He0OXOAUMO AJIs IPEIOTBPAIlleHHs pa3BUTUS apTponaTuu. J[MarHocTuka apTponaTuu
OCHOBaHa Ha BBISIBJICHUH KJIMHUYECKHUX IPU3HAKOB U HA PE3yNbTaTaX NHCTPYMEHTAIBHBIX
uccienosanuii: Y3U, KT, MPT [8].
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[lenbto e4eHUs yxKe pa3BUBIICHCS XPOHUYECKON apTPONaTUH SABJISETCS YIy4dIllICHHE
(GYHKIIMOHUPOBAHUS CyCTaBa M YMEHbIIICHHE 00JIeBOro cuHApoMa. J[J1st 60pbObI ¢ 00JIEBBIM
CHHJPOMOM ONTUMAIBHO HUCIO0Ib30BaTh HHTHONTOPEI COX-2. J{n1s1 BoccTaHOBICHUS () YHKIIMH
cycTaBa, COCTOsIHUS MbIII TpoBosAT Kypcesl JIOK u pusnorepanuu. B psae ciayyaes
3¢ (pexTUBHO UCIONB30BaHUE TpeHaxepoB. Ha HauanbHBIX ATanax BOCCTAHOBUTEIBHOTO JICYCHUS
MOKAa3aHO MPOBE/IEHNE KypCOB MpenapaToB rHaaypoHOBOM KuciaoThl. [Ipu HenocTaTouHOM
3¢ (peKTUBHOCTH KOHCEPBATUBHOI Tepamnuu oKa3aHo XUPYyPruuecKoe JICUEHHE, KOTOPOE TOJIKHO
MPOBOAMUTHCS BpauaMU, UMEIOIIMMHU OIBIT JIEUEHUS MAllHeHTOB C reMO(IINEeH.

IIceBmoonyxoyu

[IceBoonyxomu GopMUPYOTCs BCIEACTBUE HEPABUIBHOM TEPANUU KPOBOU3IUSHUN B
MSTKHE TKaHU, OOBIYHO B MBIIILIBI, PACIIOIOKEHHBIE PSIIOM C KOCThIO, KOTOPast MOXKET ObITh
3aTpOHYTa BTOPUYHO, UJIU MPU NOJHAJAKOCTHUYHBIX KPOBOM3IUSIHUX. [IposBiaeHusiMu
TICEBJIOOIYXOJIH SBIISIOTCS CTAOMIIBHOE OMYXOJIEBHIHOE 00pa30BaHKEe, OTTECHSIOMIEE
OKpY’KaIOIlME TKaHU, KOTOPOE CYLIECTBYET Ha MPOTSKEHUH MHOTMX MECALIEB WIH JIET U HE
UMeeT TeHJCHIIMY K 00paTHOMY Pa3BUTHIO Ha ()OHE MHTEHCHBHOM 3aMECTHTEIBHON Teparnuu
¢dakropamu. [Ipu oTCYTCTBUM JIeUEHHUS [ICEBIOOIYXO0JIb MOKET IOCTUTaTh TUTAHTCKUX Pa3MEpOB,
CO3/71aBas JaBJICHNE HAa HEHPOBACKYJISIPHBIE CTPYKTYPBI U BBI3bIBAsI IATOJIOTUYECKHE I1EPETIOMBI.

JlmarHocTrKa 1ceBI00IyX oM BKITI0UaeT (pU3uKaIbHOE 00CIIeIOBaHIE, IPOBEICHHIE
pentrerorpaduun, KT naum MPT nopaxeHHOTO cerMeHTa Teda.

Jleuenne pekOMEHI0BaHO MPOBOJIUTH COBMECTHO XUPypraMmu U remarosioramu. Ha nepsom
JTane BO3MOXHA MOMbITKA MHTEHCUBHOMN 3aMECTUTEIBHOM Tepanuu B TeueHHe 6 — 8 HeJeNb C
nocieAyoImMM KoHTpolieM nocpenactsomM MPT. Ecnu o6pazoBanue He UMeET TEHICHIIUH K
00paTHOMY pa3BUTHIO, PEKOMEHIOBAaHO TOTAJIbHOE y/IaJI€HHE OMYXOJIH C UCCEUCHUEM KarCyIIbl
[3, 6]. Omeparust 10KHA TPOBOIUTHCS CIICIIHATMCTAME, HMEIOIIUMH OIBIT XUPYPIHYECKOTO
OPTOTEINYECKOTO JIeUeHUs OOTBHBIX TeMOpUITHEH.

ITepenomel

[Tpu pa3BuTHM MIepeToMa PEKOMEHIOBAHO HE3aMeUTMTEIbHOE HAYaJI0 3aMEeCTUTEITLHON
Tepanuy KOHIIEHTPaToM (pakTopoB cBepThIBaHMs. B TeueHne nepBhix 3-5 qHE Heo0X0auMO
noiiepkanue ypoBHs (akropa B kpoBu He MeHee 50-100% (B 3aBUCUMOCTH OT JIOKQIA3AINH U
TsDKECTH TpaBMbl). [locTostHHAS 3amMecTUTeNbHAS Teparus (aKTOPOM JIOJDKHA TPOBOIUTHCS B
teuenue 10-14 queii [6].

Puck pa3Butus nepeaoMoB y MarieHTOB C reMO(HIINEH CBsI3aH C OCTEOIIOPO30M U
remoduIndIecKoil aprponarueii. Cpa3y mociae cTabmimM3auy nepeiomMa cieyeT MpUCTYIUTh K
MIPOBEICHUIO BOCCTAHOBUTEIBHOM TEpaIuu.
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OnepaTuBHOE Je4YeHH e

JIro6oe ornepaTuBHOE BMELIATEIBCTBO WM IIPOBEICHUE HHBA3UBHOM IPOLICYPBI
PEKOMEHJOBAHO [IPOBOIUTB I10]I IPUKPHITUEM 3aMECTUTENIBHOM Teparnuy KOHICHTpaTaMu
(akTOpPOB CBEPTHIBAHUS KPOBU.

