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I[I/IaFHOCTHKa H JE€ICHHUEC BPOKICHHDBIX KOﬂFy.]]OHaTI/Iﬁ

I. TEMO®UNJINUA
Hozonornueckas rpymma: I'emodunms
Hemophilia (arr.) Kox mo MKB 10: D66, D67.
Ho3osoruueckue eMHUIIB:
D66 remopunmns A
D67 remo¢unus B.

KnuHuueckue pekoMeHIaluu CAeJaHbl ¢ y4eTOM HUMEIOIIUXCS OOBEKTHBHBIX JAAHHBIX U MHEHUH
sKcnepToB BcemupHOW Qenepanuu reMopwiMu M BeIyIMX ClEUUAIUCTOB Poccuiickoit
@enepanyy. YPOBHHU JOKAa3aTEIbHOCTH TPUBOJAATCA B COOTBETCTBUU C PEKOMEHIAIUSIMHU
Oxcdopackoro 1ertpa gokasatensHoi meauiuabl (Oxford Centre for Evidence-Based Medicine,

2011).

O6m1ast uadopmarvs

Ompenenenue: [emodpunuss — rTemopparuueckoe 3a00jeBaHME, BO3HHUKAIOIIEE BCIIEIICTBHE
TeHETHYECKH 00YCIIOBIIEHHOT'O CHMXKEHUs akTUBHOCTU (paktopa VIII (remodpunusa A) umm akropa
IX (remodunus B) cBepThIBaHNS KPOBH.

OcnoBHas nHpopMmanms. ['eModunms — reHeTHYeCKH 00YCIOBICHHOE 3a00JIeBaHHE, CIICTUICHHOE C
nosiom. [logasinsroniee 60IBIIMHCTBO OOIBHBIX TeMOPUINENH — MYXYHUHBI. Y HEKOTOPBIX KEHILUH —
HocuTenedt Myrtanuu reHa gaxktopa VII (¢.VIII) umm dakropa IX (¢p.IX) moryr ObITh
reMopparuueckue mnposBieHus. PacmpocTtpaHeHHOCTh remModuianu B OOJBIIMHCTBE CTpaH
cocraisieT 10-14 6onpHbIX Ha 100000 myxuuH. IIpu 3ToM cooTHomenue remopunuu A (I'A) u

remopunuu B (I'B) cocraBnser B cpennem 4: 1. M3BecTHBI e€AMHHUYHBIE Cllydad TeMOPWIUU Y



YKEHIIIMH TIPHU HACJIeOBaHUU T€Ha OT oTia (0oJbHON TreModrimeil) U oT Matepu (HOCHTENb I'eHa),
00 y KEHIIUMHBI ¢ MyTalMedl reHa Ha OJHON XpoMoOcoMme, KOorja I'eH Ha JpPYroil He akTHBEH
(6ones3np llepmesckoro u ap.).

Wmerorcs enMHUYHBIE OMMCAHUSA COYETAHHOIO MEPBUYHOTO CHUKEHUS akTUBHOCTU (akTopoB VIII
u IX cBépThiBaHUS KpoBU. Takoe cocTosiHie 0003HaYaeTCs Kak cCoOYeTaHHasi reMO(UIIus.

OcHOBHOE TIPOSIBICHNE TEMO(PHINN — KPOBOTEUECHHUS U KPOBOM3NIUSHUS, BOSHUKAIOIIUE BCICACTBUE
TpaBM. KpoBoTeueHMsI pa3BUBaIOTCS Cpa3y IIOCJIE TpPaBMbl, HO YacTO IPOUCXOJUT INEPBUYHASA
OCTaHOBKa C IMOCIEAYIOIIUM PELHINBOM KPOBOTEUEHHMsI CILYCTsI HEKOTopoe Bpemsi. Kpome Toro,
KpOBOTEUEHHS] TMpH TreMODUIMUd MOTYT BO3HHKATh IOCJ€ HEOONbIION  TpaBMbI, HE
COOTBETCTBYIOLLIEH IO TSDKECTH  BBIPQKEHHOCTH  IE€MOpPPArMyecKkoro  IMposBIEHUSA. OTH
00CTOSITENLCTBA MPUBOJAT K MOTEPE CBSA3M KPOBOU3IMSHUS U TPABMBI, B 3TOM CIIydae TOBOPSAT O
«CTIOHTAHHBIX» KPOBOUBIHUSHUSAX U KPOBOTCUCHUSIX.

OCHOBHBIE KOMIIOHEHTHI ITATOJIOrHYECKOI0 npounecca 1npu l"eMO(bI/IJ'II/II/IZ

. KPOBOU3JIMSHHUSL, IOBPEKAAIOLINE OpraHbl U TKAaHU
. KPOBOTEUYEHHMSI, IPUBOJALINE K (PU3NOJIOTUYECKH 3HAUMMON KPOBOIIOTEPE
. pPELUIUBUPYIOIIME KPOBOM3IMAHUSA B CYCTaBbl, HPUBOAALIME K (POPMUPOBAHUIO

XPOHUYECKOTO BOCIIAJINTENIBHOTO IIPOLIECCA, PAa3PYLIEHUIO CYCTaBHBIX ITIOBEPXHOCTEH U HAPYLIEHUIO
(yHKIIUU CYCTaBOB

[Ipy OTCYTCTBMM aIeKBATHOW ITOMOIIY TMAIMEHTBI C TDOKEION H CcpeaHeTshKENmoi  (hopMoit
reMO(pHINU MOTYT HOIMOHYTh OT KPOBOIIOTEPH, KPOBOM3JIUSAHUS UB JKU3HEHHO Ba)KHBIE OPraHbI.
OTH €T CTPajaloT OT BBIPAKEHHOTO OOJEBOr0 CHHJIpPOMA, BO3HUKAIOLIETO B CBS3U C
KpoBom3nusgHUAMU. K 5 — 7 ronaM MOXKeT pa3BUTHCS 3HAUMMOE HapylleHHe (YHKIUU CyCTaBOB,
runotpodus meimn. JleTn TepsioT MOABMKHOCTb, BO3MOXKHOCTH OOCIyXHBaTh cebs. Bce 3tm
(bakTOpbl MPUBOAST K 3HAUUTENLHON (PU3MUECKON MCUXOJIOTHYECKON U COLMANIbHON J1e3a1alTally,
10 — 14 rogam aeTu CTaHOBSATCA TSHKEIBIMU UHBAIUIAMH.

OcHoBHast 7nedyeOHas CTpaTerus — TNPOBEACHHE 3aMECTUTENbHOW Tepanmuu IpernapaTramu,
coJiepKalllMMH HeJlocTarolue GakTopbl CBEPTHIBAHNS KPOBHU.

CoBpeMeHHbIE MOJIXObl K BEJIEHHIO JieTeld ¢ reModuiaveld MO3BOJSIIOT COXPAaHUThb 3/I0pPOBbE U
n30exaTh 3HAUUMOT0 TMOPAXKEHUs CyCTaBOB Oosee, yeM y 95% nerelt ¢ TskENO U cpeHeTsHKENON
remoduueit u'y 100% nereit ¢ nérkoi hopmoii 3a001eBaHuUA.

Haubonee 3HauMMbIM OCJIOKHEHHEM TeMO(UIINYM, BOSHUKAIOIIMM B OTBET Ha JIEUEHUE, SBISETCS
BbIpaboTKa ONOKUpYIOIUX aHTUTeN (MHruouropa) Kk (akropam ceépreBanus VIII wmm IX —
pa3BUTHE MHTUOUTOPHOM (0CI0KHEHHOW) reMopminu. YacToTa pa3BUTHS MHTHOUTOpa KonebeTcs
B IIMPOKHX TIpenenax u, B cpeaHem, coctaBisieT 10 — 15%. Haumbonee Benwk miaHc pa3BUTH

uHruOuTopa B TeueHue nepsoix 20 qHEH BBeAeHUs npenapatoB (pakTopoB cBEPThHIBaHUA kpoBu VIII



u [X. B panbHeieM, puck 3HaYMUTEIbHO CHUIKAETCS, HO OCTAa€TCAd HA MPOTSHKEHUU BCEHM JKU3HU
00JIBHOTO.
Knaccupuxauus

Krnaccudukanus reMmopuany no TUmam:

. cHwkenue aktuBHOCTH ¢.VIII — remodunus A;
. cHiKeHue aktTuBHOCTH (.IX — remodunms B;
. coyeranHoe cHIKeHne akTuBHOCTH (. VIII u ¢.IX — couerannas remoduius.

Knaccudukanus remodmimm no tsokectn (oguHakoBas st reModunun A u B). Kiaccudukanus
ocHoBaHa Ha omnpezaeneHuu aktuBHOCTU VIII mmm IX ¢axTOopoB cBEpTHIBaHHS KPOBU B ILIa3Me
MaIMeHTa:

- Tsokenas gopma: aktuBHOCTH akTopoB VIII wnu [X menee 1%;

- cpenHetspkenas popma — ¢ aktTuBHOCTBIO pakropa VIII wm IX 1 — 5%;

- nerkast — 6onee 5 u menee 50%.

Krnaccudukanus B 3aBUCHMOCTH OT HAIMYHS ¥ aKTHBHOCTH MHTHOUTOpA:

. HeocNoKHEHHAs reModuius (HeT 1abopaTOpHBIX MPU3HAKOB WHTHMOWUTOpA UM WHTHOUTOP

Mmenee 0,6 equnun bere3na (BE))

. WHTHOUTOpHAS TeMODUITHS:
0 HU3KO pearupyromuii — akTHBHOCTh HHTMOUTOpPA HUKOTJa He npeBbimana 5 BE,
0 BBICOKO PEarupyromfii — akTHBHOCTh MHTUOUTOpa XOTs OBl pa3 Obuia Beiiie 5 BE

Kiaunnyeckasi KapTuHa

[Ipossnenus 'A u I'B uneHTH4HBI.

Taxcénas ¢opma. Jnsg OONBHBIX TsKeNOM (opMoi TeMOPHIMU XapaKTEpPHO IMOSBIECHUE
reMOpPparuiyeckoro CHHJIpOMa Ha MepBOM Troay XH3HH. OTHOCHTENBHO pPEIKO TEHICHIMS K
KPOBOTECUCHHSIM MOJKET CTaTh OYEBHAHON YK€ B HEOHATAJIHHOM TIepuozae (KedaroreMaTomsl,
reMaTOMbl MSTKUX TKaHEW, BO3HHKAIOIIME IOCIE WHBEKIUH WM BCIIEJCTBHE TSDKENBIX DPOJIOB,
KPOBOTEUEHHE W3 IYMOYHOTO KaHATHKa, MOcJeonepalloHHble KpoBoTedeHus). Kak mnpasumio,
KO>KHBIM FéeMOCHHIPOM BO3HUKAET B BO3pacTe /10 6 MecALeB (I0oce Maccaka WIIM TUMHACTUKH).

Bo BTOpOM MONIyronu >KM3HW BEAYIIUMH CHMITOMAMH CTAaHOBSATCS MEXKMBIIICYHBIE T€MaTOMBI,
TSDKEIbIe MMOCTTPABMATHYECKHE KPOBOTEUEHHS M3 CIHM3UCTBIX IOJIOCTH PTa M KPOBOHMJIMSHUS B
cyctaBbl. [lopakaloTcsi B OCHOBHOM KpYITHBIE CYCTaBbI: KOJIEHHBIE, TOJICHOCTOIHbBIE U JIOKTEBBIE.
Kpome »storo, y gereir ¢ Tsokenoi remoduineil ObIBalOT KPOBOM3IMSHHUS B I0/B3/AOIIHO-

MOSICHUYHYIO MBIIIILY, FeMaTypHsl, )KelyI04HO-KUIIeUHbIe KPOBOTEUEHHs (OCOOEHHO MPU HATTMYUU



3pO3uid, A3B, MOJHUIOB, BOCTIAIUTENLHOTO MpoLiecca) U KPOBOUBIIUSAHUS B LEHTPAIbHYIO HEPBHYIO
CUCTEMY, KPOBOTEUEHUS U KPOBOM3IIUSAHUS NPU NPOBEACHUH HHBA3UBHBIX MAHUITYJISLIUN.
Cpeonemsoicenan ¢opma TEMOPHUIUM HUMEET CXOAHBbIE MposBieHus. llepBble Npu3HAKW, Kak
IIPaBUJIO pa3BUBAIOTCA Mocie roxaa. s nerel ¢ akTuBHOCTBIO (hakTopoB Oosee 2% Mmaio
XapaKkTepHbl KPOBOUBIUSHUS B CYCTaBbl, 3a0pIOLIMHHBIE TeMaToMmbl, rematypus. HaubGomnee
XapaKTepHbl IMOCTTPABMATHUECKUE TEMATOMBbl W JUIMTEIbHBIE KpPOBOTEYEHUS, OCOOCHHO NpHU
TpaBMax CIM3UCTBIX 000JIOYEK.

Jleekas reMoQmiIMg MOXKET HHUKAK HE MPOSIBIATHCA Ha MPOTHKEHUM BCEH KU3HU 4YeEOBEKa.
[laTonornyeckue KPOBOTEUEHUS] M KPOBOMBIUSHUS y MAIlMEHTOB C Jerkod (opmoi remodunuu
BO3HUKAIOT BCJIEACTBHE 3HAYUTENbHBIX TPaBM WM onepanuil. [lopaxeHne onopHO-IBUraTEIbLHOTO
ammapara y JeTel ¢ JIerkoil reMoineii BcTpeyaeTcss Ype3BbIYaiiHO peaKo.

Kputepuu auaruosa.

Jlnarno3 reMo UMK CTAaBUTCS HA OCHOBAHHH CIEAYIOUINX MTPU3HAKOB:

1. aktuBHOCTH . VIII mmu ¢.IX menee 50%;

2. OTCYTCTBHE JaHHBIX O MPUOOPETEHHOM TE€MOPPAruYecKOM COCTOSSHUM BCJEJICTBUE
nosiByieHust uaruouTopa k ¢. VIII mum ¢.I1X.

JlmarHocruka

JlaHHBIE CEMEHHOr0 aHaMHEe3a IPUMEPHO Yy 2/3 OONBHBIX COJEpKAT yKa3aHUs HA TeMOpParndecKue
IPOSIBJIEHUS Y OJIM3KUX POJICTBEHHUKOB 110 KEHCKOW JTUHUM (Y MYKUUH, PEXKE Y )KEHILUH).

JlaHHbBIE JTMYHOTO aHAMHE3a MOTYT COJIePKaTh MH(OPMALIMIO O TEMOPPArHUYE€CKUX MPOSBICHUSAX Y
nanuenTa. [Ipu cbope aMuHOrO aHaMHe3a HEOOX0IMMO 00pallaTh BHUMAaHUE HAa: TeMOpPparnuecKue
MIPOSIBJIEHUS] B HEOHATAJIbHOM IIEpUO/I€ B BUJE KedaaoremMaroM, BHYTPUUEPETTHBIX KPOBOU3IUSHUM,
KPOBOTOYMBOCTH U JIJTUTEILHOM 3a)KUBJICHUH MYTIOYHON paHKU. Y TPYAHBIX JETeH — «CUHSKU», HE
CBSI3aHHBIE CO 3HAYMMOM TpaBMOMW, reéMaTOMbl MATKHMX TKaHeW. BakHo oOpamiaTte BHUMaHHE Ha
HECOOTBETCTBUE BBIPAKEHHOCTH T'€MOPPAarM4eCKUX NPOSBICHUM TSKECTH MPEALIECTBOBABIICH
TpaBMbl, Ha PEIUAMBBI KPOBOTEUEHHUM MOCIE NMEPBUYHOM OCTAaHOBKH, HE CBS3aHHBIE C MTOBTOPHOU
TpaBMOM, MAacCHUBHbIE W (WJIM) MHOXXECTBEHHbBIE T€MaTOMBbI, CHUCTEMHOCTb TI€MOpParudecKux
NpOSIBJICHUH  (IPOSIBIEHUS  Pa3jIMYHOM  JIOKalIM3allMu), «CHOHTaHHbIE TIeMOpparuyecKue
IIPOSIBJICHUS», BO3HUKAOIIUE M3-3a JJINTEIBHOIO JJATEHTHOIO MEPUO0/Ia U HECOOTBETCTBUS TSHKECTU
MIPOSIBJICHUS TSHKECTU TPAaBMBI.

Quszukanvroe obcreoosanue. IHPOpMaTUBHO MpU TOKENON U CpeAHETsKEIoN Gpopme reModuIuu.
BrisBnseTcss KOXHBIM TIeéMOpPparM4ecKMi CHHAPOM  pa3iIM4HOM  BBIPQXEHHOCTH B  BHUJC
MHOKECTBEHHBIX 3KXHMO30B M TeéMaToM. BO3MOXXHBI NpU3HAKM TOpPaXKEHHs CYCTaBOB B BHJE

nepopMalui, OTEKa M TOBBIIIEHUS TEMIEpPaTypbl KOXH, IO3]HEE — MPU3HAKU HaPYLICHUS



MOJIBMKHOCTH, TUIOTPO(GUU MBI KOHEYHOCTH Ha CTOPOHE MOPaXEHHOIO CyCTaBa, HAPYIIEHUU
MIOXOAKHU. BO3MOYXKHBI IPU3HAKU aHEMUM, B CBSA3H C SNIU30JaMH JUIUTEIbHBIX KPOBOTEUEHUH.
Jlabopamopnas ouaenocmuxa. Koarynonorundeckoe o0cie10BaHIE TPOBOIUTCS STAITHO:

HepBbeI JTall. KO&FYJ'IOJ'IOFI/ILIGCKI/II‘/'I CKPHUHHUHI IIPpU ITOAO3PCHHUHU HA IEMOPPATrNICCKUC COCTOAHUA:

a aKTHBUPOBAHHOE MapiaibHoe (YacTuaHOe) TpoMOomutactuHoBoe BpeMs (AUTB, AIITB)

b. npotpomburoBoe Bpemst (I1B)

C. TpombunoBoe Bpems (TB)

d. KkoaudecTBO pudbpunorena (mo Knaycy)

e. BpeMsi KPOBOTCUCHHS CTAHIAPTU30BAaHHBIM METOJOM (Hampumep, 1O AWBH) WU

MHCTPYMEHTAJIbHAsI OIICHKA (DYHKIIMHM TPOMOOIIMTOB
Bropo#t sran. Bemmonnsercs npu uszonupoBaHHoM yuimHeHnn AYTB, nubo npu orcyrcTBUM

HU3MCHCHHUA B CKPUHHHI'C U HAJIMYHUU KIMHUYCCKUX IIPU3HAKOB JIETKOM (I)OPMBI I‘GMO(I)I/IJII/II/I.

a. tecT Koppekiuu (koppekuus AUTB mpu cmemmBaHuM IU1a3Mbl MALMEHTa ¢ HOPMaJIbHON
TJ1a3MOH)

b. aktuBHOCTH (. VIII

C. aKTHBHOCTH ¢.IX

d. PUCTOLIETHH KO(PAKTOPHASI aKTHBHOCTD (aKTHBHOCTH (HB)

e. akTuBHOCTH (. X1

f. aktuBHOCTH (. XII

Tperuii otan. BeimosiHsercs npu BeigBIeHHOM cHUXeHUH akTuBHOCTU (. VIII mnu ¢.IX.

a. ofpeieNieHue CrIeU(pUUECKOro MHIHOUTOpa K CHIKEHHOMY (akTopy Win (pakTopam.

b. omnpejeneHue  Hecrneuu(puueckoro  MHrUOMUTOpa  (BOJYAHOYHOTO  AHTHUKOATYJISTHTA)
BBITIOJTHSETCS IPU CHYXKEHUU aKTUBHOCTU HECKOJIBKUX (PaKTOPOB CBEPTHIBAHMS KPOBH, YIUIMHEHUH
JTUNU-3aBUCUMBIX TecTOB (AUTB ¢ 4yBCTBUTEIBHBIMU PEAKTUBAMHU )

JIuarHo3 M TSHKECTh IeMOQMINM YCTAHABJIMBAIOTCS IOCIE BBISBICHUS CHIDKEHUS aKTUBHOCTHU
¢aktopoB VIII wmm IX, u mnpu oTCyrcTBUM [JaHHBIX 3a NPUOOPETEHHOE TI'€MOpparuyeckoe
COCTOSIHME, CBA3aHHOE C MOSBJIEHUEM UHTUOUTOPA.

3amecTUTe/ILHAS Tepanus.

Buvibop npenapama ona cneyugpuueckoti mepanuu.

Jnsa nedeHuss OonbHBIX TremModuinueil HEOOXOAWMO HCIIOJIB30BaTh TOJBKO OYHILEHHBIE,
BUPYCUHAKTUBUPOBAHHBIE npenaparsl. Hcnons3oBanue HEOYMILEHHBIX IpenaparoB
CBEXKE3aMOPOKCHHON TUIa3MBbl WIIM KPUOIIPELUIIUTATa BO3MOKHO B UCKIIIOUUTEIBHBIX CIIydasX U HE

JIOJDKHO SBJISITHCS HOCTOSIHHOM HpaKTHKOﬁ. (YPOBCHB J0Ka3aTCJIbHOCTHU 4)



B ocHoBe mneueHusT OOJIBHBIX HEOCIOXKHEHHOW (GopMON TreMOBUINU JICKHUT CreruduyecKas
3aMeCTHUTENbHas Tepanus KOHIeHTpataMu (pakTopoB cBepThiBaHus kpoBu VIII npu remodumum A
w [X npu remodunuu B.

ITaneHThl ¢ HHrUOUTOPHOU (popMOil remoriInK A U HU3KOpEarupyroIyuM HHIHOUTOPOM J10JIKHbI
[0JTy4aTh BBICOKOJIO3HYIO Tepamuio KoHueHTtparoMm ¢akropa VIII, a mpu ee HeapdekruBHocTH —
TEpaInuio npenaparaMu MyHTUPYIOIIETo AeHCTBUs. (Y POBEHb 10KA3aTENbHOCTH 4).

[TanenTel ¢ UHTUOUTOPHOU (hopMON TeMOPMIMUM A U BBICOKOPEArupyromnMM HHTHUOMTOPOM, HE
3aBUCUMO OT TUTpPa MHIMOMTOpAa Ha MOMEHT JICYEHUs JOJDKHBI IOJIydaTh TEPaIUIo MpernaparaMu
LIYHTUPYIOUIETO ACUCTBHs. B mopsake HCKIIOYEHUS BO3MOXKHO KpPaTKOCPOYHOE IPUMEHEHHE
KoHIIeHTpaToB (hakropa VIII B BBICOKMX 033X, IPU KPOBOTEUEHUSX, YIPOXKAIOIINX KU3HH U HE
KOHTPOJIMPYEMBIX LIYHTUPYIOLUIUMHU NpenaparaMu. (Y poBeHb J0Ka3aTeNbHOCTH 4).

[TanenTel ¢ uHruO6UTOpHOU (popMoil remodpmiuu B nomkHBI MoJyyaTh JIeYEeHHE INpernapaTaMu
LIYHTUpYIOLIETro JeicTBUs, He cofepxamumu (akropa IX. [Ipumenenue daxropa IX y Hux moxer
IIPUBECTH K aHA(PUIAKTUYECKUM peakuusM. (YpoBeHb 10Ka3aTeIbHOCTH 4).

HnousuoyanvHwiti noobop npenapamos.

B Hacrosmiee BpeMs HET OCHOBAHMW JUIsl MPEANOYTEHMs] TOM WM MHOM IPYyNIbl KOHLEHTPAaTOB
(bakTOpOB CBEpTHIBAHUS KpPOBHU: IIJIa3MEHHBIX, COJEpXKAIUX WIM HE CcoJepXkalux ¢GakTop
Bunnebpanna, pekomOuHaHTHBIX. OAHAaKO, B TEpBbIE SMU30AbI BBeAeHUs (mepBblie S50 nHel
BBEJICHUS) HEOOXOUMO MPUMEHATh TOJIBKO T€ MpEenaparbl, KOTOPbIE IPOXOIWIN HUCCIIEI0OBaHUE B
IpyHNIe MPEeJBAPUTEIbHO HE JICUYEHHBIX IIAUEHTOB M IOKAa3aJd HU3KYH0) HMMMYHOT€HHOCTb.
(YpoBeHb 10KazaTeabHOCTH 4).

ITockonbky wyacTas cMeHa HauMeHoBaHUil mpenapatoB ¢akropoB VIII u IX mnpuBoautr x
MOBBIICHUIO PUCKAa Pa3BUTHUSI HMHIMOUTOpA, JKEJIAaTeNbHO CO3/1aTh YCJIOBUSA MJI NPUMEHEHUS
MAIMEHTOM OJHOIO HAaUMEHOBAaHUSA B TEYEHUM JUINTEIBHOIO BPEMEHH, NAXe Ha IPOTKEHUU
MHorux ner. Ilpu »TOM mnpeamouyTeHWe OTHAETCS TOMY Mpenapary, KOTOPBIM Jydille BCETO
MIEPEHOCUTCS MallMEHTOM, UMEeT Jydlnne papMaKOKMHETHUECKHUE ToKa3aTesin U Hauboiee yao0eH
B HCIOJIb30BAHNHU UCXOS U3 KOHKPETHBIX ycI0BHH. (YPOBEHb JOKa3aTENIbHOCTH 4).

Cnocobul 86edenus npenapamos ceepmul8anusi Kposu.

KonneHnTparsl (hakTopoB cBepTHIBaHHS KPOBU BBOJSATCS BHYTPUBEHHO. Yallie BCero MCHOIb3yeTCs
OomrocHast HTHQY3US CO CKOPOCTHIO, PEKOMEHI0BAHHOW TTPOU3BOIUTEIIEM.

[TockonbKy pa3BeqeHHBIN MpenapaT MOXKET JI0JIT0 COXPaHATh aKTMBHOCTh B PacTBOPE, BO3ZMOXKHO
NpUMEHEHHE HenpepblBHON OomrocHoM wuHGpy3uu. IlocnenHee mNO3BOJSET CHU3MTH PACXod U
n30exaTh 3HAYMMBIX KOJI€OaHWH aKTUBHOCTM B KpoBU. IIpumeHeHue HempepbIBHOW HH(Y3UU
MOKA3aHO MAalleHTaM, MEePEeHeCHIMM OOoJIbIlIue ONepaluy WM MPOXOJAIIUM JIeYeHHE MO TMOBOAY

TSAKEIIBIX TPpaBM, CO6.]'IIO}13IOHH/IM MMOCTEIIHHBIM PEXKUM.



o3vl u KpamHnocmob 86edenUs npu HeOCIOHCHEHHOU 2emopunuu

Bo Bcex ciydasx HeoOXOauMO cpa3y HCIOJIb30BaTh JOCTATOYHYIO 03y M KPAaTHOCTh BBEICHUS
npenaparoB. Vcronb3oBaHHE HEaNeKBaTHO HU3KOM 103l M KPAaTHOCTH NPUBOJIUT K CHUKCHUIO
3¢ (HEeKTUBHOCTH, YXYALICHUIO COCTOSHUS M YBEIMUEHHUIO PACX0/1a MpernapaToB.

HeanexBaTHO BBICOKasi 1032 MOKET MPHUBECTH K PAa3BUTHI0 TPOMOO30B M BCerja HEOINpaBIaHHO
IIOBBIIIAECT PACXOI.

[IpemapaTsl GakTOPOB CBEPTHIBAHUS KPOBU pac(acoBaHbl AWCKPETHBIMH J03aMH. YUYUTHIBAsS HX
BBICOKYIO CTOMMOCTH IIOCJIE TIOJIyUE€HHUSI pacuyeTHOW J03bl HEOOXOIMMO BBOAUTH J03Y,
NpuOMKEeHHYI0 K pesyabrary pacuera, KPATHYIO COJEPXXAHUIO TIPEITAPATA B 1
@OJIAKOHE. HckmoueHreM MOXET OBITh 3aMECTUTENIbHAsl Teparus y HOBOPOXKICHHBIX U JIETEH
MEPBBIX MECSLEB JKU3HH.

Pacuer no3b1 koHneHTparoB ¢akropo VIII wim [X mpoBOAUTBCS UCXOMS M3 IEIIEBOT0 3HAYCHUS
aKTUBHOCTH Je(PHUIUTHOrO (akTopa MpU TeX HIM HMHBIX COCTOSHUSAX U MEepUOj/ia MOTYBBIBEIACHHS
npenapara.

Wwmeromupecss WHAMBUAYaJTbHBIE KoOJNEOaHUS (PapMaKOKMHETHYECKUX IapaMeTPOB Yy KaXI0TO
nanueHTa TpeOyloT MHAUBUIYAIbHON OIEHKH (hapMaKkOKMHETHYEeCKOW KpuBoW. B ciydae, ecnu y
MalKUEHTa TaKOM aHallu3 MPOBEACH, PACUET J103bl U KPATHOCTH BBEACHUS JOJDKEH MPOBOIUTHCS C
YYETOM UMEIOLIUXCS TAHHBIX.

Heo0xomuMo yuuThIBaTh, YTO Yy MAIMEHTOB C TPOJODKAIOUICHCS KPOBOMOTEPEH, € TSHKEIOH
TPaBMOM WM TMEpPEeHeCIIuX OOJBIIOe ONEepaTUBHOE BMEIIATEIbCTBO MEPHOJ IONTYBbIBEICHUS
npenapara, Kak paBuiio YKOpaulBaeTCsl.

[Ipu oTcyTcTBUM [MaHHBIX 00 WHIUBUIYAIBHBIX OCOOEHHOCTSIX (PapMaKOKUHETUKH, BO3MOXKHO
WCIMOJIb30BAHKUE YCPETHEHHBIX 3HAYEHUI, MPUBEACHHBIX HUXKE.

ITepuon nonyseiBeneHus axropa VIII cocrasisier okoio 8 - 12 yacos.

[Tepuon monyBeiBenenus paxropa IX cocrapnser okono 24 4acos.

[Tpu BBenenun 1 ME/kr Macchl Tena nanuenta aktuBHOCTH (hakTopa VIII moBeimaercs, B cpeqneM
Ha 2% (y nereit crapiie roja) (BoccraHoBieHne aktuBHOCTH ¢ VIII - TecT BoccranoBneHus = 2),
¢akropa IX — B cpenrem Ha 1% (Tect BocctaHoBIeHUs = 1).

VY neteil mepBOro roja *U3HU CTENEHb MOBBIMIEHUS akTUBHOCTH ¢. VIII MokeT ObITh MeHbIlE —
1%.

Pacuer no3w1 konnenTpara daxropa VIII y gereit crapiero Bo3pacra:

Jloza (ME) = macca tena x (TpedyeMasi akTUBHOCTh — 0a3aibHast akTUBHOCTH) X 0,5.

Pacuet no3s1 koHIIEHTpaTa GaxTopa VIII y nereit mepBoro rojaa sxu3Hu:

Jlo3a (ME) = macca tena X (TpedyeMasi akTHBHOCTh — 0a3abHasi akTUBHOCTB ).

Pacuer no3s1 koHneHTpara daxropa IX:



Jlo3a (ME) = macca tena X (TpedyeMasi akTHBHOCTh — 0a3aibHasi akTUBHOCTB ).

Pacuer 10361 y AeTeit ¢ ”HTUOUTOPHOM reMod el A 1 HU3KOpearupyroImuM HHTHOUTOPOM.

VY nmanueHToB ¢ MHTHOUTOPHON remModmianeid A U HU3KOPEArupyroIUM HHTHOUTOPOM BO3MOKHA
3aMecTUTeNIbHas Tepamnus KoHieHTtpatoMm (akropa VIII. HeoOxomumo yduThIBaTh, YTO Yy TaKUX
HAIMEHTOB TECT CTENEHb BOCCTAHOBJIEHUS AKTUBHOCTH CHUXKAETCS, a MEPUOJ IOJyBBIBEICHUS
cokpamaercsa. s Gonee TouHOro moadOpa 103bI HEOOXOAMMO MPOAHATU3MPOBATH MAPAMETPhI
¢dapmakokuHeTHKH. EciaM JaHHBIX 00 WHAMBHUIYAIBHBIX OCOOCHHOCTSX (hapMaKOKMHETUKU HET,
HEO0OXO0MMO BBOJMTH pa3oByro 103y: 70 — 150 ME/kr. (YpoBeHb 10Ka3aTEIbHOCTH 4).