Y 607bpHBIX ¢ TeMODHUITHUEH XUPYPTUIECKOE BMEIIATEILCTBO MOXKET IMOTPEOOBATHCS TS
JICYeHUs KaK OCJIOKHEHHI reMO(HITNY, TaK U HE CBSI3aHHBIX ¢ reModuineli 3adoneBanuii. [lepen
JFOOBIM XUPYPTUYECKHM BMEIIATEIILCTBOM HE00XO0AMMa KOHCYIbTALUS B IICHTPE JICUCHHS
remopwimu. Eciu ecTb BO3MOXKHOCTB, OTIEPATUBHOE JICYCHHE JIYYIIIE TPOBOIUTH B
CHEHATM3UPOBAHHOM cTanoHape. OnepaTHBHOE BMEIIATEIbCTBO Y MAIIUEHTOB C
UHTUOUTOPHOW TeMO(IITHEH JOKHO MTPOBOIUTHCS TOJIBKO B YCIOBUAX CIICIIHATU3UPOBAHHOTO
CTarroHapa. AHECTE31OJIOT JOKEH UMETh OIBIT JICUCHUS MAIMEHTOB ¢ HAPYIICHUSIMH
CBepThIBaEMOCTH KpoBH [4, 6, 8, 17].

HeoOxoauM cTporuit MOHUTOPUHT KOAryJIOTpaMMBbl, aKTHBHOCTH (paKTOpa U CKPUHHUHT Ha
HaJuue HHruouTopa. /1036l U MPOJOIKUTEIFHOCTD TEPAIMU KOHIIGHTPAaTOM (hakTopa
CBEpPTHIBAHMUS KPOBHU 3aBUCST OT TUIIA OTIEPATHBHOTO BMEUIAaTeNbCTBA (Tabuma 3).

[Tpy HEOOXOMMMOCTH MPOBEACHUS TAKMX AUATHOCTHYECKHX MPOLEAYp, Kak JIoMOanbHas
NYHKIUS, ITYHKIMS apTePHH, YHIO0CKOIIMUECKOE UCCIIeIOBaHNEe ¢ OMOTICHEH, BeICHNE TTallieHTa
TaKo€ ke, KaK IPU XUPYPTUUECKOM JICHECHUH.

HHoe Jieuenue

J51s 0CTaHOBKM KPOBOTEUEHHUH/KPOBOUBIUSAHUN y TAIIMEHTOB ¢ TeModuinei
PEKOMEHI0BaHa JIONOJHUTENbHAS TEMOCTaTHUECKas Tepanus. B kauecTBe AOMOIHUTENBHON

reMOCTaTHICCKOM TEPpAIIU BO3MOKHO HCITIOJIB30BAHUC CICAYIONIUX JICKAPCTBCHHBIX IIPCIIapaToB
[2, 4, 9]

e Jlecmomnpeccun (DDAVP). [Ipumenenue necMonpeccuHa MOXKET MOJHUMATh aKTUBHOCTh
FVIIIl y nannenTos ¢ nerkoi I'A. IIpenapaTt BBOAUTCSA BHYTPUBEHHO WUJIH MOAKOKHO B
pa3oBoii 1o3e 0,3 MKI/Kr. Bo3MOKHO HCTIOIB30BaHHE CIIEIUATBHOTO HA3aJILHOTO CITpes..
PazoBas no3a - 300 mxr. Cnenyer u3deratb MpUMEHEHHsI IECMOIIPECCHHa y eTeit 1o 4
7eT ¥ 'y nanuenToB crapiie 60 net. [Ipemapat BBOIUTCS OJHOKPATHO, TIPH ITOBTOPHOM
BBEJICHUH Y€pe3 KOPOTKUN MPOMEKYTOK BPEMEHU BO3MOYKHO Pa3BUTHE TaXU(UITAKCHUH.
Nmeercs Oobiiass ”HIUBUAYaTbHAS BapuadenbHOCTh OTBeTa Ha BBeeHne DDAVP,
MOATOMY, TIepe]l €ro Ha3HAYCHHUEM, VISl OIICHKW WHIUBUIYAIbHOW PEaKInK, HEOOXOIMMO
BBINIOJIHUTH T€CT BoccTaHOBIeHUs (aHanu3 aktuBHocTH FVIII 1o u yepe3 1 yac nocine
BBEJICHUS TepareBTHUecKoil 1036l JiutensHocTh Tepaniun DDAVP y nereii He noikHa
npesbimath 1 — 2 auei [18, 19].

e Huruburops! pudbpuHomM3a. Mcnons3yroTcs: Kak JOTOTHEHHE K CIIeIU(UUIeCKO
3aMecTuTeNnbHOM Tepanuu. Hanbomnee a3 pexTHBHBI TPU KPOBOTEUEHUSX U3 paH
CIIM3UCTHIX 000JI09€K. MOTYT UCIIOIB30BATHCS JIJIS JICUCHUSI KPOBOTEUEHUH APYTHX
JIOKaJIN3alni. 3anmperieHo UCIO0JIb30BaTh MIPH MOYEYHBIX KPOBOTCUCHHUSIX.
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e MecTHbIe TeMOCTaTHYECKHE MTpenapathl. [Ipu nmpoBeeHUN OnepaTuBHBIX BMEIIATENCTB,
0COOCHHO Ha MAPEHXMMATO3HBIX OPTaHaX, MPU KCTPAKIIMH 3yOOB, JICUCHUU paH
MOKA3aHO HMCIIOJIb30BAHUE MECTHBIX T€MOCTATUICCKUX MPENapaToB. DTH MIPemapaTsl
INPUMEHSIOTCSI COBMECTHO C 3aMECTUTEIILHON Teparuei 1 Mpu3BaHbl ONTHMU3HPOBAThH
MECTHBIN TeMOCTaTHYECKUN YD (DEKT.

Peabuauranus

[TareHTaM ¢ MOpaskeHUEM JIEMEHTOB OTIOPHO-IBUTaTEILHOTO arapara peKOMEH/I0BaHO
JIOJITOCPOYHOE JICUCHHE TIOBPEKICHNI CyCTABOB M MBI, M (DYHKIIHOHAIbHAS PeaOUTHTAIINSA.
DTHUM MalMeHTaM PEKOMEHIYETCs CAHATOPHO-KYPOPTHOE JICYCHHE C S0 MPEIOTBPAICHUSI
[POrPECCUPOBAHUS HAPYIICHHIA OMTOPHO-IBUTATEIBHOTO alaparta i YIydIneHus UX
opTomeanyeckoro craryca [8, 14, 17].

OCHOBHBIM KJIMHUYECKHUM IPOSIBICHUEM TeMOGUIHH SBISIOTCS PELUANBUPYIOIINE
KPOBOUBJIUSHUSA B CyCTaBbl, UTO HEOOPATUMO MPUBOIUT K Pa3BUTHIO AeopMupyromen
apTpOoNaTUU U XPOHUYECKOTO CHHOBUTA Y 3TUX MallMEeHTOB. [lopaskeHne onopHo-ABUTraTENIbHOIO
anmnapara CylueCTBEHHO JIMMUTHUPYET COLMATIbHYIO aJalTUPOBAHHOCTD MAIIUEHTOB, YXYIIAET UX
KauyeCTBO XHU3HU. JIeueHre MOKHO IIPOBOJIUTH B CAHATOPHO-KYPOPTHBIX OpraHU3alusiX B
KJIMMaTHYECKOM 30HE NMPOKMBAHUS NAI[MEHTA, a TAK)KE Ha 0aJIbHEOJOTHYECKUX KypOpTax.
Pa3paboTka peaOuINTallMOHHBIX MEPONPUATUH J0JKHA TPOBOAUTHCS COBMECTHO
CHEIHUAIMCTaMH 10 PeadMINTALUU, KyPOPTOJIOTUU U TeMaTOJIOTaMU, UMEIOIIMMU OTIBIT JICYCHUS
NAMEHTOB C HAPYILIEHUSIMU CBEPTHIBAHUS KPOBH.

B03MOXHEBI Takue BUABI (1)1/131/10Tepan1/n/1, KakK:

e BO3/CHCTBUE YIBTPA3BYKOM IpH 3a00JI€BAaHUIX CYCTaBOB;

e JIEKapCTBEHHBIN ynbTpadoHOpOope3 npu 3a00JI€BaHUSIX CYCTABOB;

e 3yeKTpohope3 JEKapCTBEHHBIX MpenapaToB IpHu 3a00JIEBaHUSIX CYCTaBOB;

e BO3JEHCTBHE BHICOKOYACTOTHBIMU 3JIEKTPOMATrHUTHBIMU MOJSIMHU (MHIYKTOTEPMHUS);
e  BO3JEHCTBHE AIEKTPUUECKUM IOJIEM YIbTpaBblcOKOH yacToThl (D11 YBY);

e BO3JEHCTBUE NIEpeMeHHBIM MarHUTHBIM ToJieM ([TeMIT).

[TamenTam ¢ FeMO(l)I/IHI/ICI\/'I " 94JI€HaM UX CCMbU uenecoo6pa3Ho MPOBCACHUC IIKOJI
MICUXOJIOTHYCCKOM aJanTaIiH.

CromMaTojornveckas nomMoumb

Jnist 6onbHBIX reModuirel BaXXKHO cOOI0A€HNE TUTUEHBI TOJIOCTH PTa, YTO MOMOTaeT
NpeOTBPATUTH pa3BUTHE MApOJAOHTO3a U Kapueca. [t uncTku 3y00B HEOOX0 MO
MCIIOJIb30BaTh MATKYIO 3yOHYIO 1IeTKy. [[1aHOBbIE CTOMATOIOTHYECKUE OCMOTPHI TOJIKHBI
MIPOBOAMUTHCA HE MeHee 2 pa3 B rojl. OObIYHBIE OCMOTPBI CTOMATOJIOTA U YHCTKA 3y0O0OB MOT'YT
MIPOBOAUTHCS 0€3 3aMecTUTENbHOI Tepanuu Gaktopamu. O1HaKO HEOOXOJUMO UMETH B
CBOOOJHOM JOCTYIIE TeMOocTaTHuecKue mpenapatsl (koHueHTpats! ¢pakropos VIII/IX, DDAVP,
aHTU(UOPUHOIUTHYECKHE TIPEenapaThl).
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[TpoBeneHre MECTHOM aHECTE3MH Y MAIIMEHTOB C TSDKEION U CpeHeTshKeNnon (opmamMu
reMo(HINU PEeKOMEHIYeTCs TOJIBKO MOCIIe BBEICHUS KOHILIEHTpaTa (haktopa cBepThiBanus. [1pu
Jerkoit popme remoury BBEJCHHE KOHIIEHTpaTa (pakTopa CBEpTHIBAHUS HE SBISECTCS

00s13aTeNIbHBIM, Y 3TOM I'PYIIbI MAIHEHTOB MOKET OBITh UCIOIb30BaHa Tepanus DDAVP [18,
19].

IIpu okazaHUM CTOMATOJIOTMYECKON TOMOIIM BaKHO TECHOE B3aUMOJEHCTBUE XUPYpra-
CTOMATOJIOTa ¥ remMarosiora. Y gajueHue 3y0a Wi Xupypruueckue mpoueaypbl peKOMEHI0BaHO
BBIIIOJIHATH 10l CTPOTUM KOHTPOJIEM T'€MOCTa3a U MOCe KOHCYJIbTALUH.