Pacuet npenapatoB 151 HENPEPBIBHOW HHDY3UU.

VY nanmMeHToB ¢ HEOCIOKHEHHOM remopunneil A u B nenpepsiBHOe BBeaeHune kKoHmenTpara ¢. VIII
wm IX co ckopocthio 4 — 6 ME/Kr B yac MOET MOAJEPKHUBATH aKTHBHOCTH ATOrO (hakTopa B
KpoBH Ha ypoBHe 100% npu yCI0BUM OTCYTCTBHS aKTUBHOI'O IOTpeOIeHUs Ha (JOHE KPOBOTEUECHUS
WM TI0CJIE€ MACCUBHBIX TPAaBM M ONEpaLUi.

[Mpu remodminm, OCIOKHEHHOH HH3KOPEATHPYIOIIMM HWHTHOUTOPOM CKOPOCTH HEMPEPHIBHOTO
BeeaeHusa 4 — 14 ME/kr B uac.

IIpu opranuzanuu HenpepbIBHOW HHQY3UHM HEOOXOJUMMO MOMHMTBH, YTO pPa3IMYHbIE IpenapaThl
UMEIOT DPAa3JIM4YHYI0 yCTOHUMBOCTE B pactBope. HWHpopmanus AoKHA HPESOCTaBIIATHCS
KOMITAHUEN-TIPOU3BOUTETIEM.

OnTuMalibHO KaXKAbIH pa3 pa3BoauTh | (hakoH mpernapara, BBOJUTH €r0 U Pa3BOAUTH CIAEAYIOLIU N
TOJIBKO TI0CJIE OKOHYAHMs BBEJEHHs Mpenplnyniero. B mo0om ciydyae HexenareslbHO BBOIMTH
pa3BeIeHHBIN mpenapar Aoiblie 6 — 8§ 4acoB (eciu MPOU3BOAMUTENb HE yKas3al MHOe). (YpOBEHb
JTIOKa3aTeIbHOCTH 4).

HenpepriBHast uHQy3us TpeOyeT TuHAMHUYECKOT0 Ja00paTOpPHOTO KOHTPOJIS.

Omnpenenenre akTHBHOCTH BBOAMMOTO (hakTopa MOKa3aHo Mepes HauanoM uHdy3uu, nanee 1 pas B
8 — 12 yacoB. Ecnu mnokaszarenu CcTaOMJIbHBI Ha MPOTSHDKEHUM HECKOJIBKUX TECTOB, KOHTPOJb
BO3MO>KHO TIpoBOUTH 1 paz B 1 — 2 mus.

[Tomumo 1abopaToOpHOro KOHTPOJIS TpeOyeTcss AMHAMUUYECKUH KIIMHUYECKUI KOHTPOJIb.

Tepanusa wiynmupyowumu npenapamamu

B Hacrosimiee BpeMs CyIIECTBYIOT 2 TpyNIbl LIYHTUPYIOUIMX IPENaparoB: aKTHBUPOBAHHBIN
KOHIIEHTpaT  (akTopoB  mpoTpoMOuMHOBOTO  KomIiuiekca (MHH — mpoTHBOMHTHOMTOPHBIMA
KOAryJISIHTHBIM KOMIUJIEKC) M aKTUBHpPOBaHHBbIM pexomMOuHaHTHBIN (akrop VII (MHH snrakor
anb(a). JloctoBepHOi pa3HUIBl 3((HEKTUBHOCTH, O€30MACHOCTH M CTOMMOCTH JICUEHHS 3TUMH
npenapatamMu He moiydyeHo. OnHaKo, MOJyYyeHbl JAHHBIE O HHIUBUAYAJIbHBIX OCOOCHHOCTSX

peakuuu ManuMeHTa Ha KaxAbld u3 mpenapaTtoB. [Ipu moabOope mpenapaToB s OCTaHOBKH



KpOBOTEUYEHHS] Y KOHKPETHOTO TMallMeHTa HEOOXOJUMO pPYKOBOACTBOBATHCS HMEHHO OJTOM
uHpopmanueit. (YpoBeHb J0Ka3aTeIbHOCTH 3).

J103bI TPOTUBOMHTUOUTOPHOTO KOATYJITHTHOT'O KOMILJIEKCa:

50 — 100 ME/kr kaxapie 12 yacoB. MakcumanbsHas cytounas go3a 200 ME/kr.

Jlo3bl anTakora anbda:

90 — 120 mKr/kr Kaxable 2 — 4 yaca 10 OCTaHOBKH KPOBOTEUEHUS, THOO

270 MKT/KT pa3oBo.

Konmpons 3amecmumenvrot mepanuu.

YuuteiBass BapuaOeNbHOCTh (PAPMAKOKMHETHYECKHX IIOKa3aTelled Yy KaXJA0ro KOHKPETHOTO
MaIMeHTa, 3aMECTHTENIbHAs Tepanus TpeOyeT KIMHUYECKOTO 1 1a00paTOPHOTO KOHTPOJIS.
KnuHnyeckuii KOHTPOJb JOJDKEH MPOBOJUTHCS TE€MATOJIOrOM IIpH  OOpAalIeHWH IalUeHTa,
POIUTENSIMA M CaMHUM MAIMEHTOM IMOCTOSHHO. /{711 5TOr0 pOAWTENH W MalUEeHT JOJHKHBI OBITh
00yuYeHbI U MPOUHCTPYKTUPOBAHBI T€MATOJIOTOM. B OCHOBE KIIMHUYECKOTO KOHTPOJIS JIEKUT OLIEHKA
BBIPQ)KEHHOCTH T'€MOPPAruv4ecKuX MPOSBICHUI M COMOCTABICHUH MX C XapaKTEPOM IPOBOJUMOMN
3aMECTUTEIIBHON TepaIuu.

JlabGopaTopHbIil KOHTPOJIb BKIFOYAET HECKOJIBKO TECTOB, O3BOJIAIONIINX OLICHUTh UHIUBUyaTbHbIC
(bapMaKOKMHETHUECKHUE MapaMeTphl, HaJM4YWe U aKTHBHOCTh MHTHOUTOpa (hakTopa CBEpTHIBAHHS
KPOBH.

OmnpeneneHne akTUBHOCTH (DAKTOPOB CBEPTHIBAHUS KPOBH TMPOBOAMTHCS KakK ISl TEPBUYHOM
JMArHOCTUKH M OLIGHKH TSDKECTH COCTOSHHMS TAllMeHTa, Tak U JUIsi KOHTPoJs 3((EeKTUBHOCTH

3aMECTUTENLHOMN TCpaIruu. ITokazanmus:

. MEepBUYHAS JUArHOCTHKA;
. OLICHKAa AaKTUBHOCTH TM€pel  ONEpPaTUBHBIM  BMEIIATEIbCTBOM WM  WHBA3UBHOMU
MaHUNYJISIUEH;

. JAHAMUYECKUN KOHTPOJIb COCTOSIHUS MALMEHTA.

TecT BOCCTaHOBJIEHUS MO3BOJSET OLIEHUTh Ha CKOJBKO IMOJHUMAETCSl aKTUBHOCTH (hakTopa NpHU
BBE/ICHUM U3BECTHOM J103bI HA KI' Macchl Tena rnanuenTa. [lokazanus:

. IUIAaHOBas OIlIEHKAa ()apMaKOKMHETHMUYECKUX MapaMeTpoB Ui JalbHelero moadopa
ONTUMAaJIbHOW TepaIuu;

. M0JI03PEHHE Ha Pa3BUTUE UHTUOUTODA;

. olleHKa 3(PPEeKTUBHOCTU UHAYKLIUYA UMMYHHOH TOJIEPAaHTHOCTH.

Onenka (apMakOKMHETHUECKOW KpHUBOH (C pacyeToM MepHoAa IOJyBBIBEACHUS) I103BOJISET
OLIEHUTh Ha CKOJBKO OBICTPO BBEACHHBIM KOHILEHTpAT (haKTopa CHIKAET CBOIO AaKTUBHOCTH Ha

MPOTSKEHUH OIpeielIeHHOro BpeMeHu. [lokazanus:



. IUIAaHOBAs OILIEHKAa ()apMaKOKMHETHMUYECKUX MapaMeTpoB Ui JAalbHEeHIero moadopa
ONTUMAJIbHON Te€panuu

. NOJI03pEHNE HA HHTHOUTOP

. OLIeHKa 3P PEeKTUBHOCTH MHAYKIIMM UMMYHHOMN TOJIEPAHTHOCTH

JlaGopaTopHbIil KOHTPOIb 3((HEKTUBHOCTH NPUMEHEHUs LIYHTHPYIOLIUX MIPenapaTroB NpopaboTaH
HeZ0CcTaTOuHO. B HacTosiiiee Bpems 11 KOHTPOJISI BO3MOYKHO HCIIOJIB30BAHUE TECTAa I'E€HEpaluu
TpoMOUHa.

3amMecTUTeIbHAS TCpalius MOXKCET IMMPOBOAUTHCA:

. JUIS1 JIEYEHUSI OCTPBIX KPOBOTECUEHUI;
. JUTs PO HIIAKTUKY KPOBOTECUCHUH;
. JUT PO MIIAKTUKY TIOPAKEHUS OTIOPHO-/IBUTATEILHOTO arapaTta.

Jleuenue ocmpuix Kposomeuenuti TpeOyeT MaKCHUMAJIIBHO PAHHETO MPOBEACHUS 3aMECTUTEIbHON
tepanuu. ONTUMaJIbHBIE CPOKH BBEACHUS CIIEM(PUICCKUX MTPEnapaToB — MepBbie 2 yaca OT Havaja
KpoBoTeueHwus. [[03TOMy OCHOBaHWEM I HaYaJla TEPAITMA MOTYT OBITh CYyOBEKTUBHBIC OIYIICHUS
narueHTa win (GakT TpaBmbl. JKemaTelbHO OCTAaHOBHTH KPOBOTCUCHHE WM KPOBOHMBIHUSHHUE [0
Pa3BUTHUS 3HAUUMBIX KJIMHUYCCKUX MPOsBICHUN. (YPOBEHb T0KA3aTEIBLHOCTH 4).

PexomeHnnanuu mo tpeOyeMOMY YpPOBHIO aKTUBHOCTH (DaKTOPOB M JUIUTEIBHOCTH TEPAlUH TIPU
B Tabmuue 1.

HEOCJIO)KHEHHON TreMOQUIUU TPUBEIICHbI Hannas wuHboOpMaIys SBISIETCS

OpPUEHTHUPOBOYHOM. [locime OCTaHOBKM NEPBUYHOrO KpPOBOTEYEHMS JIOJDKHA IIPOBOJIUTHCS
npopMIaKTUKAa C LENIbI0 NPEJIOTBPAIIEHUS PELUIUBOB U HEOCIOXKHEHHOIO BOCCTaHOBJIEHHUS.
Pemrenne o mpekpamieHu 3aMECTUTENBHON TEPANUU JOJDKHO IIPUHUMATHCA C YYETOM UMEIOIIUXCA
pexomeHnauuid. Tepamuio MOXKHO MpPEKpPAaTUTh TIOCJIE 3aBEpIICHUs Ipolecca pyOlieBaHMs,
paccacbIBaHUsl TEMAaTOMBbI U BOCCTAHOBJICHUS (DYHKIINU.

Tab6muna 1

Pexomenmanmu 1o 1eneBoMy ypoBHIO akTuBHOcTH (aktopoB VIII m IX mnpu mnposeaeHun

3aMECTUTENIbHON Tepanuy y NallieHTOB C HEOCIOKHEHHON popMoil remoduiinu A u B

[TpuunHa I'emodumms A I'emodunus B
Hocturaemsiii | JiimrensHocts | Jlocturaemert | JUMTENbHOCTH
VYposenb (%) | (aHM) ypoBeHb (%) (tHM)
I'emaptpo3 40 - 60 1—-2—wu6onee (40 -60 1-2—wubonee
MeskMblIIIeuHbIe TEMaTOMBbI 40 - 60 2—3ubonee |40-60 2 —3 u 6onee
3abprommHAas TeMaToMa
o HavaJgbHas 80— 100 1-2 80— 100 1-2
° T10/11ePKUBAIOIIAS 30-60 3—-5uo6onee |[30-60 3 — 5 u 6onee
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BryTpuyepennoe KpoBOU3IUSIHNE

o HavyalbHas

o TIOIePKUBAIOIIAS 80 — 100 1-7 60 — 80 1-7
50 8-21 30 8-21

KpoBouznusnue B 001acTh men u

ropra 80— 100 1-7 60 — 80 1-7

o HavyaJbHAas 50 8-14 30 8-14

o HOJIeP KUBAIOLIIAs

KKT kpoBoteueHue

o HavyaIbHAas 80— 100 1-6 60 — 80 1-6

o TIOJIIe P KMBAIOIIAS 50 7-14 30 7-14

[Toueunoe kpoBoTEUEHHE 50 3-5 40 3-5

OrnepaTUBHOE JIeUECHUE 80— 100 60 — 80

o npeonepauoHHas 60 — 80 1-3 40 - 60 1-3

. IOCTONEPAMOHHAS 40 - 60 4-6 30-50 4-6
30 - 50 7-14 20-40 7-14

KpoBoTounBocTs CITU3UCTBIX

HIOJIOCTHU pTa

o HavyalbHas 80— 100 1 60 — 80 1

° TI0/1IEPKUBAIOIIAS 50 2—-3uobomee |30 2 — 3 u Oonee

PexomeHganMm no reMoCcTaTH4eCKOM Tepanuu npenaparaMu HIYHTHPYIOLIEro AeHCTBUS U (hakTopa

VIII nns manueHToB ¢ MHTUOMTOPHON remModuiueil naHbl Beilie. JTUTENHHOCTh TEPAH MOKET

OBbITh aHAJIOTUYHOM TOM, UTO NMPUBEJEHA B Ta0NIULIE, INOO JOJIBIIIE.

Jleuenue cemapmpo3zoe

KpoBouznusHuss B CyCTaBbl HPOSIBISAIOTCS JUCKOM(pOPTOM, 001bI0, HapylleHueM (QyHKINH,

(bﬂfOKTy&LIPIGfI. FeMapr03 TpeGyeT IMPOBCACHUA 3aMECTUTEILHOMN Tepalliu B PEKOMCHIAOBAHHBIX

J03ax.

[Ipy pa3BUTUM BBIPAKEHHOTO OOJIEBOTO CHHAPOMa BO3MOXKHO NPOBEICHHE KpPaTKOBPEMEHHOM

MMMOOUIIN3aIMH, KOTOpas JOHKHA CHUMATBCS cpasy Mocie MpeKpalieHus 00ei.

HYHKI_[I/II/I CyCTaBa C aanpauHeﬁ COACPIKUMOI'0 TTOKa3aHbI ITPU (ypOBCHL JA0Ka3aTCIbHOCTU 3)

. remMapTpo3se ¢ 00JIEBBIM CHHAPOMOM, COXPAHSIOMIUMCS 00Jiee CYTOK;
. IIPU3HAKAX pa3BUTHUS THOWHOIO apTPUTA,;
. pa3BUTHHU Ha OHE reMapTpo3a HEPBHO-MBILIECUYHbBIX HAPYIICHUH.
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[Ipu GoseBOM CHHApPOME TOKA3aHO HCIIOJIB30BAHME MECTHOW TuUmotepmuu Ha 15 — 20 MuHYT
Kaxkziple 4 — 6 yacos.

PeabminranimoHHbIE MEPOTIPUSATHS HAI0 HAYMHATE Cpa3y MOCe MPeKpaIieHust 00JIEBOTO CHHIPOMA.
WX MHTEHCHBHOCTh U XapaKTep 3aBHUCIT OT BBIPAKEHHOCTH reMapTpo3a M KauecTBa IeMocTasa.
Bosmoskno npoBenenue ¢puznorepanuu u JIOK.