[Tpu npoBeieHNH CTOMATOJIOIMYECKUX IPOLETyp BOZMOXKHO IPUMEHEHHE TPaHEKCaMOBOM
KHCJIOTBI WM IPYTUX aHTU(UOPHUHOIUTUYECKUX IIPENIAPATOB C IIEJIbI0 CHIKEHUS IOTPEOHOCTH B
3aMEeCTHTEIBHOM Teparnuu KOHIEHTPATOM (GakTopa. Bo3MOKHO HCIIOIb30BaHIE MECTHBIX
reMOCTaTUYECKHUX IIPEernapaToB nocie yaaneHus 3yooB. [Ipu oOupHbIX cTOMATONOIMUECKUX
npoueaypax (HajoKeHUE IIBOB, MHOKECTBEHHAs! IKCTPAKIUS 3y00B) MOXKET [TOHA100UThCA
rocruTanu3anys naiuenra B cranuonap [10].

Crnenyet Bo3uepxkarbes oT npuMmeHeHust HIIBII, ocoOeHHO aneTHIcaauiioBOH KHCIOTHI.

Oco0oro BHUMaHUS TpeOyeT MPOPIIAKTHKA BO BPEMS CTOMATOJIOTHICCKUX MTPOLEAYD Y
MalEeHTOB ¢ MHTUOUTOPHOUN (GOopMOii TeMOHITHH.

IIpoduinakTuka u fUCIaHcepHOe HalII0IeHHe

[Tpu HanMuMK MoKa3aHu# (PEIUAUBUPYIOIINE KPOBOU3IIUSHUS B CyCTaBhI, IPYTHE
YTPOXKAIOIIUE KPOBOTEUEHUS, IPECTOAIIEE MHBA3UBHOE JICUEHUE U JIP.) AI[UEHTaM CO
CPEIHETSKEIION U JIETKOM (hopMaMu peKoOMeH 10BaHa npoduiaktuaeckas Tepanus [9, 10].

[Tpodunaktuyeckas repanus konuenrparamu FVIII nnn FIX, a Taxke npenapatamu
«UIYHTUPYIOLIETro AEUCTBUSI» - OCHOBA BEJICHUS NAIL[UEHTOB C TsDKENo (popmoit reMopuinu.
[TpodunakTuyeckoe geueHue MPOBOIUTCS Ha JOMY MAllUEHTOM HJIM €r0 POACTBEHHUKAMHU.

KiroueBbiMU 1OKa3aTEIIMHU yIYUIICHUS] COCTOSTHUS U KaueCTBA KU3HU OOJBHBIX C
reMouInel SBISIOTCS NMPEIOTBPAIICHHE PA3BUTHSI TEMOPPAruieckoro CHHAPOMa, perpecc Wi
OCTaHOBKa MTPOTPECCUPOBAHMS KOCTHO-CYCTABHBIX, MBIIIICYHBIX JIETEHEPATUBHBIX U3MEHEHUN U
OTCYTCTBHE CIIOHTAHHBIX KPOBOU3IHUSIHUM.

Bceex manueHToB ¢ reMoQuiIneil peKOMEH0BaHO PEruCTPUPOBATh M HAOIIOAATh B
CHEHUATU3UPOBAHHOM LIEHTpE. Y MalMEeHTOB WM Bpadyel, K KOTOPbIM OHU 00paIiaioTes,
KPYTJIOCYTOYHO J0J’KHA OBITH BO3MOKHOCTh KOHTAKTa C T€MaTOJIOrOM, UMEIOIIUM OTIBIT
JedeHus: OOJBHBIX C HapyILIEHUSIMU reMocTasa. Benenue u jedeHre naiueHToB ¢ reMopuinen
MPOBOAMTCS IPYNION CHEHATMCTOB PAa3IUYHOIO Mpoduilsl, BKIIOYaIOIel reMaTosora,
neauaTpa, opToresaa, cromarosiora, pusnorepanesrta, Bpada JIOK, ncuxonora, UMEIOITUX OMBIT
paboTh ¢ 60bHBIMEU reModurei [ 13].
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OCMOTp ManucHTOB IreMaToJIOTOM, OPTOIICAOM U CTOMATOJIOIOM JOJIZKCH IPOBOJAUTHLCA HC
MEHEE JIBYX pa3 B I'0Jl; OCTAIIbHBIMU CIIELMATIUCTaMU — 110 HeoOxoaumocTH. LlenecooOpazHo
IMPOBCACHUC 1 pas3 B 1o AuCrnaHCCpru3alu B CIICHUATIU3UPOBAHHOM LHCHTPE, CCIIN HCHTP
pacrmoiaraeT 10CTaTOYHON KIMHUKO-Ta00paTopHOi 6a301.

JlucnancepHoe HaOI0AEHNUE 3a MAlMEHTaMU C FeMo(uInel BKIII0YaeT:

e  OIICHKY HAJIN4YUs HEXKENATEIbHBIX SBJICHUN IPH IPOBEICHUY 3aMECTHTEIILHOW TepaIHu:
HOSIBJICHUE HHTHOUTOPA K (aKTOPy CBEPThIBAHHS KPOBHU, HHIUBHIyalIbHASL
HETICPEHOCUMOCTb ITperapaTa, BUPYCHasi KOHTAMUHAIHS

e  OIICHKY M3MEHEHHS IICHXOJOTHYECKOT0 MM COLHAIBHOIO CTAaTyCa MalHeHTa;

e  OIICHKY COCTOSIHHS IepupeprUIecKoil BEHOZHON CUCTEMBL;

e JICYCHUE OCIIOKHEHHN reMO(UIINI: KOppeKLus qedUInTa Kele3a, HHTHOUTOPOB;

e BBIIBJICHHE U JICYCHHE COMYTCTBYIOUINX 3a00JIeBaHUi, 0COOCHHO 3a00JIeBaHUl 3y00B,
nosnoctu pra, XKKT, JIOP-opranos, naTosioruu cepaeqHO-COCYIUCTON CUCTEMBI U JIp.

I'emo¢uns y HOBOPOKIEHHBIX

[Tpu pemennu Bonpoca o cnoco0e pogopaspelieHus (BarnHaabHOE WM ONIEPATUBHOE), €CIIN
OKUIaeTCsl poXkKaeHue pebeHka ¢ remopuineld, HeoOX0IMMO BEIOpaTh HanboIee
aTpaBMaTUYHbIN c110c00. BakyyMaKkcTpakius sSBiIseTCs ONAacHOM U He JI0JDKHA IPOBOJUTHCS B
OTHOILIEHHUH IUIO/I0B, Y KOTOPBIX 1ojao3pesaercs remopunusd. [locne pogopaspemenus
KeJaTeJIbHO 0TOOpaTh 00pasel MyNOBUHHOM KPOBH B IPOOUPKY € LIUTPATOM HATpPUs AJIS
oIpeieNIeHUs] aKTUBHOCTU (PaKTOPOB CBEPThIBaHUS KpoBHU. IIpu olieHKe pe3yabTaToB
HE00XO0/IMMO YYUTHIBAaTh BO3pacTHbIE 0COOEHHOCTH. J[0 MOMEHTa IMarHOCTUKH Y
HOBOPOXJACHHBIX C TIPEANoIaraeMoi reMopuiInei JkenaTeabHO BO3ACPKAThCA OT BEHEIYHKITHI
(MckITrOYast AMArHOCTHKY TeMO(GHIINH ), 0TOOpa 00pa3loB KAMWLIAPHON KPOBU U APYTUX
WHBa3UBHBIX MAHUMYISINH [6].

Bakuunauus

[TaruenTs! ¢ reModuiinelt MOTyT OBbITh BaKIIMHUPOBaHbI. OCOOEHHO Ba)KHO IIPOBEICHHE
BakIWHAIMHU OT Tenatuta B. [Ipu BakuuHaIuu MpeanoYTeHne OTAaeTcsi OpaJbHOMY WIIH
MIOJIKO’KHOMY BBEJICHHIO MpeTapara o CpaBHEHUIO ¢ BHYTPUMBIIICYHBIM WA BHYTPHKOKHBIM.
Ecnu 1u1st taHHOM BaKIMHBI JOCTYIEH TOJIBKO BHYTPUMBILIEYHBIH ITyTh BBEJICHHS, TO
HEo0X0/1MMa 3aMeCTUTEIbHAsl Tepanus pakTOpaMu CBEpTHIBAHUS KPOBH JUI IPEJOTBPALLICHUS
pa3BUTHS reMaTOMbI. B 3TOM ciiyyae 3aMeCTHTENbHYIO TEPaNUIo IPOBOAAT HAKAHYHE
BaKLMHAIMY. B 1eHb BakIIMHAIIMK BBEJICHHE MIpenapaTa He pekoMeHyercs. Henb3st mpoBoanuTh
BaKIIMHAIIMIO BO BpeMs KpoBoTedeHus [3, 4, 8].

IIpoBenenue Ja00PATOPHBIX UCCIEA0BAHUM

JlabopaTopHble aHATU3bI JIeXKAT B OCHOBE JUATHOCTHKHU M KOHTPOJIS y TIAI[UEHTOB C
remodunueit. TpeGoBaHUs K YCIOBHSAM U TEXHUKE 0TOOpa 00pa3IioB 1 BHITTOJTHEHUS
MCCJICIOBAHMI HE OTIMYAIOTCS OT CTAaHIAPTHBIX. Ba)KHBIM acriekToM 1ab0paTOpPHBIX
MCCJICIOBAHMH SIBJISIETCS y4acTHE B CUCTEME KOHTPOJIS KadecTBa. [Ipu auarnoctuke reMohuinu
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ONTUMAJIBHO Y4aCTBOBAaTh HC TOJILKO B FOCy,Z[apCTBeHHOI‘/JI, HOHU B MG)K[[}IHapOI[HOﬁ CHUCTEMC
KOHTPOJISI Ka4eCTBa JIA0OPATOPHBIX MUCCIICAOBAHNN, OXBATHIBAIOIICH OCHOBHBIC
KOaryJoJIorHuecKue mapameTpsi [5].

HexenareabHass MeTUKAMEHTO3HAS Tepanusi.

BonbHbIM ¢ remodummeil He peKOMEHJ0BaHO TPUMEHEHHE IPENapaToB, yXYAMAIOIINX
(GyHKIMIO TPOMOOLIMTOB UM CBEPTHIBaHUS KPOBU. I[puMeHEeHNE TaKUX MPernapaToB MOXKET
IIPUBECTH K PA3BUTHIO TSDKEIIBIX KPOBOTECUYECHMM, KOTOPBIE HE KYIIUPYIOTCSI BBEICHUEM
KOHIIEHTPATOB (pakTOpOB cBepThIBaHUs KpoBU. OIHAKO pa3BUBLIMICA TPOMOO3 MOXKET
noTpe0oBaTh NPUMEHEHNUS AaHTUKOAryJIsIHTOB. [IpennouTenyre Halo OTaBaTh Ipenaparam
KpaTKoBpeMeHHoro AeicTBus. Kaxxaplil pa3 HE00X0IMMO aHATTM3UPOBATh COOTHOIIEHUE 110JIb3bI
Y PHUCKA OT IPUMEHEHMS AaHTUKOAryJISIHTOB U aHTHATrPETaHTOB.

Oco0ennocT BeeHUus1 00JIbHBIX reModunei

["apanTupoBanHoe Oecniepeboiinoe obecneuenne konuenTparamu FVII u FIX y manuentos
C HEOCIIOKHEHHOH reMOo(MIneli HiTH MperapaTaMu «IIYHTUPYIOLIETO ASHCTBUS» Y MAIIUEHTOB C
UHTUOUTOpHON (hopMoii TeModuiiu, 00ydeHre IPUMEHEHUIO ATHX MPETapaToB YWICHOB CEMbU
0O0JIBHBIX TeMO(HITNEH SBISIETCS IPUOPUTETOM B OPTaHU3AIMH TOMOIIN OOJIEHBIM TeMO(IITHEH

[9]
[Tpu neyeHnn KpOBOTEUCHUH HEOOXOIMMO TPUACPKUBATHCS CIETYIONINX TPUHIUIIOB!