Ecnmu mamuweHT HE TONy4aeT MOCTOSHHOE NPOQUIAKTHYECKOE JICYCHUE, IOCNe KYIHPOBAHUS

KPOBOTEUECHHS ITOKa3aHa KPAaTKOBPEMEHHas MPOQHIaKTHKA, OCOOCHHO Ha BpeMs peaOuINTalnH.

Kposousnusnus 6 muluiysbl Tak k€ Kak TeMapTPO3bl COMPOBOXKIAIOTCA OOJEBBIM CHHIPOMOM,
HapylmieHneM (QYHKIUM KOHEYHOCTU. [loMHMO 3aMECTHTENhbHOW Tepanmuu pPEeKOMEHIOBaHa
UMMOOUIU3AIUS 10 KYITUPOBAHUS O0JIEBOTO CHHAPOMA

[Ipu OoneBOoM CHHApPOME MOKAa3aHO HKCIIOJIb30BAaHWE MECTHOW rumorepmuu Ha 15 — 20 MuHYT
Kaxkaple 4 — 6 4acos.

Peabwmmranus, B Tom uncie JIOK HaunHaroTes cpaly mociie KynmupoBaHUs O0JIEBOr0 CHHAPOMA.
[Ipu oTcyTCTBHH TIOCTOSIHHOW NMPO(HIAKTHKH, KPaTKOCPOYHAsT MpOodUIaKTHKa TpeOyeTcs Ha BECh

MEePUOJI PEAOMITHTALINH.

Kposousnusnusa 6 L{THC

Jlrobass yepenmHO-MO3roBasi TpaBMa y MAlUEHTOB C TeMO(QWINEH MOXET BECTH K pPa3BHTHUIO
BHYTPUYEPEITHOTO KPOBOM3IUSIHUS. ['0M0BHas 00yb, COXpaHsIOIIascs, 0OCOOEHHO HapacTamolas B
TEYEHHUE CYTOK, MOXKET ObITh IPU3HAKOM BHYTPUUYEPEITHOTO KPOBOU3IUSHUSL.

Jaxe wmuHuUManbHbie kpoBom3nusHus B I[[HC sBrnsroTcss xuszHeyrpoxaroummu. TpeOyror
OKCTPEHHOM TOCHUTAIA3Al[UM, WHTCHCHBHOW 3aMECTUTEIBHOM TEpanmuud W HE3aMEUIMTEIBHOIO
npoBeeHus nuarnoctnyeckux Meponpustuii: KT, MPT.

[Toka3aHuss K ONEpaTUBHOMY JIEUEHHIO MAIMEHTOB C TreMopwineil U BHYTpHUUYEPEIHBIM

KPOBOU3JIUAHUEM TAKHUEC KC KAK Yy )IeTeI\/’I C HOPMAJIBHBIM T'€MOCTAa30M.

Kpoeomeuenus us srcenyoouno-kuueyno2o mpakma

Bosznukarot, kak npaBuwio Ha ¢oHe conyrcrBytomen naronoruu JXKKT: s3BeHHas 6051e3Hb, 3p0o3un,
MOJIUMIBI, BOCHAJIMTENbHbIE 3a00J€BaHUS KHUIIEYHHWKa W JAp. Takue KpOBOTEUEHHUs SBISIOTCA
KUZHEYTPOKAIOIMIMMU M TpPeOYIOT SKCTPEHHOW TOCMUTAIN3AMH, HEMEJJIEHHOTO IPOBEIEHUS
a/JIeKBaTHOW 3aMECTUTEIILHOMN TepamnuH.

Heo6xoanMma cpoyHast AMarHOCTHKA MCTOYHHUKA KPOBOTEUEHHUS: TaCTPOCKOIUS, KOJTOHOCKOMNHS, Y3

HUCCICIOBAaHUC.
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[Tomumo 3amecTUTENbHOM, NTOKa3aHa Teparus UHruOutopamu GuOpUHOIM3A U JIEYEHHE MECTHOTO

mnmponecca, mMpuBCAIICTO K pa3BUTHUIO KPOBOTCUCHUS.

Iloueunvie kposomeuenus

IToMrMO 3aMeCTUTENIBHOW Tepanuu I0Ka3aHO COOJIOAEHUE IOCTEIBHOIO PpeXHMa, Tepanus
KOPTUKOCTEPOUIHBIMU IIpenapaTamMu (IPEAHU30JI0H 2 MI/KT') KOPOTKUM KypcoM 3 — 5 — 7 Hei.
[TpoTuBONIOKa3aHO MPUMEHEHHE HHTHOUTOPOB (PUOPUHOIHN3A.

[TaneHThl, Yy KOTOPBIX PAa3BWIIOCH IIOYEYHOE KPOBOTEUEHUE MOJDKHBI IPOMTH YypOJIOrHYecKoe
o0cienoBasue.

Onepamugnoe neuenue 60IbHLIX 2eMopuauet

[TarmenTsl ¢ TeModuIMEl MOTYT HYXIOAaTbcd B XUPYPrHYecKOM JedyeHMH. B ciydae
HE00XO0MMOCTH IUIAHOBOI'O JICUEHUS! MOJrOTOBKA JIOJDKHA MPOBOAMTHCS KOMAaHIOM, B KOTOPYIO
BXOJIUT I'€MaToJIOT, UMEIOIIMUNA OMNBIT JeueHus: remopuminn. OnTumMalibHO, TeMaToJIO0r U3 LIEHTPa, B
KOTOPOM HaOrogaeTcst manueHT. (YpoBeHb JI0Ka3aTeIbHOCTH 3).

Ilepen omepammeli HEOOXOOMMO TMPOBECTH JTAOOPATOPHOE HCCIICAOBAHUE, BKIIOYAOIIEE OIECHKY
MHTUOMTOpa U (papMaKOKMHETUYECKUE MapaMeTpbl, OCOOCHHO TecT BoccTaHOBIeHUs. JKenareiabHo
HaJInyve UH(pOpMAIMK O AMHAMHUKE BBIBEJCHMS INpernapara, UCIOIb3yeMOro sl 3aMeCTUTENIbHON
Tepanuu. (YpoBeHb 10Ka3aTeIbHOCTH 4).

[Tpu moAroTOBKE K IUIAHOBOM OMNEparuy HEOOXOAMMO OOECIIEYHTh BCE HEOOXOINMOE KOJIMYECTBO
IIpEerapaToB [yl 3aMECTUTENIbHOM Tepanuy Ha BECh MTOCICONEPAMOHHBIN TEPHO/.
HenocpencteenHo nepen onepauueit, uepe3 15 — 30 MUHYT nocie BBeJIeHHsI KOHIIEHTpaTa (pakropa
CBEPTHIBAHUS, HEOOXOJIMMO NPOBECTH JTaOOPAaTOPHBIN KOHTPOIb A(PGEKTUBHOCTH TIe€MOCTa3a.
OnTUManbHBIM  SBISIETCS  OTPENEIeHNE AaKTHBHOCTH (aKTOPOB CBEPTHIBaHUS KpoBU. [lpum
HEBO3MOXHOCTH (B SKCTPEHHBIX CUTYyalusx) HeoOoxoaumo oueHuts AUTB, a ocraBuryrocs miasmy
3aKOHCEpBUPOBAThH I UCCIIEI0BaHMs B OJinkaiiliiee BO3MOXKHOE BpeMsl.

[lpy mnmaHWpoBaHWM THS W BPEMEHH ONEpalii HEOOXOIUMO YYHUTHIBaTH TpeOOBaHUSA K
1a00paTOPHOMY KOHTPOJIIO M BO3MOXKHOCTH T'€MaToJIora.

B nocneonepanuoHHOM mepuoje TpeOyeTcsl THIaTelIbHbI KOHTPOJb 3aMECTUTENILHOW Teparnuy,
MIOCKOJIBKY B 3TO BpeMsI BO3pacTaeT MoTpedieHre GakTOpoB M PUCK PAa3BUTHUS HHTHOMTOpA Jaxe y
MAIMeHTOB JUTUTEIHHO MONYyYaBIIUX KOHIEHTPATHl (DAKTOPOB CBEPTHIBAHWUS W Yy MAIUEHTOB C
nerkoi ¢opmoil remopunun. IloBBIIIIEHHBIH PUCK PA3BUTUS MHTHOUTOpa coxpaHsercs 1o 12
Heslenb Tocie omepanud. B 3ToT mepuoa Tpedyercs NpoBeeHHE CKPUHUHTA HAa WHTUOHUTOD.

(YpoBeHb 10Ka3aTeNbHOCTH 4).
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JleyeHne HHrMOUTOPHOM remopuanu A

VY nanueHToB ¢ MHTHOUTOpPHOU (hopMoii remModunnu A >TMMHHAIUS UHTHOMTOpPA BO3MOXKHA TPU
IIPOBEJEHUH Tepanuy MHAYKIUU UMMYHHOH TosepanTHocTH (MUT). (YpoBeHb 0Ka3aTenbHOCTH
2).

Ontumanehbie cpoku Havyama WUT — cpasy mocne BbisiBieHus wHTHOUTOpa. OJHAKO CPOKH
JTUMHUTUPYIOTCS IBYMS (DaKTOpaMH: COCTOSIHIEM BEHO3HOTO JIOCTYIA M TUTPOM HHTHOUTODA.
O¢dextuBHocts MUT 3HAYNTENHHO MOBBIIIACTCS, €CIM B Hayaje TEpamud TUTP MHTHOUTOpa HeE
npessimaet 10 BE. B cioyyae, eciim TUTp BbILIE yKa3aHHOTO 3HAYECHUs, PEKOMEHIYETCS IPEKPATUTh
uHpy3un Qaxropa VIII ¥ KOHTPOIMPOBATH TUTP MHIMOUTOpPA 10 MOMEHTAa €ro CHUKEHHS.
(YpoBenb gokazatenbHOCTH 2). CoOXpaHEHHE BBICOKOI'O THUTpa HHIMOMTOpa HE CMOTpPsl Ha
samumuHanuio Gakropa VIII ve sBnsercst nporuBonokazanueM k UNUT.

Ilepen nauanom HUT HeoOxomumo yOemuTbCs B JOCTYIHOCTH JIOCTaTOYHOI'O KOJIMYECTBA
koHmnentpara ¢. VIII qis ero npoBeneHus.

IIpu nposepenuun WMUT mnpenmoureHue oTaaeTcsl IUIA3MEHHBIM KOHIEHTpaTam ¢akropa VIII,
conepxkammM aktop Buteopanna. (YpoBeHb J0Ka3aTSILHOCTH 3).

JUIs NalMeHTOB € BBICOKOPEArupyrolluM HHTUOMTOPOM, HE 3aBUCUMO OT TUTpa MHTHOUTOpa Ha
MomeHT Hadasia MU T pekomennoBana HayanbpHas cxema 100 — 150 ME/kr kaxapie 12 gacos.

Jljig MalMeHToB ¢ HU3KOpearupyouuM HHruoutopom pekomengoBano HauuHats MUT no cxeme 50
— 100 ME/kr xaxnp1ii BTopoit genb. Eciin mocne nawana UUT tuTp mHrHOMTOpA MOJTHUMETCS BBILIE
5 — 7 BE HeoOxoauMo mepeBecTH MaldeHTa Ha JIeYeHHue Mo cxeMme, pekomeHaoBanHou aisg UUT y
MAIMEHTOB C BBICOKOPEArUPYIOIIUM HHIHOUTOPOM.

CHukeHme 03kl U KPaTHOCTH BBEJIEHUS Mpenapara HaunHAeTCs MOCie MOMyYyeHus J1abopaTOPHBIX
JaHHBIX 00 >MUMUHALMK MHruoutopa (TuTp mHruoOurtopa - menee 0,6 BE, Hopmanuzamus tecra
BOCCTAHOBJICHMSI U NI€PHOJa MOJIyBbIBeIeHNU ). CHIKEHUE IPOBOAUTCS MOCTENEHHO C MOCTOSIHHBIM
1a00paTOpPHBIM KOHTpoJeM. [Ipu 3ToM Kakaoe CHUKEHUE JJO03bl UM KPATHOCTH BO3MOKHO TOJIBKO
ocJie MOJy4YeHHs 1aOOpaTOPHBIX JaHHBIX 00 OTCYTCTBMM HHIHMOUTOPA.

[Tocne noctmxenus no3sl B 30 — 50 ME/kr 1 pa3 B 2 1Hs HE00X0UMO MPOJOJIKUTH TEPAIHIO 110
3TOM cxeMe MOCTOSIHHO. OTMeHa MpOQMIAKTUYECKOTO JIEYEHHMsS YacTO MPUBOJUT K PELUUBY
UHTHOUTOpA.

IIpu nposenenun UUT He nomyctumo MeHsATH mpemnapar koHueHtpara ¢. VIII, mockonbky, 3T0
3HAYUTENIHO YXYAIIAeT IPOrHO3 TEPAIUH.

ITpu mpoBenenuun npoueaypbl MUT HeoOxonumo n3berath JiOOBIX BO3ACHCTBUN M Npemnaparos,
CTUMYJIMPYIOIIMX HWMMYHHBIE DPEAKIMM, B TOM 4YHCJE BaKIMHALUM, MPUMEHEHHs IpENaparoB

uHTepdepoHa U JPYTrux BUJA0B UMMYHOTEPAIIUH.
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PeruauBsl kpoBoM3mMsHMM yxynmaioT nporHo3 MUT, mo3toMy y MNalMEeHTOB € YacThIMHU
reMaTpo3aMid M MAacCUBHBIMU I'eéMaTOMaMM MTKuUX TKaHed B Kypce MUT mokaszaHo mpoBeneHue
NpOoPUIAKTUYECKOTO JICYCHHS IIYHTUPYIOIIMMH IpernaparaMi A0 CHI)KEHUS TUTpa MHTHOUTOpPA
MmeHee 1 BE.

Ecnu B Teuenue 8 — 12 mecsieB HE MPOUCXOIUT CHUXKEHUSI THUTPAa MHTHMOUTOpA, PEKOMEHOBAHO
npekpatute HMUT, nepeBectw mnanMeHTa Ha TeEpalui MWYHTUPYIOLIIMMHU [penapatamu. B
JaJIbHENIIEM, TI0CI€ CHU)KEHUS TUTpa HHIMOUTOpa Bo3MoxkHO noBroputh MUT ¢ ncnonb3oBanuem

Jpyroro mpermnapara.

IHpodunakTuyeckoe JiedeHUe y NALMEHTOB C HEOCJI0KHEHHOI reModuiinei
[IpodunakTuueckas 3amMecTUTENbHAs Tepanus KoHmeHTparamu (aktopoB VIII wm X —
HE0OXOIMMOE YCJIOBHE COXPaHEHUS (U3UYECKOTO U TCHXOJIOTUYECKOTO 3/I0POBbs MAIIMEHTOB C
TSKEJON U cpeHeTsKeNnon reMopuinneil. (YpoBeHb 10Ka3aTeIbHOCTH 2).

B ocHoBe MeToma JexaT pe3ysbTarhl  HUCCIEAOBAaHUM, IIOKA3aBUIME, YTO ITOCTOSIHHOE
npoduIaKTHYECKOe BBeAcHUE KoHIEHTpaTtoB ¢akrtopoB VIII nmpu remopmmum A wmm IX npu
remodunuu B, HauaToe 10 MOSBJICHHS MEPBOrO reMapTpo3a WM Cpa3y IOCIE HEro MO3BOJISET
NPEJOTBPATUTh PA3BUTHE TeMOMMIMYECKOW apTpONaTHd W MHBAJIMAW3ALNMUIO NAalHUeHTOB. Takoe
JIeYeHNE Ha3bIBACTCS MEpBHYHAS NpodrakTuka. Tak jke Mmoka3aHo, YTO Tepamwus, HadaTtas Mocie
pa3BUTUA  PEUUIUBUPYIOUIMX  TE€MapTpo30B, BTOpUYHAs  MpoduiIakTUKa,  CIOCOOCTBYET
YMEHBUIECHUIO TSKECTU apTPOIATHUH.

[TokazaHusaMH JUIsl TPOBEACHUS TOCTOSHHOM NPOQUIAKTUYECKONW 3aMECTUTENBbHON Teparuu
SIBJISIFOTCSA: TsDKenas popma reModunuu, cpenueTskenas popma reMopuinuu (aKTUBHOCTH (akTopa
meHee 3%) mnpu pa3BUTUM XOTS OBl OJHOIO SIHU30/1a TeMapTpo3a WIH BBIPAXKEHHBIX
reMopparuueckux MposiBICHUN Ipyroi nokanu3anuu. [lammentaM ¢ akTUBHOCTHIO (pakTopa Ooinee
3% TMOCTOSHHOE WM JUINTEIbHOE NPO(PUIAKTHUECKOE JIeYeHHE HEOOXOJUMO MpH MOBTOPHBIX
KPOBOM3JIUSHUAX B CYCTaBbl, MOSBIECHUU NPU3HAKOB CHHOBHHUTA WUJIM apTPOIATHUH, BBIPAXKEHHBIX
reMOpparuueckux TMPOSBICHUSAX, TPEOYIOUIMX 4YacThIX BBEICHUI KOHIICHTPATOB (aKTOPOB
CBEPTHIBAHUSI.

Hawano Tepamuu. IlepBuunas mnpodunakThka sBiserca Haubonee d¢GdeKTuBHOH Ams
MIPEAOTBPALIEHUS TIOPAXKEHUS OMOPHO-IBUTATEIBHOTO anmnapara. Penienue o Hadane MOCTOSTHHOM
NpopUIAKTUYECKON 3aMECTUTEIbHONH Tepanuu HEoO0XOAWMO IMPHHHUMATh C YYETOM COCTOSHUS
BEHO3HOT0 JocTyna. ONTUMalbHBIM SBISIIOTCS CIEAYIOLUIUME CPOKHU: JJS MAMEHTOB C TSXKEION
dbopmoii remodpua — B Bo3pacTte oT 1 g0 2 7neT, 1ubo MOocie MEPBHYHOTO TeMapTpo3a, IS

MAIMEHTOB CO CPEAHETSIKENON reMopuINel — Mocie MEPBUYHOI0 TeMapTpo3a.
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Cpoku MOTYT H3MEHSTHCS B 3aBHCHUMOCTH OT COCTOSIHHSI BEHO3HOT'O JOCTYMa, KIMHHYECKOTO
TEUCHHS] TeMOPWINH, MPAKTUIECKIUX BO3MOXHOCTEH OpraHW3aIllMi MOCTOSHHOW 3aMECTHTEIHHON
Tepanuu.

o3l u cxemsl npoghunaxmuyeckol mepanuu

Krnaccuueckass pekoMeHJOBaHHAs cXeMa Uil MEepBUYHON NpodUIakTUKU npu remodumuu A
cocraisieT 25 — 40 ME/kr 1 pa3 B 2 qus wiu 3 pasza B Hepemnto. s remopunnu B — 25 — 40 ME/kr
1 pa3 B 3 nHs i 2 pa3a B HEZAEIIO.

Opnako, y JeTeil paHHero Bo3pacta MOT'yT ObITh CJIIOKHOCTH C BEHO3HBIM JOCTYIIOM. B aTOM ciyuae
MO’XHO HAa4MHATh C BBEACHUS OoJiee BHICOKUX 103, Hanpumep, S0 — 70 ME/kr 1 — 2 pa3a B Henemnto
JUIS TAIMeHToB ¢ remodunueii A u 1 pa3 B HeAemto s MAalMEeHTOB ¢ reMmodwimeir B. B
JanbHEHIIeM, Mo Mepe pocTa NalMeHTa M YCWICHHS TeMOpPpParMuyeckoro CHHJpOMa 4YacToTa
BBEJICHUS JIOJDKHA YBEIMYMBATHCS, @ Pa30Basi 103a CHIKATHCS 10 KJIACCHUECKUX 3HAUCHUU.

[Ipu pemieHuu O JHE W BPEMEHHM BBEICHHS HEOOXOIMMO YUHMTHIBATh HPEICTOAILIUNE 3HAYMMBbIC
dbusnyueckne Harpy3kKH U TPaBMHPYIOIIHE CHUTyanuu. JKelaTenbHO BBOJIUTH IIpemapar
HENOCPEACTBEHHO Mepe] TAKUMHU d1u304aMHU. (YpOBEHb 10Ka3aTeIbHOCTH 4).

Kontponp tepanuu. Tepamusi n0oMKHA KOHTPOJIMUPOBATHCS KIMHUYECKHM W jabopatopHo. [Ipu
KIIMHUYECKOM KOHTpPOJE, pEelIeHue O HeAOCTaTOYHOW d3(PPEeKTUBHOCTH MPODUIAKTUIECKON

3aMECTUTENIBHON Tepanuy IPUHUMAETCS B CIIy4asx:

. Oosee 2 3M1M30/10B CIIOHTAHHBIX '€MapTPO30B B IOJ
. HOSIBJICHUS ITPU3HAKOB XPOHHYECKOTO CHHOBUHTA MJIH apTPOIIaTHH
. BBIP)KEHHBIX CIIOHTAHHBIX T€MOPPArHUECKUX MPOSBICHUAX JPYroi JOKaIU3aluu

JlaGopaTopHbIii KOHTPOJIL 3aKIIOYaeTCd B aHAJIM3€ OCTATOYHOM aKTHUBHOCTH (akTopa mepen
ClenyomuM BBeJieHHeM (He Hmke 1%), aHanm3za Haau4usi WHTHOUTOpa, M, MO BO3MOXHOCTH,
NoCTpoeHHs! (PapMaKOKMHETHUECKOW KPpHUBOU B TedeHue 3 — 5 Heil.

[TpuunHbI HeJOCTaTOUYHO 3P (HEKTUBHON 3aMECTUTENIBHON MPOUIAKTHYECKOH Tepanuu:

. pa3BUTHE HHTHOUTOpA (paKTOpa CBEPTHIBAHUS KPOBU

. HeJ0CTaTOYHasl 1032 U (UJIM) KPaTHOCTb BBEJICHUS

. HECOOJII0IeHNE peXXMMa BBEICHUS U JO3UPOBOK MAIIMEHTOM U POJUTEIIMU

. HeaJleKBaTHasl (pr3nueckast akTHBHOCTb NallUEHTa

. WHAUBUAYaJIbHbIE OCOOEHHOCTH MalueHTa, TpeOyrolue MpUMEeHEeHUs 0oJiee BBICOKHX 103

niu O6oJiee 4acToro BBEICHUS IpenapaTa
Jns  pemieHWst Bompoca O IpPUYMHAX — HejocTtaroyHoro 3ddexra mnpodumakTruueckont
3aMEeCTHUTENbHOM Teparnuu HeoOXOAUMO:

1. IlepecunTarh 103y M KpaTHOCTh BBEJICHUS B 3aBUCUMOCTH OT BECa MaI[UEHTA.
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2. BrImmomHUTE  aHANMW3 C OMpenejcHuEM aKTHBHOCTH (aKTopa, OINPEACIUTh HAIUYNe
MHTHOUTOpA U €r0 TUTP, MPOBECTH OIEHKY (PapMaKOKMHETHUUYECKON KPUBOU C OMpPEIeICHHEM TeCcTa
BOCCTAHOBJICHHSI, MEPHOJIa TIOTYBBIBEJCHUS, OIEHUTh AKTUBHOCTH (PaKTopa Mepel CIEIYIOIIUM
IJIJAHOBBIM BBEJICHUEM, TI0 BO3MOXXHOCTH TIIOCTPOUTH (hapMaKOKHMHETHYECKYI0 KpPHUBYIO 32
HECKOJILKO JHEM.

B cnyuae, ecnmu WHTHOUTOp OTCYTCTBYET, a TEOPETHUECKHE pacueThl M  IOJYYCHHBIE
(hapMaKOKMHETHYECKHE PEe3ylbTaThl HE JAIOT OCHOBAaHWUN CUUTATh JO3y M KPAaTHOCTH BBEICHUS
HEJIOCTAaTOYHBIMH, HEOOXOJMMO BBISICHUTH XapakTep (U3MYECKOW aKTUBHOCTH W COOJIIOJICHHE
PEKOMEHIOBAHHOTO PEXMMa 3aMECTUTEILHON TepaIiH.

Pemenvie 0 MOBBIIEHUY 036l WM KPATHOCTH JIOJDKHO OBITH IPUHATO €CIIM UMEIOTCS KIIMHUYECKUE
WK 1a00paTOpHBIC JaHHBIE O €€ HEJOCTATOYHOCTH C YYETOM MMEIOIMUXCS (PapMaKOKMHETUIECKIX
JaHHBIX.

VYyuThiBas, 4TO OCHOBHAs 3ajadya NPO(IIIAKTUYECKON 3aMECTUTEIBHON Tepanmud — COXpPaHCHHUE
KauecTBa JKM3HM MAaIllMEHTa, IMOBBINICHUE J03bI W (WJIM) KpaTHOCTH 0OO0Jiee PEKOMEHIIOBAaHHBIX
CTaHJIAPTHBIX, JOMYCTUMO y TIAITUEHTOB C BEICOKMM YPOBHEM (DM3HUECKON aKTHBHOCTH.
JlnutenbHOCT,  mpoduiakTHIecKoro JjedeHus. [IpodumakTuyeckoe Je4eHHE HEeOoOXO0IUMO
MIPOBOJIUTH HA MPOTSHKEHUH BCETO MEeproja pocTa manreHTa. Bo3aMOXKHOCTE IepeBo/ia maueHTa Ha

JIEYEHHUE «I10 TPeOOBaHUIO» Nocie HocTH)KeHus 20 — 25 neT usyyaercs.

IIpodunakTuyeckoe JiedeHUe NANUEHTOB ¢ HHTHOMTOPHOI reModuiIuei.

[Tpodunaktuyeckoe JiedeHHE y MAMEHTOB ¢ reModrineld A U HU3KOpEarupyoiuM HHTHOUTOPOM
JOJDKHO TpoBOJUTHCs mpenapatamu ¢akrtopa VIII. [lo3a momOupaercs WHAWBHAYyaJIbHO W, B
cpennem, coctasisier 100 ME/kr 1 pa3 B 2 aus. Bo3amMokHbI MHIMBHYaIbHBIE KoneOanus. Eciu
npuMeHeHue KoHueHnTpara ¢. VIII He 1aeT 10cTaTOYHOTO KIMHUYECKOTO 3(pdekTa, peKOMEHI0BaHO
JIeYeHHE MpenapaTaMy IYHTUPYIOLIEro 1eHCTBUS.

[Ipodunaktuyeckoe JjeuyeHUE TMAIMEHTOB C BBICOKOPEATHPYIOIIUM HMHTHOUTOPOM  JIOJIKHO
MIPOBOAMTHCS MpenaparaMyd LUIYHTUPYIOLIETO AeHcTBUs. PexoMeH10BaHHBIE IpernapaThl ONUCAHbI
BBIIIIE.

Bo3MmoxHO mpoBeneHHEe KpaTKOCPOYHOW MPO(PUIAKTUKH [ TMPEPhIBAaHUS TeMOPpParnuecKux
penuauBoB. JIUTeNbHOCTh Tepanuu cocTaBiseT 4 — 8 Hedenb. (ypoBEHb Jl0Ka3aTeabHOCTU 4).

[Tokazanus 1uist KPaTKOCPOUHON MPOPUITAKTHKU:

. PenuauBupytomume reMapTpo3bl

. [ToBTOpHBIE TEMAaTOMBI MATKHX TKaHEH
. 3a0pIOMMHABIC TEMATOMBI

. TpaBMbI 1 paHbl
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. OnepaTuBHOE JICUEHUE

. BHyTtpuueperntbsie KpOBOU3IUSHUS

[Tpu HepocTaTouHOU PPEKTUBHOCTH TEPANUU 1O TPEOOBAHUIO M KPATKOCPOYHON MPOPHIAKTUKU
HE00XO0AUMO IIPOBEACHUE JUTUTENbHOM NpodUIakTUYeCKOl Tepanuy npenapaTaMyu LIyHTHPYIOLIETo
JIEUCTBUSL.

Pemenne o m03ax, KpaTHOCTH M JUIMTENBHOCTH NPOQPWIAKTUYECKON Tepanmuu NPUHHUMACTCS C

YUCTOM KIIMHUYCCKUX 0COOCHHOCTEH TeueHUs 3a00JI¢BaHMs Y KaXKA0TI0 KOHKPETHOTO IMalrueHTa.

JleyeHune ocn0KHEHUH reMopUINT
Opromneauueckue OCIOKHEHHsT TeMO(QMIMU IpPeJCTaBlIeHbl MPEUMYIIECTBEHHO XPOHUYECKUM
CUHOBHMMTOM U apTPONATHEH.

Xponuuecxuﬁ CuHosuum ABJIACTCA CICACTBUCM IOBTOPHBIX I'EMAapTPO30B. HpOSIBJIeHI/IFII

. JIMUTENBHO COXpaHSIOIIEeeCs MOBBIIEHUE TEMIIEPATYPhI HAJT ITIOPAKEHHBIM CYCTaBOM
. VYBenuueHue oobeMa MATKUX TKaHEeH o0jacTu cycTaBa

. PennnuBupyromue KpoOBOU3IUSHUS

. OrpaHudeHue MoABUKHOCTH

JlnarHoctrka BKJIIOYAET BBISIBJICHHUE KIIMHUYECKUX npu3HakoB, ¥Y3U cycraBoB u MPT.

Tepanus npoBOIUTHCS COBMECTHO C OpTOINEAAMH, HMEIOIIMMHU OIBIT JIEYEHUs OOJIbHBIX
remModuiuei.

XpOHHUYECKUN CHUHOBMMT, KaK IPaBUJIO, SIBJISETCS CJIEACTBUEM HENOCTAaTOYHO 3P EKTUBHON
npoduIakTUYecko 3aMecTUTEeNbHOM Tepanuu. [Ipu BBISIBICHHMM NPU3HAKOB XPOHHUYECKOIO
CHHOBUUTA, Ha IEPBOM 3Tame HEOOXOAMMO YBEJIWYHMTH 03y 3aMECTUTENbHON Tepamuu. Yacto
MoKa3aHa BBICOKOJO3Has mpoduuakThka: 6oiee 40 ME/kr kaxnasle 2 AHS A0S MAUEHTOB C
remopunueiit A u 6onee 40 ME/kr kaxapie 3 aHs — 1715 NAIMEHTOB ¢ reModuinei B.

IIpy  coxpaHeHMM  TpPU3HAKOB  BOCHAJEHUS  I[OKa3aHa  Tepanus  HECTEPOUIHBIMU
IPOTHUBOBOCTIAIUTENbHBIMU IpenapaTtamu (MHruoutopamu COX-2). (YpoBeHb 10Ka3aTeIbHOCTH 2).
IIpu HemoctaToyHOW >(PPEKTUBHOCTH, BO3MOXKHO MPOBEACHMS Kypca IYHKIHUI cycTaBa cC
BBEJIEHUEM CTEPOUIHBIX TPOTUBOBOCTIAIUTENbHBIX IIPENapaToB.

Tepamnusg XpOHUYECKOTO CHHOBUUTA HAIpaBlieHA HA MPEJOTBPAIICHUE PELUIUBOB KPOBOUIIHUSIHUM,
KyIMPOBAaHUE BOCHAJICHUS U COXpaHEeHHE (BOCCTaHOBJIEHUE) (DYHKIIMU CYCTaBa.

C 1enplo BOCCTaHOBJIEHUS (YHKIMHM cycTaBa moka3aHo mnposeneHue JIDK, dusmorepanuu u

CaHATOPHO-KYPOPTHOTO JICUCHHSI.
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IIpy penuaMBHUPYIOIIMX KPOBOM3IMSAHMAX, HE NONJAIOLNIMXCA KOHTPOJII 3aMECTUTEIBHON
Tepanuei, HerocTaToYHOH 3((EeKTUBHOCTH KOHCEPBATHBHON TEpanuy MOKa3aHO IPOBEJCHHE

apTPOCKONMUYECKON, XUMUYECKOW HIIM PAaIMOU30TOITHON CUHOBEKTOMHUH.