1. Jlns ocTaHOBKM KPOBOTEUCHUH JOIDKHA IPUMEHSITHCS 3aMECTHTEIbHAS TePaITHs
koHueHTparamu FVIII wnu FIX, nubo npenapatamu «IIyHTHPYIOIIETO JEHCTBUS» Y
NAIMEHTOB ¢ UHTUOUTOPHOHN (OpMOit reMopuIHH.

2. HeoGxoaumo cpa3y npuMeHsTh 3¢ (HeKTUBHBIE 103bl KOHIIEHTPATOB (DaKTOPOB
CBEpPTHIBAHUS WJIU MPENapaToB «IIYHTUPYIOLIETo neicTBus». Tepanus
HE/I0CTaTOYHBIMH J103aMH HE IO3BOJIUT OCTAHOBUTH KPOBOTEUEHUE, IPUBEET K OTEPE
BPEMEHH, HAPACTAHUIO TeMOPPArMYeCKOT0 CHHIPOMA M HEOOOCHOBAaHHOMY PAaCXoay
JOPOrOCTOSIIEro Ipenapara.

3. T'emocraTudeckyro Tepanuio (BBEICHNE KOHIIEHTPATOB (PaKTOPOB CBEPTHIBAHMUS KPOBH)
HE00X0IMMO HAYMHATH KaK MOXKHO paHbIle (B MAKCUMAIIBHO C)KaThle CPOKH HACTOIHKO
HACKOJIBKO 9TO BO3MOXHO, JKEJIATEILHO B TEUEHHE MEPBHIX 2-X YaCOB MOCIIE MOTYICHHUS
TPaBMBbI UJIH MOSIBICHUS MEPBBIX CYOBEKTUBHBIX WIIN OOBEKTUBHBIX MPU3HAKOB
KpoBou3IMAHUsA). [I03TOMY OCHOBaHHEM /Il Hayasla Teparnuy MOryT ObITh
CyObEKTHUBHBIE OLIYIICHUs NallMeHTa WK (akT TpaBMbl. BBeieHne npenapara J0IKHO
OBITH BBIMOJIHEHO 00s13aTesbHO. Heo0X01MMo CTpeMHUThCS OCTAHOBUTH KPOBOTEUEHUE
WJIH KPOBOM3JIHSHUE JTO PA3BUTHS 3HAYMMBIX KIIMHUYECKUX MPOsBICHUH. [Ipu Hammaum
TPaBMBI MMAITUEHT JOJDKEH OBITh OCMOTPEH T€MaTOJIOTOM B 0053aTEITbHOM TIOPSIIIKE.

4. JledeHue JETKUX U CPEAHUX KPOBOTEUECHUH TOJHKHO MTPOBOAUTHCS HA JIOMY TAllHEHTOM
WJIH €T0 POJICTBEHHUKAaMHU B COOTBETCTBHHU C PEKOMEHAANMIMHU remarosora. [Ipu
Pa3BUTHH TSHKEJIOr0 KPOBOTEUEHHUS Tepamusl JOJDKHA ObITh HadyaTa Kak MOXKHO paHbIle
(Ha 1OMy) M IPOAOIDKEHA O] HAOII0IEHHEM I'eMaToJIora CTallMOHAPHO WIIN
amMOynaTOpHO.
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5. TlanmeHTHI He JOMHKHBI UCIIOIB30BATh MPENapaThl, HapyIIAIue () YHKITUIO
TPOMOOIIUTOB ¥ YTHETAIOIIUE CBEPTHIBAHUE KPOBU, OCOOCHHO allETUIICATUIIHIIOBYIO
kucinoty u ap. HIIBII (3a uckntouenuem nekoropsix L{OI'-2: keTopoinaka, HUMecynua,
noymnpodeHa, 1eIeKoOKCHO, MapeKoKCHo u ap.).

6. Crnenyer nzberaTh BHYTPUMBIIICYHBIX HHBCKIMIA U ITYHKI[UH apTESPHI.

7. Crnemyer mOOMIPSTH PETYJSIPHBIC 3aHATHS (PU3HUECKUMHE YIIPAKHEHHUSIMH,
CIOCOOCTBYIOIIMMH Pa3BUTHIO MYCKYJIATypPhl, 3AIIUTE CYCTABOB U YIYUYIICHUIO
(U3NIECKOTO COCTOSTHUSI (HApuMep, JieueOHasi THMHACTHKA, TUIAaBaHUE, TEPPEHKYD).

8. TlammeHTHI MOKHBI U30€raTh CUTYaIui, CBI3aHHBIX C BBICOKUM PUCKOM TPaBM, B TOM
YHCIIe 3aHATHS KOHTAKTHBIMU BUIAMH €TUHOOOPCTB, TP C TSKEIIBIM MSIUOM, 3aHATHHA
Ha CIIOPTUBHBIX CHapsIax, U T.JI.

Oﬁy'{e}me NAIUEHTOB M YJIEHOB HX ceMeil

OOy4eHue MaueHToB 1 WICHOB UX CeMeil — He00XO0MMOe YCIIOBHE 00ECTICUeHHS

aJIeKBaTHOM ITOMOIIY TaKUM 00sibHbIM. OOyueHue HaunHAETCsl cpa3y MOCiE YCTAHOBICHUS

JWardo3a v rpoBOAMTCS HA MMOCTOSIHHON OCHOBE BpadyaMu U MCIUIIUHCKHUMU CCCTpaMHu LICHTPA, B

KOTOpOM HaOuoaaeTcs nanneHT. O0y4eHue NpoOBOAUTCS WHANBUAYAIBHO MIPU TIOCEIICHUH
[ICHTPa M B paMKax IIKOJIbI 00JbHBIX TeModuueii [13].