I'emoduanyeckas aprponarus

Bo3Hukaer  BCIEACTBME  NPOTPECCUPYIOIIETO0  TEUEHUS  XPOHMYECKOTO  CHHOBMHMTA U
PELUAMBUPYIOIIUX KpPOBOM3JIMUSIHUKA B cycTaBbl. IIposBisieTcss OCTEONOpo3oM, HapylIEHHEM
CTPYKTYpbl, HICTOHUEHUEM U TOTEpeil CyCTaBHOrO XpsIia, OOJEBBIM CHUHIPOMOM, KOHTPAKTYpaMHu,
MBIIIeYHOM aTpodueit, nedhopmarueii cycrapa.

Tepanusi TPOBOAUTHCS COBMECTHO C OPTONEAAMH, HUMEIONIMMH OIBIT JICUYCHUS OOJIBHBIX
reMoQuInei.

B ocHoBe mpoduiIakTUKM pa3BUTHUSL apTpONaTHH — aJEeKBaTHAs MOCTOSHHAs MPOQHIAKTUYECKAs
3aMmecTuTenbHas Tepanus. CBOeBpeMEHHOE JICUCHUE BBISBICHHOTO CHHOBUHUTA TaK)Ke HEOOXOAMMO
JUTSl IPETIOTBPAILICHHS Pa3BUTHS apTPOIIATHH.

JluarHoctuka apTpomaTHM OCHOBAaHA HA BBISIBICHUU KIMHUYECKUX MPHU3HAKOB M TPOBEICHUU
Jy4eBbIX MeTo/10B uccienoanus: Y3, KT, MPT.

[enbto eueHus SBISETCS COXPaHEHHE WM BOCCTaHOBICHHUE (DYHKIIMU cycTaBa, 6oprOa ¢ 00JeBbIM
CUHIPOMOM, aTpoHueil MBI, TOICPKAHUE WM BOCCTAHOBJICHHE JIOCTATOYHON €XKEIHEBHOMN
AKTUBHOCTH IAIIMCHTA.

Jiis 60opbOBI ¢ 0O0JIEBBIM CHHAPOMOM ONTUMAIBHO UCHONB30BaTh MHrHOUTOpH COX-2. (YpoBeHb
JI0Ka3aTENbHOCTH 2).

Jliia BoccTaHoOBIIeHUE (DYHKLMU CyCcTaBa, COCTOSHUS MBI TPoBOAAT Kypehl JIOK, pusnorepanuu,
OanpHEOTEpanuu U Kypoprorepanuu. B psne cinydaeB 3 pekTUBHO UCII0JIb30BAHUE TPEHAKEPOB.
[IpoBoauTHCS Teparusi CAHOBUHTA.

IIpu wHemocTaToyHOU 5()PEKTUBHOCTH KOHCEPBATUBHOM Tepanmuu, BO3MOXKHO XHUPYPTUYECKOE
nedyeHne. XUPypruueckoe JIEYeHHE MalMeHTOB ¢ reMo(QuiIned TOJKHO HMPOBOAMTHCS BpadyaMu,
MMEIOIINMH OTIBIT JICUCHHUS MMAIIMEHTOB ¢ TeMO(pUITHEH.

Bo3MOXHBI BHECYCTaBHbIE BMENIATENIbCTBA HA MSATKMX TKaHAX ISl KOPPEKLIHMH KOHTPAKTYPBHI,

APTPOCKOIINYCCKUEC BMCIIATCIIbCTBA MJIA YAAJICHUA BHYTPUCYCTABHBIX CIIACK U CHHOBCKTOMHWU U 1IP.

IIceBaoomyxosmn

@DopMHUPYIOTCS BCIEACTBHE HEAOCTaTOUYHO J(PPEKTUBHOTO JICUEHHUS TeMaTOM MSATKUX TKaHEH.
[IposiBnenusi: cTabUIBbHOE OMYXOJEBUAHOE OOpa30BaHHE OTTECHSIONIEC OKPYXKAIONIME TKAHMU.
CymeCTByeT Ha TMPOTSKCHUU MHOTHX MECALCB MW JICT. He wnmeer TEHACHIIUU K O6paTHOMy

pa3BUTHIO Ha (DOHE MHTEHCUBHOW 3aMECTHTEIILHON TEparuu.
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Huarnoctuka — nmyueBas (MPT) u 6uorncus.

JleueHne mpoBOAMTHCS COBMECTHO XHMpypramum U remarosnoramd. Ha mepBom 3rame BO3MOKHA
IIONBITKa UHTEHCUBHON 3aMECTUTEJILHON Tepanuu B TeueHue 6 — 8 Henenb ¢ nocaeayroumm MPT
KoHTpoJieM. Eciin oOpa3oBanue He UMeET TEHIEHLUU K 00paTHOMY Pa3BUTHIO ITOKa3aHO TOTAJIbHOE
yJlaJleHHe OIyXOJIH € MCCeYeHUEM Karcyibl. (YPOBEHb J0Ka3aTeIbHOCTH 4).

Onepanuss JO/DKHA IPOBOJUTHCS — CHELMATUCTAMM, HMEIOIIMMHU  ONBIT  XUPYPIHUYECKOTO

OPTOIETUIECKOTO JICUCHUST OOTBHBIX TeMO(IIIHEH.

I'emo¢uins y HOBOPO:KIEeHHBIX
[Tpu pemennu Bompoca o crocode poropaspenieHust (BarnHalbHbIe UM ONEPAaTHBHBIE POBI), €CIIH
OXKHJIaeTcsl poKJeHue pebeHka ¢ remopuineld, He00X0aAUMO BbIOpaTh HauboJiee aTpaBMaTHUUHBIN
ciocob. (YpoBeHb jaokazaresnbHOCTH 3). BakyyMmskcTpakuus sBIseTcs OMAcCHOM M HE JOJDKHA
MMPOBOAUTLCA B OTHOICHUU ITIJIOJ0B, Y KOTOPBIX TOAO3PCBACTCA FCMO(l)I/IJH/IfL
[locne ponopaspernieHus >kenareabHO OTOOpaTh oOpas3el] IMyNMOBUHHOM KpPOBU B NPOOHMPKY C
LUTPATOM HaTpUs A ONpEeAeTeHHUs aKTUBHOCTH ()aKTOPOB CBEpThIBaHUSA KpoBH. Jlo MOMeHTa
JMAarHOCTHKH, Y HOBOPOXKACHHBIX C OXHMJIaeMOH remModuianei xenaTeJbHO BO3IEPKATHCS OT
BEHEMYHKIUH (TOJBKO Ui AMArHOCTHKH reMopuinu), oToopa oOpa3loB KalWUISIPHOW KPOBH U
JOPYIUX WHBA3UBHBIX MAaHUITYJISLUN.

I1. Boae3ns Buiiedpanna

(Von Willebrand disease, anri.)
MKB-10 — D68.0
Onpenenenne: bonesns BuneOpanna (6B) — remopparudeckoe 3a0osieBaHHME, BO3HHKAIOIIEE
BCJIEJICTBHE TE€HETHUYECKH OOYCIIOBIEHHOTO KAayeCTBEHHOTO WJIM KOJMYECTBEHHOIO HApyLICHHUs

(dakTopa Bunnedpanna.

Oo0mas ungopmanus.
PacnpoctpanenHocth 0oJiesnn BuiieOpanga: Oxugaemasi pacnpOCTPaHEHHOCTb KIMHUYECKH
3HaYMMbIX (opM OB cocraBnser npubausutensHo 1 - 2 Ha 10.000 yenosex.
®usznosiorus gpaxkropa Buiiebpanga, 3TH0I0IHA ¥ NaTOreHe3 3200J1eBAHUA.
@B BbINoNHIET 2 OCHOBHBIE (QYHKIMU B T€MOCTa3e:!
e SBIISICTCS MOJIEKYJOH ajare3suu, oOecreunBaroniel HaJeKHYI0 (QHUKCALHI0 TPOMOOIMTOB K
KOJUTareHy CyOsHI0TeNns

o csa3biBaeT G VIII u 3amumaer ero ot npexaeBpeMEeHHON MTPOTEOTUTHIECKON MHAKTUBAIIUN
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®B cuHTE3UpyeTCs B SHIAOTEIHUOIUTAX M Merakapuonurtax. CuHTe3upoBaHHBIH (PB mocTtymaer B
KpOBb U CyOdHOoTenuanbHbli Matpukc. Kpome storo ¢B nemonupyercs B aibda-rpaHyiax
TpoMOOIMTOB 1 Tenblax Beitbna-Ilanana sHA0TEMNOIUTOB.

3penbiii $B mpencTaBiieH PAAOM IMOJTMMEPOB MPOTPECCUBHO YBEIMUYMBAIOIICHCS MOJICKYISIPHOM
Maccel: oT 540 kDa y numepoB 10 HeCKOJIbKHX Thicsd kDa y cambIX KpYITHBIX MYJIBTHMEDPOB.
AxktuBHOCTE (B 3aBucHT OT ero MoJeKylIsapHOH Mmacchl. HamGombmum TpoMOOTeHHBIM
MOTEHIMAJIOM O0JIaZIal0T caMble KPYIHbBIE MyJIbTUMEPHI (B.

Haubonee BbricokomonekynsapHblii ¢B HaxonuTcs B mynax XpaHeHUs sHAoTenuonuToB. [locie
MOCTYIUICHUS B IUIa3My MPOMCXOAUT TMOCTENEHHas PEeAyKLHs €ro MOJEKYJISIpHOW Macchl MO
BO37elicTBUEM MeTayutonpoTeassl ADAMTS 13.

[Ipu OGonpmuHcTBe (opM OB Hapymaercst anre3wst TPOMOOIMTOB U TPOLECC OCTAHOBKU
kpoBoTeueHuil. Kpome storo mpu 6B moxer cHmxkarbes aktuBHOCTH GVIII, yTo mpuBOIUT K
HapYIICHUIO Mpoliecca CBEPTHIBAHUS KPOBH.

HacaenoBanue 6os1e3au Buisiedpanaa.

CeMeliHbIif aHaMHE3 MOXKET COJIEPKaTh JAHHBIE O TEMOPPArMueCKOM COCTOSIHUM, HACJIEyEMOM 110
ayTocoMHOMY Tumy. OTCYTCTBHE JaHHBIX 32 FTeMOpparnieckoe 3a0ojieBaHne B CEMEHHOM aHaMHEe3€e
HE TI03BOJISIET UCKITIOUUTH OB.

BonpmmacTBO opMm OB Haciemyercss ayToCOMHO JOMHUHAHTHO C HETIOJHOW MEHETPAHTHOCTHIO. 3
TUI 0B — ayTOCOMHO peLeccuBHO.

Kinununueckasi xapakrepuctuka 6ose3nn Buiiedpanaa.

Hns  OonmpmmmHCcTBa  (opM OB XapakrepHa — remMopparudyeckue — MpOSIBJICHUS IO
MUKpPOLIMPKYJISATOPHOMY,  CMEIIAaHHOMY (MUKpPOLMPKYJISITOPHOMY U TeMaTOMHOMY)  WJIU
réeMaTOMHOMY THIIaM KPOBOTOYHBOCTH.

|. Mukpoyuprynamopnwiii TeMOCUHAPOM XapakTepeH s 1, 2A, 2B, 2M tunos 6B. Tunuyasimu
SBJISIIOTCSL 9KXMMO3bI, KPOBOTE€UEHHS M3 TPABMHUPOBAHHBIX CIM3HMCTBIX O0O0JIOUEK, JUIMTENbHbIE
KPOBOTEUEHHS U3 JIYHOK YAAJE€HHBIX WM BHIIABIIMX 3yOOB, KOTOPbIE MOTYT OBITH OMAcCHBIMU JJIS
KU3HU, HOCOBBIE KpPOBOTEUEHHMs, MATOYHblE KpPOBOTEUEHMsS] Yy JIEBYIIEK, HWHTpa- H
nocjaeonepaoHHble KpoBoTeueHHs. B Oosiee crapimieM Bo3pacTe — JKEITyA0YHO-KHUILIEUHBIE
KPOBOTEUYEHMSI U KPOBOTEUEHMsI U3 MOUYEBBIX IyTel. MeHee XxapaKTepHbl KPOBOTEUEHMSI U3 MECT
MHBEKIUH U reMaTOMbI MSTKHX TKaHEeH Mocje pa3IndHbIX TPaBM.

Cpoku BO3ZHMKHOBEHHUS MEPBBIX MPOSBIECHUI Pa3HOOOpa3Hbl U 3aBUCAT OT TSKECTH 3a00JIeBaHUS U
OT LEJOr0 psa HENPeIBUICHHBIX OOCTOATENBCTB: TpPaBMbl, HEOOXOAMMOCTb OIEPATUBHOTO
JIeYeHHsl, IPUEM JIe3arperaHToOB, MPOBOLUPYIOIIUX KPOBOTEUEHUS, COMYTCTBYIONE 3a00JIeBaHMs,

OAHAKO IréMOopparndcCKrue nNposABIICHHA B IIEPBBIC HECKOJIBKO MCCALCB JKU3HU HE XapPaKTCPHBI.
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Il. Cymewannovui (cemamomusiii + MUKPOYUPKYIAMOPHDII) TEMOCHHAPOM XapaKTepeH IS OOJIBHBIX
3 tunom 6B u TsxensiMu popmamu 1, 2A tuna. Knnaudeckoe TeueHre HAIOMUHAET TeMOQUIHIO,
oJHaKo 3a00JieBaHKE Y MAIIMEHTOB ¢ OB mpoTekaeT Tskemnee, YeM y MalueHToB ¢ TeMopuiuei A u
aHanoruydaeiM ypoBHeM ¢ VIII. [Ipu 6B, B ortnmume ot remoduiinyu, KpOBOTCUECHHUE HAYUHACTCS
Cpa3y mocje TpPaBMbl U HE OCTaHABIMBAETCS.

IlepBble MpOsIBIIEHNS MOTYT OTMEUAaThCsl B MEPHOJE HOBOPOKIECHHOCTU — KOXKHBIN T€MOCHUHAPOM,
reMaToMbl U KpOBOTEUEHUS U3 MeCT MHbeKIUil. Ha nepBoM roay >kM3HU XapakTEpHO HapacTaHUE
KOXXHOT'O TeMOCHHJIPOMA, TMOSIBISIOTCS reMaToMbl MSATKUX TKaHed. Hambonee omacHbl 1S KU3HU
KpOBOTEUYEHHS IIPU TpaBMax CIU3HUCTON 00o0yiouku mojoctu pra. [IpopesbiBanue 3y00B MOXKET He
COIIPOBOXAATbCA KPOBOTEUEHUSIMU, HO, TO3KE, NP CMEHE 3yOOB, KPOBOTEUEHHUS M3 JECEH B
obnactu OammoTUpyIOIIero 3y0a W W3 JIYHOK BBINABIIMX 3yOOB OBIBAIOT OYEHH 4YacTo.
KpoBousnusHusg B CycTaBbl, TaK k€, KaKk U MpH TeMO(UIUU, MOTYT HadyaThbCs HA MEPBOM TOAY
KU3HU.

[locne roga, mo Mepe HapacTaHMs JIBUTaTE€NIbHOM aKTUBHOCTH, BBIPAXEHHOCTh I'€MOCHUHApPOMA Y
JIeTel yBEeJIMYUBAETCs. XapaKTepHbl UHTPA- U MOCIICONEPALMOHHBIE KPOBOTEUEHUS, KPOBOTEUEHHUS
U3 paH KOXKU M CIM3UCTHIX, HOCOBBIE KPOBOTEUEHHMsSI, a B OOJiee CTapIIeM BO3pacTe — KUIICYHBIE
KPOBOTEUYEHHS M KPOBOTEUEHUS M3 MOUYEBBIX MyTEH.

MatouHble KpOBOTEUEHHUs Yy JeBouek c OB sBistoTcss cepbe3Hoil mnpodsemoil. Hocossie
KPOBOTECUECHHsSI, KPOBOTCUCHHS IIOCIE TPAaBM CIM3HUCTBIX 000J0YEK, OCOOEHHO TOJOCTH PTa,
MOCIICOTIEPAIIMOHHBIE KPOBOTEUEHHSI MOTYT IPUBECTHU K TSKEJION MOCTTeMOpparndeckoil aHeMuu U
IpU OTCYTCTBHMHU JICUEHHUs — K rubenu maunueHTa. KuieuHble KpOBOTEUEHHUS PEIKOCTb Y JeTel
MJIaJILIero Bo3pacTa, 0oJjiee XapaKTepHbI AJIs AeTel, HaulHas CO CPEeIHEN IIKOJIBI.