OCHOBHBIE HaIIpaBJICHUSA 06yquH;1 nanueHTa U 4JICHOB €0 CCMbU:

YTO TaKOe reMO(HIIns;

0COOEHHOCTH JICTEH, O0JIBHBIX TeMODHIIHEIH;

HABBIKU OLIEHKH COCTOSIHUS PeOeHKa;

HABBIKU OLIEHKH CHMIITOMOB, XapaKTepa U TSHKECTH KPOBOTECUCHHS,
XpaHEHWE ¥ MCIIOJIb30BAHUE KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHMSI KPOBU;
MOKA3aHUs U JIO3bI 3aMECTHTEIILHON TEPaInu;

HABBIKU TPOBEACHUS NH(Y3UHU B JOMAIIHUX yCIOBUSIX;

YXOJI 32 BEHAMH;

MPUMEHEHUE APYTUX TeMOCTaTHYECKUX MPernapaTos;

buznueckas akTUBHOCTH;

TICHXOJIOTHYECKAs M COLMAIbHAs aIarTalus;

npodeccuoHanbHas OpUEHTAIINS,

IOPUIMYECKUE aCTIEKTHI.

ITomumo Bpaqeﬁ " MCICCCTCP K 06y‘{CHI/IIO MMAllEHTOB M YWICHOB UX CeMeH HGO6XOI[I/IMO

NPUBJIEKATh ICUXOJIOTOB, IOPUCTOB U YJICHOB OOIIECTBEHHBIX OPraHU3AIHii, MPEACTaBISIONINX
MHTEpPECHl 0OJIbHBIX TeMOpUIHEH.



AJIrOpuTM Be/leHHsl NAMEHTOB ¢ reModune

[TanmeHT ¢ mogoO3peHueEM Ha

> Huarnoctuka

remModumio

IIponomxuTs
Her JUArHOCTUYECKUI MOUCK
Jlnarso3 moATBepiKicH! B paMKax JIpyrux
BO3MOYKHBIX
3a0oeBaHu
3amecTuTenpHas Tepanusi konteHrpatamu FVII/FIX
IpodumakTnaeckuit Aa 3amecTHTeNbHAS

PEKUM 3aMECTUTEIIbHOM

boitee 4 3130108
KpOBOTCUCHHH B TO11?

Tepamnus 1mo Gakty

HIYHTUPYIOIIETO ACUCTBUSL

Ecth oTBeT Ha TCpAInIo

yepes 12 mecsres?

Iponomkure UNT/Tepanus
MpernapaTamMy IyHTHPYIOMIETO

JEeUCTBUSA

FVII/FIX?2

Tepanuu KpPOBOTCUCHHUS
HNNUT/repanus Koppexmus pexuma u 103
mpenapaTamMmu Ectb uHruéurop BBEJICHHUS KOHIICHTPATOB

FVII/FIX, tepanust
COMYTCTBYIOIIEH NAaTOJOTUU

CMeHa IYHTHPYIOLIETo Ipenapara, KOppeKIys 103bl/TIpH
HHU3KOM TUTPE HHTHOUTOPA - BBICOKHUE JI03bI KOHIICHTPATOB
FVII/FIX o ¢akry kpoBoTeUeHUS

Jlocturayra uMMyHHas
TOJIEPAaHTHOCTH?

Her

IIpodmmakTka KOHIEHTPaTaAMU
FVII/FIX

JucnancepHoe

A4

HalJIroeHne

Tepanus
npernapaTamMmu
LIYHTHPYIOLIETO
JIeUCTBUS

N
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HNudopmanus 1151 NAaMEHTOB

LIeHTpBI 1O JICYCHUIO MAIIMEHTOB C TEMO(HITUCH:

OI'BY «HMMUI] rematonorun» Munsnpasa Poccuu, otnen koarynonaruii. HoBbiit 36IKOBCKHIA
npoes, 1. 4, r. Mocksa, 125167. Ten +7 (495) 612 29 12.

I'bY3 Moposzosckas JII'’Kb /I3M, r. MockBa, reMaToJIOrH4ecKoe OT/IeJIeHue. 4-bIi
JloOpbeIHUHCKHUH 1Iep., a. 1/9, . Mocksa, 119049. Ten. +7 (499) 236 15 87.

I'opoackoii entp 1o seueHuto remobunuu CI16. 'BY3 «"oponackas momukinmHKa Ne 375,
I'opoxoBas yi., a. 6, r. Cankt-IlerepOypr, 191186. Ten. +7 (812) 315 48 71.

HUWMU remaronorun u tpanchysuonoruu. 2-as CoBerckas yi., 1. 16, r. Cankr-IleTepOypr,
191186. Ten. +7 (812) 274 56 50.

OI'BY KupoBckuil Hay4yHO-UCCIIEI0BATEIbCKUI HHCTUTYT T€MAaTOJOTUH U NEPETUBAHUS KPOBH.
Kpacnoapwmeiickas yi., 1. 72, r. Kupos, 610027. Ten. +7 (8332) 67 9197

Anratickuit pumman @I'bY «HMUL] rematonorun» Munsapasa Poccun. KpaeBoii ieHTp
NaToJIOTUU TeMocTasa. Jisnuaesckoro yi., 1. 1, r. bapnayn, 656024. Ten. +7 (3852) 68 98 80.

NH®OPMUPOBAHHOE COI'JIACHE BOJIBHOI'O HA TPOBEJAEHUE
MPOPUTAKTUYECKOI'O JIEYHEHUA KOHUEHTPATAMU ®AKTOPOB
CBEPTBIBAHUS KPOBU

H)

A COTJIaCCH, YTO MOC Y4aCTUC B IIPOIrpaMMe HpO(i)I/IJ'IaKTI/I‘leCKOFO JICUCHUA HAKJIaJbIBACT HA
MCH: CIICAYIOIUC 00S13aHHOCTH:

[TpoxoauTs Bce HE0OX0aAMMBIE JabopaTOpHbIE 0OCIETIOBAHHUS.