. I'emamommueiii mun kposomouusocmu. KiinHndyeckass KapTUHA CXOJHA C KIIMHUKON HETSHKEION
reMOpUIMM M PEIKO COMPOBOXKIACTCS IMOPAKEHUEM CYCTaBOB. XapaKTepHbl OTCPOUYEHHBIE
KpOBOTEUYEHMS IIPU TPaBMax M MOCJIE onepanuil. MoryT BO3HMKaTh IOCTTPAaBMAaTHYECKUE T€MaTOMBbI
MSITKUX TKaHEH.

HenaBHo omucano mnposiBienue Oosie3Hu BuneOpanga B Buiae (opmupoBaHHs TIpyObIX
BBICTYMAIOUINX PyOLOB mocie TpaBM. Takoe MposiBIEHHME MOXET OBbITh Jake y MalMEeHTOB He
MMEIOIIUX 3HAYUMOr0 F€éMOPParn4eckoro CHHAPOMa.

Knaccupurkaumus.

Brigensttor 3 tumna 6B.

Tun 1 - cocraBuser okoso 70% Bcex ciydaeB. [IpoHcXoauT pa3iavyHON CTENIEHH BBIPA)KEHHOCTH
KonnyectBeHHOE cHIbKeHne GpB. @VIII MmoxeT ObITh CHUKEH MM HOPMAJIbHBIH, MTPONOPIMOHATEHO
CTETEeHU CHUKEHUS aKTUBHOCTH B.

Tun 2 — xauectBeHnble AedekTsl GB. Paznensercs na 4 moaruna:
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e 2A — OTCYTCTBHE B KPOBU TSDKEIBIX WIM TSHKEIBIX M CpelHUX MyiabTHMepoB ¢B. OVIII
MOXET OBITh HOPMAJIbHBIN WJIH CHIKCHHBIH.

e 2B — natonoruyeckoe nossiieHue adppunHocTy GB K TpoMOOIMTAapHBIM peLenTopam, Ipu
KOTOPBIX IIPOUCXO/UT CBSI3bIBAHWE HEAKTUBUPOBAHHOTO (B ¢ MHTaKTHBIMU TpoMOOLMTaMU,
U aKTHUBHas SJIMMUHAIMS M3 KPOBU Hambojee BBICOKOMOJIEKYIsipHoro (B wu wactu
TpoMOOIIMTOB. XapakTepHa Jierkas MJIM YyMEpPEHHas TPOMOOIMTONEHUS, CHHIKCHHE
aKTUBHOCTH (B, DOBbIIEHHE CTENeHH arperaluud TPOMOOLUTOB € PHCTOMULIMHOM
(pPUCTOLIETMHOM MJIM arrpUCTHUHOM) IIPU pa3BEICHUU PEeaKTHUBa 10 KOHUEeHTpauuu MeHee 0,8
mr/mi. OVIII, kak mpaBuio, HOPMaJIbHBIN.

e 2M — ToueuHbIl aedeKT, OOYCIIaBIMBAIONINN CHI)KCHHE PHCTOMUIIMH KO(aKTOpHOMH
aKTUBHOCTH 0€3 KOJIHYeCTBEHHOro cHWxkeHus Oenka (pB). DVII, kak mnpasuio,
HOPMAaJIbHBIN.

e 2N — um3onmupoBaHHOe HapymieHue cBs3biBaHus ¢ VIII, mpuBoasiiee K MpekaeBPEMEHHOM
€ro0 MHAKTUBAllMM M PA3HOM CTENEHU BBIPAXCHHOCTU CHI)KEHUIO AaKTHMBHOCTH B KPOBH.
@OyHKIUSA aare3ud TpoMOOLIUTOB HE HApyLIAeTCs.

Tun 3. Ilpu 3TOM THUIIE B KPOBU OTCYTCTBYET O€JIOK, MAECHTUGHIUPYeMbId, Kak (B. Otmeudaercs
Hu3kas aktuBHOCTh G VIIL
Celiuac onmucansl €€ HecKoJIbko (hopm OB:
®opma Buuensa, npu KOTOpoil B KPOBH MOCTOSIHHO HaXOASTCS CBEPXTsDKeINble MyabTUMeEphl B u
CHIJKEHO oOlee KOJIMYeCTBO M aKTHUBHOCTH (ceiuac 3Ty (opmy oTHocAT k tumy 1). Onucanbl
CJIy4au M30JIMPOBAHHOTO HAPYIIICHUsI KOJIJIAreH CBs3bIBarolieit pyHkuuu ¢B.
OObmmenpusHaHHON Kiaccuukanuu OB 1o TsHkecTH He CyIIecTBYeT.
Kpurtepun nnarnosa:

e ['eMopparnyeckue NposiBICHUs (CKIOHHOCTh K 00pa30oBaHMIO IpyObIX pyOLIOB).

e CHmxenue crienupuyeckoil akTUBHOCTH (PB.
JAnarHocruka
3nauenue u oyeHxka KIUHUYECKoU KapmuHol
B Hacrosiiiee Bpemst OlleHKe KIIMHUYECKOW KapTUHBI 3a00JIeBaHUS MPUAAETCS OOJIbIIOE 3HAUECHHUE.
Hanmnune reMopparmueckux MpoOsBICHMH y TalMeHTa I03BOJIET  3amoJo3puTh  OB.
I'emopparuueckue nposiBieHuss npu OB He MMEIOT HO30JI0THYEeCKOH creun(uKd U MOTYT OBITh
CXOAHBI C TMPOSIBICHUSMHU JPYTHX TreMopparudeckux coctosHuid. Onnako s OB Haunbonee
XapaKTepHbl KPOBOTEUEHHS CO CIM3UCTBIX 000704YeK. 3HayMMble KPOBOTEUYEHMSI TUIUYHON
JIOKAJM3allMl HEoOXOJMMO YYMThIBaTh NpHU JAMarHoctuke. Hipke mnepeuncineHsl Haubosee
TUIIMYHBIE TPOSIBIICHUS, TpeOyIolMe TIIATEIbHOrO, YacTO HEOJHOKPAaTHOIO JIabopaTOpHOIro

00ciieqoBanus Il JUarHOCTUKU OB:
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e He menee 2x 3M130/10B CIIOHTAHHBIX HOCOBBIX KPOBOTEUECHHM, HE OCTAHABIMBAIOIIUXCS MO
Bo3jaeiicTBHeM 10 MUHYTHOW KOMIIpECCMM WM HE MeHee | »mu3oja, moTpeOOBaBIIETO
reMoTpanchy3uu.

e JlnutenbHble (6onee 15 MUHYT) KpOBOTEUEHHUS M3 OOBIYHBIX PaH WJIM KPOBOTEUEHHUS M3
OOBIYHBIX PaH, PEIUIUBUPOBABIINE B TCUCHUE 7 JHEH IMOCIIE TPABMBI.

e KoXHbIE TeMOpparnueckue MposiBICHUS, B TOM 4YKCie U30BITOYHOE 00pa30BaHUE CHUHSKOB
HE COOTBETCTBYIOLIME XapaKTePy TPABMUPYIOIIErO BO3IEHCTBUS.

e KpoBOTEUEHHUS CO CIU3UCTHIX MOJOCTH PTA, MOTPEOOBABIINE MEAUIIMHCKON TOMOIIH, B TOM
YHcye: JIECHEBbIE KPOBOTEUEHHS, KPOBOTEUYEHHUS NpPU CMEHE 3y0oB, ymmbax Ty0 wim
TpaBMax s3bIKa.

e CrIOHTaHHBIE KEIYyJOYHO-KHUIIEYHbIE KPOBOTEUEHUS, KOTOPBIE MTOTPEOOBAIN MEAUIIMHCKON
MOMOIIY WM TPUBOJAIINE K OCTPOM HIIM XPOHUYECKOW aHEeMHH, HE OOBSCHSIOLIUECS
SI3BaMU WM IOPTAIbHOM TUIIEPTEH3HUEH.

e Tspkenple AMUTENbHBIE WIN PELUIUBUPYIOLINE KPOBOTEUEHUS, TPEOYIOIUE MEIUIIMHCKON
MTOMOIIY, BOSHHUKAIOIIHE MOCJIE SKCTPAKIMHU 3yO0B U JPYTUX OIEpalyii Ha opraHax MoJIOCTH
pTa 1 HOCOIJIOTKH.

e MaroyHble KpPOBOTEUEHHUS, NPUBOIAIIME K OCTPOM HIM XPOHUYECKOW aHEeMHUU WU
TpeOyronye MEAMIIMHCKOW TIOMOIIM, HE CBSI3aHHBIC CO CTPYKTYPHBIMH W3MCHCHUSMHU
MAaTKH.

e Jlpyrue KpOBOTEUEHUS CO CIM3UCTBIX WIN KOXKHU, TPEOYIOINE MEAULIIUHCKON TTOMOIIIH.

B TUNWYHBIX cioy4yasX TE€MOpPparuyecKue IpOSIBICHUS HOCAT CHCTEMHBIM XapakTep, TO €CTh
pa3sBUBAIOTCS TaM, /i€ IPOUCXOJUT NOBPEXKICHHUE COCYIa.

Eme ogHuM, HETaBHO ONMKCAaHHBIM MPU3HAKOM OB sBIieTCS CKIIOHHOCTH K 00pa3oBaHUIO IpyObIX
pyO1oB. /{0 onpeneneHHOro MOMEHTa 3TOT PU3HAK MOXKET OBITh €IMHCTBEHHBIM.

OTcyTcTBHE TeMOpparduyeckux MPOSIBICHUM HE MO3BOJSET HMCKIOUYMTH OB, ocoOeHHO, eciu y
nanueHTa He ObUIo MPOBOKAMKA  (3HAYUTENBHBIX TpPaBM, ONEpAallMd WIM WHBA3HUBHBIX
MaHUIYJISIUN).

Jlabopamopnas ouaznocmuka

B ocHoBe nuarnoctuku 6B nexuT naboparopHas olneHka akTUBHOCTH (PB. ITockonbKy akTHUBHOCTB
¢B mpu Herskenslx (opmax OB MOXeT 3HAYMTENBHO MOBBIATHCS B CIEACTBHE PA3IHMYHBIX
BO3JICHCTBUI, TAKUX KaK CTpecc, BOCIalleHUe, TpaBMa, 0epeMEeHHOCTh, Y TAIIUEHTOB € MOJI03PEHUEM
Ha OB u HopManbHBIM YypOBHEM aKkTHBHOCTH (B HeoOXoIMMO NPOBOAUTH HECKOJIBKO
uccnenoBanuii. Ilpu BbIOOpE CPOKOB MpPOBEACHUS MCCIEJOBAHUS HAJO YUYUTHIBATh HaJIW4Me

CHUMIITOMOB BOCIAJICHHUS. Y MCHCTPYUPYIOIIUX KCHIIHUH KCJIATCIIBHO BbINIOJHATDH OT60p o6pa3u013
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Ha 1 — 2 neHp MeHcTpyaruu. [Ipu BeimoaHeHUH 0TOOpa 00pa3IoB y AETEH, HA/I0 yUYUTHIBAThH, YTO
CTpPEeCC OT OKHMJIaHUSI MAaHUITYISINU, U CIOKHOCTH BEHENMYHKIINH, YATUHSIONINE IPOoIeaypy oroopa
oOpa3iia MpUBOAAT K TOBBIIICHHIO aKTUBHOCTU ()B M HEBO3MOXKHOCTH TONyYEHUS MPaBUIHHOTO
pe3yibTara.

Ilpu nposedenuu nabopamoproti TMArHOCTUKU HEOOXOIUMO PEIIUTh Cledyioujue 3a0ayu.

. BBISIBUTB JJA0OPATOPHBIC TIPU3HAKY CHIDKEHHS aKTUBHOCTH (B

o yTOUHUTH popmy OB

o npoBecTy AU PepeHInaNbHbIA JUArHO3 ¢ IPYTUMHU TeMOPPArHieCKUMH COCTOSTHUSMU

JIMarHoCTUYECKUE TECTHI
1. Tecmwvi oyenxu cneyughuueckoti akmuenocmu ¢B:

e PucrtomunuH kogpakTopHas akTUBHOCTb MJIM aHAJIOTUYHbIE TECThI

e Kosutaren cBs3piBaromias akTUBHOCTD,

e  @aktop VIII cBs3bIBaronast akTUBHOCTb,
2. Jlpyaue ouacnocmuuecKue mecmol:

e BpewMs kpoBoTeUEeHMS], BHITIOJHEHHOE CTaHAAPTU30BAaHHBIM METOJOM

e [loacuer koaMuecTBa TPOMOOLIMTOB

e Arperamusi TpPOMOOIUTOB C PHUCTOMHIMHOM (PUCTOLETHHOM WJIHM  arrpUCTHHOM)

BBINOJIHAETCSL CO CTAHJApTHOW KOHLEHTpanued peaktuBa (I MI/MI) M C pEaKkTUBOM,
pasz0aBiieHHBIM B 2 — 4 pa3a (menee 0,8 mr/mi)

e Onpexnenenue aktuBHOCTH (. VIII cBepThIBaHMS KPOBU

e OrmnpeneneHue KOHLIEHTpalUK aHTUreHa ¢B

e AHanu3 MyJbTUMEPHOH CTpYKTYphl (OB MeronoMm anekrpodopesa
3. Jlonoanumenvhvle mecmoi

e Omnpenenenue rpyninsl KPOBU
3uavenue u oyenxa 1abOpamopHbIx OAHHBIX
JlaGopaTopHble NMpU3HAKK CHUXKEHUS crenuduyeckoil akTUBHOCTH (B sIBIISIOTCS OCHOBHBIMM IS
nuarHocTuku OB. B Hacrosimiee Bpemsi HeT OOIIENPU3HAHHBIX «HOPMANbHBIX» IOKa3aTenei
aktuBHOCTH (B. OnHako, ecnu Hpu HEOJHOKPATHOM HCCIIEOBAHUM HE BBISIBICHO CHUXCHHS
akTuBHOCTH (OB Huxe 50%, nuarno3 0B manoBeposiTeH.
CooTHolIeHne aKTUBHOCTU U KoiuuecTBa ¢B (aHTHreHa ¢B) y 310pOBBIX JIUI] COCTaBISIET HE
meHee 0,7.
[Ipu olieHKe pe3yabTaTOB JIAOOPATOPHBIX TECTOB HEOOXOIMMO Y4eCTh BapHabeIbHOCTh aKTUBHOCTH

¢B: y ogHoro u toro e namuenta ¢ 1 u 2 tunamu 6B akTuBHOCTH (B MOXET BapbupoBaTh B
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IIUPOKUX TIpenesax. B COMHUTENBHBIX Clydasx, JJIsl TUArHOCTUKH, 0OcCleoBaHUE HEOOXOIUMO

MMPpOBOAUTHL HCOAHOKPATHO.

Heo0xoauMelii 00bEM UCCIIEIOBAHUN:
Paznuunbie hopmel 6B TpeOyroT paznuyHoro oobemMa 1abopaTOPHBIX UCCISIOBAHMI.

Bo Bcex cinyvasix as tuarHoctuku 6B HeoOX0AMMO MPOBECTH CIEAYIOLINE TECTHI:

. ompezieNieHue BPeMEHU KPOBOTEUCHHSI CTaHapTU30BAHHBIM METO/IOM;
. rpymmna KpoBH U pe3yc-(hakTop;

. MOJICYET KOJTUIECTBA TPOMOOIIUTOR;

. AUYTB;

. IIB;

. TB;

. KOHIIEHTpanus puOpuHOreHa;

. PUCTOMHUIIMH KOPAKTOPHAS aKTUBHOCTH (OB MM aHATIOTHYHBIC TECTHI;
. aktuBHOCTH P VIII,

. arperaiysi TPOMOOIIUTOB C HHAYKTOPAMH arperaldd 1 PUCTOMUIIMHOM/PHCTOIIETUHOM HITH
arrpuCTUHOM);

. KOHIIEHTpaIus aHTUreHa ¢B.