[TpodunakTuyeckoe jgeueHue NPOBOIUTE CTPOTO 10 PEKOMEHAIMK Bpaya.

EsxemecsiaHO 3aMoTHATh U C/IaBaTh MPOTOKOJIBI BHYTPUBEHHOTO BBEACHUS (PaKTOPOB
CBEpPTHIBAHUS KPOBH.

B ciyyae HacTymiieHus: OCI0KHEHUHN UM OTCYTCTBUSI KIIMHUYECKOTo 3(h(eKkTa HeMEeJIEHHO
oOparaTbcs

B *

B CJIy4aC HCBBITIOJIHCHUA MOUX 065138.HHOCTCI>1, Bpa‘-IC6HBIX pCKOMCH,Z[aLII/Iﬁ HNJIn O6CHCI[OB8.HI/II71
MOC€ y4aCTHC B IIporpamMme HpO(bI/IJ'IaKTI/I‘{CCKOFO JICUYCHUA 6y,[[CT MMPpEKpaIiCHo.

« » TI.

(moamuce)
* Ha3BaHne MEIUITMHCKOW OpTaHU3aIliH, €€ aipec U TeIe(OH.
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JIOBPOBOJIbHOE UH®OPMHUPOBAHHOE COI'JIACHUE POAUTEJIEN
(BAKOHHBIX ITPEJICTABUTEJIENA) PEFEHKA HA ITPOBEJIEHUE
MMPOPUJITAKTUYECKOI'O JIJEYHEHUA KOHUEHTPATAMUA ®AKTOPOB
CBEPTBIBAHMSA KPOBU

s, ;

(®.1.0. nonHOCTHIO, CTETIEHb POACTBA HWIIH CTATYC)
COTJIACCH HA Y4acTHE MOero peOeHKa

B IIporpaMMe IpoHIaKTHIECKOTO JICUCHUST KOHIICHTpaTaM# (pakTOpOB CBepThIBaHHS KpoBHU. O
BO3MOJXKHBIX ITOOOYHBIX PEAKIUAX U Pe3yIbTaTax JeueHus npeaynpexieH (a). O
HEOOXOAMMOCTH COOMIOAaTh rpadK HAOIIOICHHS U TAOOPATOPHBIX 00CIICI0BaHUMA
penynpexieH (a).

51 uMero BO3MOXXHOCTH BBOAMTD ATOT MPENapar Mo MECTY KUTEIHCTBA U O3HAKOMIIEH (a) ¢
npaBUIaMu €ro BBeneHus. Sl nHpOpMHUPOBaH (a) 0 HEOOXOIUMOCTH:

CBOCBpeMeHHO MpOXOaUThb BCC HCO6XOI[I/IMBIG J'Ia60paTOpHLIC O6CJ'I€,I[OB8.HI/I$[.
HpO(bI/IJ'IaKTI/I‘leCKOG JICYCHUEC ITPOBOJUTL CTPOI'O I10 PCKOMCHAIINH Bpaya.

E>xemecayHO 3amoiHATh U caBaTh POTOKOJIbI BHYTPUBEHHOTO BBEIEHUS (DAKTOPOB
CBEpTHIBAaHUS KPOBH.

B cityuae HacTyIUICHUS OCIIOKHEHUHN MITH OTCYTCTBUS KIIMHHYECKOTO dPPEeKTa HEMEICHHO
oOpararscs

B %

S unpopmupoBaH (a), 4TO B cIyyae HEBBIIIOJIHEHUS ITUX TPeOOBAaHUIM NMEETCs] 3HAUUTEIbHBIN

PHMCK pa3BUTHUS Y MOETO peOeHKA TKEIBIX OCIOKHEHUH.

« » T.

(TToamuch)

* Ha3BaHne MEIUITMHCKOM OpTaHU3aIliH, €€ aipec U TeIe(OH.
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IIpoToKo0J reMocTaTH4YeCKOi Tepanuu KOHUeHTpaTaMmu (akTOpoOB CBePTHIBAHUS KPOBH 3a

200 rona
®.1.0. 601bHOTO
Bec (kr)
JarTa poxnenust Teu. Jluarnos
Knunnueckuit
hddext (Bpems
HACTYIIJICHUS
[lata u
Jlata u YIIy4IIEHUS ¥ €T
No Xapakrep [Bpems Haunmenosanue |M.E. [Tonnuce
BpeMsI [POSIBJICHUS -
n\r o0oCTpeHUs [BBEACHHS  [Iperapara (dakTopa 00IBHOTO
obocTpeHus YMEHBIIT.00JIH,
KOHIIEHTpaTa
o0beMa
KPOBOM3JIUSHUSA U
ap.)
reMapTpo3
L PP lovoron 15.45
01.01.01 bas. 500 YMEHBIICHHE
JIOKTEBOTO |, ¢ 1) Somu
cycraBa
2.

PacueT 103bI KOHIIEHTpaTa, HEOOXOAUMOM Il BBEACHUS:
Ocrtpsie remapTpo3sl: 1 cycras - 20 ME\kr macch Tena
2 u 6onee cycraBoB - 30 ME \kr maccer Tena
['emarombl HeOobIINX pazmepos: 20 ME\kr macchl Tena
3abpromuHHbie reMatombl: 40 ME \kr macchl Tena
[Toanuce neyaiero Bpaya
IMoamuces manuyenTa
BHUMAHMUE!
BBoauTh KOHIIEHTpATHl (AKTOPOB CBEPTHIBAHUS KPOBU HEOOXOIMMO B CaMOM Hayajie
KpOBOU3IINSAHMS!

Jlns KoHCynbTaluii 3BOHUTH 110 TEJI. (KpyTiI0CyTOUYHO)
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