Jnst muddepeHnanbHol THarHOCTUKU THUMOB 1 W 2 MOMHMO TEPEYMCICHHBIX BBIINIE MOXKET
noTpeboBaThCA MPOBECHUE aHATTN3a MYIbTUMEPOB (HB.
B CcOMHUTENBHBIX Clydasx: YMEpEHHas KIMHUYECKash KapTHHA MPH HOPMAIbHOW PUCTOMHUIIMH
koakTtopHoi akTUBHOCTH (B TOKa3aHO TmpoBeAeHUE aHajdu3a KOJUIAreH-CBS3BIBAIOIIECH
akTuBHOCTH (PB.
IIpy knIMHUKE yMEpeHHOH TPOMOOIMTONEHUH C TEMOPPAarHuecKUM CHHAPOMOM IOKa3aHO
IIPOBEIEHUE TeCcTa arperaudd TPOMOOIMTOB € HU3KMMU KOHIIEHTPALUSAMH PUCTOMHIIMHA
(pucTolleTHHA WIIN arTPUCTUHA)
VY nmanuMeHToB ¢ U30JMPOBaHHBIM yMepeHHbIM cHibkeHueM QVIII (aktuBHOCTH Oosiee 5%) win
JAHHBIMU 32 ayTOCOMHOE HAaCJeJOBaHUE MOKa3aHo nposefeHue Tecta ¢axtop VIII cBsa3biBaromeit
aKTUBHOCTH (PB.
JlabopaTtopnsie kpuTepuu auarHoctTuku Gpopm 6B mpuBeneHs! B Tabmuie 1.

Tabnuna 1

JuddepennmanbHas AMarHOCTUKA Pa3IMYHBIX THIIOB O6ose3Hn Bunebpanna

Tect Tum 6B
1 3 2A 2B 2M 2N IIcerno 6B
BpeMﬂ CHIKEHO VYanmuaeno. | YanmuaeHo. | YmumuaeHo | YmmmHeHo, | Kak V nnuHeHO
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KpPOBOTECUCHUSI | WK W IPABUIIO,
HOpMAaJIbH HOpMaJlbH | HOpPMaJbH
oe. oe oe
Komn-Bo Hopmansn | Hopmamsn | Hopmansr | CHmkeHo, | ? Hopmamen | Hopmamsn
oe oe. oe. exe oe oe.
TPOMOOIIUTOB p
HOpMaJbH
oe
AUTB Ymepenno | Ymiuneno | Ymepenno | Kak Kak Kak Kak
YAJIMHEHO YAJIMHEHO | MpaBuUJo, MpaBuUIIo, MPaBUIIO, MpaBUIIO,
WK I HOpPMaJibH | HOPMaJIbH | YJIMHEHO | HOpMAaJbH
HOpMAaJIbH HOpMallbH | O€, penKo | oe oe, peaKo
oe oe YIJIMHEHO YIITHHEHO
I1B
Hopwmanbhbie (kpoMe eTel mepBoro MoJyroaus )KU3HU)
TB
FVIII:C YMmepenno | CHUXEH, CHmxeH Hopmanen | ? CHIXEHO Hopmansn
CHUXKEH KaK IR oe Win BIiA WIH
WIH MIPaBUIIO, HOpMajbH | CHHXKEHO. CHUKEH
HOpMajbH | MeHee 5% | bIil.
BIi.
Pucrouerun CHmxeHa 3nauutensy | CHwkena. | CHUXKEH CHmkeHa Hopmanen | Hopmanbh
HO I 13178 BII WU
Ko(aKTOpHas
CHIDKCHA HOpMaJIbH CHIDKEH.
AKTUBHOCTbH
(mpakTHue BII
CKH
OTCYTCTBY
erT).
AnTureH (B CHiKeH, <5% CHiKeH, CHmxeH Hopmansn | Hopmanen | Hopmanbsn
HO >5% peako 200 BIH WIIH | BIA. BIi Ui
HOpMAallbH | HOPMAaJbH | CHHYKCH. CHIDKEH.
BIM. bI
Komnaren CHmxeHa 3nauutens | CHwkena. | CHUXEH Hopmanen | Hopmanen | CHuxeHa
HO I 13171 WA | BIN.
CBsA3bIBArOIIas
CHIDKEHA HOpMaJbH | CHUYKEH.
AKTUBHOCTbH
(mpakTHue bl
CKH
OTCYTCTBY
eT).
daxTop VIl | Camwxena 3nauutens | CHmwxkeHa. | CHUXEH ? 3nauutenp | CHUKeHa
H IH H
CBA3BIBAIOIIAS ° °
CHIDKEHA HOPMAaJIbH CHW)KEHA.
AKTUBHOCTH
(mpaxTmue BII
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CKH

OTCYTCTBY
eT).
Arperarus CHmkeHa 3naunrtens | CHmwkena. | Hopmamsr | CHmkeHa HOopManbHa | Kak
TPOMOOLHTOB 130131 HO ast A MIPaBHIIO,
HOpMallbHa | CHIDKCHA. HOpMaJIbHa
¢ A1 A1
PUCTOMHUILIUHO
M
(pucToneTuHo
M NI
arrpuCTUHOM)
Arperamust ¢ Her Her Her Ectpb Her Her ?
HU3KNUMU
KOHLEHTpaUUs
%050
pPUCTOMHILIMHA
(pucToueruHa
1501050
arrpucTHHA).
Pucrouerun Hopmanen | Ilpaktuyec | CHuXEHO Hopmanen | CHmxeHo Hopmanen | CHmxeHo
koakropras | °° K me | (=0,7) oe  wmwm | (0,7) oe (£0,7)
orpenense CHIDKEHO.
AKTUBHOCTH/aH
TCSI
tureH ¢B
Komnaren Hopmanen | Ilpaktuuec | 3nauurens | Hopmanen | Hopmansn | Hopmanbn | CHuxkeHO
CBSI3BIBAIOILIAS oe KH HE | HO CHIDKEH | oe WA | BIA oe (£0,7)
ompexnense | (<0,4). CHMKEHO.
AKTUBHOCTH/aH
TCSI
tureH ¢B
MynbTUMEPHI IIponopuu | Her Her Cumxensl | Hopmanen | HopMansH | Heckonbko
OHAJBHO TSOKEIBIX U | TSDKEJbIe 13 13 CHIDKEHBI
CHIDKEHBI CpeIHUX TSDKETIBIE.
BCE
Arperanus HOpMa HOpMa HOpMa HOpMa HOpMa HOpMa HOpMa
TPOMOOIIUTOB
c AJlD,
KOJIJIarCHOM,
aJpEHATMHOM
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U TPOMOMHOM

JuddepeHunanbHbIi qHarHos:

. I'emodunust A. I'emMaTOMHBI THUII KPOBOTOYMBOCTH, HACJEIOBAHWE CBS3aHO C TIOJIOM,
HOpMaJIbHbIE TECTHI crieln(pruIeckoit akTuBHOCTH (B.

. IIceBno-60ne3np Bunnebpanna. CocTosiHME KIMHUYECKU U Ja0OPATOPHO CXOAHO C THIIOM
2B 06B. Opnako mpu nceBmo-0B mytupyer He pB, a ero tpombomuraphsii penentop GPIb.
Myranuss TOpUBOAMT K  TOBbImeHHIO adduHHOCTH penentopa K (B, cBsI3bIBaHUIO
BBICOKOMOJIEKYJIIPHBIX MYJIBTHUMEPOB U TPOMOOLUTOB 0Oe3 KOHTakTa (B ¢ KommareHoM u
3JIMMUHALMY YaCTH TPOMOOLIMTOB U HauboJiee akTUBHBIX KOMIUIEKCOB (OB 13 Toka kpoBu. Benenune
npemapaToB (B kiuHIYECKH HeA0CTaTOYHO () (HEKTHBHO.

. Hpyrue tpombonuronaruu. Cnenndudeckas akTHBHOCTH (B HopManbHast.

Cnenuduueckasi 3aMmecTuTe/IbHas Tepanus 0oJie3nu Bussieopanaa.

B ocHoBe seuenust 6B nexut npoBeneHue crenupuyeckoi 3aMeCTUTEIHHON Tepanuu (Teparu,
HANpaBICHHOW Ha TMOBBIIICHHE akTUBHOCTH (B B kpoBm). Cremuduueckas 3aMecTHTEIbHAS
Tepanusi MPOBOJIUTCS 2 KJlaccaMM IpenaparoB: IpenapaTaMu JI€CMOIPECCHHA M KOHILIEHTpaTaMH
¢B (KdB), kak mpaBuiio, BXoasIiero B cocrap koHieHTparos ¢ VIIIL.

Crnenuduyeckas 3aMeCTUTEIbHAS MOXKET MPOBOAUTHCS C IIEJIBIO:

1. IlpodunakTuka HIM OCTAHOBKAa OCTPBIX KpOBOTE€UEHMH. Tepamus Ha3HayaeTcss Ha
ONpEACNEHHBIA NIEPUOJ BPEMEHM, B TEUEHUE KOTOPOTO MMEETCS PUCK IMATOJOTHYECKOTO
KpoBoTeueHHs. B nanbHelieM Tepanus npekpamaercs 1 BO300HOBISETCS IPU MOSBICHUN
3HAYMMOT'0 PUCKA KPOBOTEUYEHHUS UM PA3BUTHH F€MOPPArMuECKUX MPOSIBICHUM.

2. TlpodunakThka TOpaXEHUS OIOPHO-ABUTATEILHOTO ammapaTta W WHBAIAIU3ANAA Y
nanueHToB ¢ 3 u Tsok€nbiM 1 TunmoMm 6B. Tepamus Ha3HauyaeTcs, KaKk MHUHUMYM [0
nocTkeHus 18 net, 1mbo noxxusHeHHo. B mporecce HaOM0JeHUS TPOBOJUTCS KOPPEKLIUS
JICYEHUs1, HO NIEPEPBIBBI HEJOMYCTUMBI.

IIpenapamul 05 npogedenus cneyuhuuecKkol 2eMocmamuyeckol mepanuu.

Hecmonpeccud. CHUHTETHMYECKUH aHAJOr AaHTHUIMYPETHMUECKOro TOpMOHa BaszolpeccuHa - 1-
ne3amMuHo-8D-aprunun-azonpeccun (IJIABII) sBisercs ctuMmynsTopoM BbICBOOOXKAEHUs (B u3
JIeTI0, YTO TMPHUBOJMT K TIIOBBIIICHUIO €ro KOHIEHTpauuu B I1uiazme. Haubonee sddexTuBHO

npumenenue JIJIABII npu 1 Tune 6B, Bo3amoxxeT 3¢ ekt npu tume 2A.
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[Tocne BBenmeHusi aecmompeccuHa akTuBHOCTH (B Bo3pactaer yepe3 30 munyrt. IloBbimenHas
KoHIeHTpauus (B B ru1asme coxpansercs B TedeHue § — 10 yacos. IIoBTOpHOE MPUMEHEHHE 3TOTO
Ipenapara JOMyCTUMO YEPE3 CYTKHU IOCIE MPEABIIYLIETO.

JlecmonipeccMH BBOJUTCS BHYTPMBEHHO KamenabHO, B go3e 0,3 wmxr/kr B 50 — 100 mn
¢dbusmonornueckoro pactsopa B teueHue 20 — 30 MuHyT 1 pa3 B CyTKH, MOJAKOXKHO B aHAJOTUYHOM
N03UpOBKe, MO0 wHTpaHazanbHO B g03¢ 300 Mkr (mo 150 MKr B Kaxaylo IOJIOBUHY HOCAQ).
WunuBuayanbHbiil oTBeT Ha npuMeHeHue JI/IABII y nanueHToB MOKET 3HAUUTEIbHO OTIMYATHCS.
ITocne ycraHoBiIeHUs AMArHo3a, MallMEHTaM, KOTOPbIE SIBJIAIOTCSA MOTEHIHAIbHBIMU KaHAWJAaTaMU
st tepanun JIJIABII, menecooOpa3Ho mpoBoaWTh aHamW3 A(H(PEKTHBHOCTH ITOTO Mperapara,
uccleays TecT BocctaHoBIeHUs akTuBHOCTH (B u ¢ VIII B kpoBu uepe3 60 MuH. TIOCiIe BBECHUS U
nepuon noiyBeiBeaeHus GB u ¢ VIIIL.

[Tpumenenue JJJIABII Gonee 1 — 2 nneit nmoapsan gopmupyer taxudunaakcuio, 1 3PPEeKTUBHOCTD
3TOro  JjeueHuss cHwkaercs. IlpuumHa  Taxuduiakcum —  yMEHbIIEHHE  KOJIMYECTBa,
JENIOHUPOBAaHHOTO GB.

Omnwucan psa noO0YHBIX YPPEKTOB M OCIONKHEHUHN JICUSHHs JECMOIPECCHHOM. | mnepemus iuua,
TaXUKap/us, TOJIOBHAs OOJb SIBIAIOTCS CIIEACTBUEM Ba30MOTOPHOIO JEHCTBMS Iperapara, yalie
3TH CHUMITOMBl BO3HHMKAIOT IPU €ro BHYTPUBEHHOM BBEIEHUHM. OTH IMPOSBICHUS MOXKHO
YMEHBILINUTD, IPOJUIMB BpEeMsl BBEJICHUS IpenapaTta. boiee cepbe3HbIMU OCIIOKHEHUSMHU SBIISIOTCA
THIIOHATPHEMHUSI W BOJHAS WHTOKCUKAIUS, KakK CIEACTBHE aHTHUAWypeTHYecKoro d¢dekra.
OcCno’KHEeHHsT BCTPEYAIOTCS OTHOCHTEIBHO PENKO, M U1 MX MPO(UIAKTUKM PEKOMEH]yeTCsl BO
BpeMs JIeUeHHs OrpaHMuYMBaTh 0OBEM NpUHMMaeMoil xkuakoctu. Ilpemapat He pexoMeHayeTcs
MPUMEHSTH Y JIeTel 10 3X JIeT.

IIpenapamur ¢pB. Kak npaBuiio, BXoasT B coctaB KoHIeHTpaToB ¢ VIII. Moryr npumensarscsa npu
Bcex Tumax 0B y nereil mo6oro Bo3pacta. Mbl peKOMEHIyeM HCIOJIb30BaHUE TEX MpenapaToB
¢oVII ¢ ¢B, s¢dpdexkTnBHOCTE KOTOPHIX Yy ManueHTOB ¢ OB Oblla Joka3aHa B KIMHUYECKHUX
UCCIIETOBAHMSIX.

VY nereil HEOOXOAMMO HCIIOJIb30BAaTh OYMINEHHbIE BUpycHMHaKTHBHpoBaHHble KPB. B mianoBom
MopsIKe MOKa3aHO MPUMEHEHHE TeX MPenapaToB, y KOTOPBIX U3BECTHO conepkanue ¢B.

Jla oka3aHus SKCTPEHHON T€éMOCTAaTUYECKOU ITOMOIIM, €CIIU MPENapaThl C U3BECTHON aKTUBHOCTBIO
¢B oTCyTCTBYIOT, BO3MOXKHO HcHofib30BaHue Apyrux KoB.

K}B, e conepxkamue ¢VII. Moryt npuMeHsaTbes A BeACHUS NMAMeHToB ¢ 0B. OTu npenapatsl
MOKa3aHbl JUIs JUIMTENbHOW (TOCTOSHHOM) MPO(QMIAKTUYECKOH 3aMECTUTENbHONW Tepanuu WIn
IUIAHOBOM KPaTKOCPOYHOW 3aMECTUTENBHON TEpalluy IPU MPEACTOSIEM ONEPATUBHOM JIEYEHUH,

BBIITOJIHEHHUHN MHBA3UBHBIX MaHI/IHy.]'ISIIII/II\/'I, nepea HadyajiomMm MeHCpraHHﬁ.
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B ciyuae miraHoBo# KpaTKOCpOUYHOU 3amecTuTenbHOU Tepanmnu K$B HaunHaioT BBOIUTH HE MEHEE
YeM 3a CYTKH JI0 0)KHMJIAeMOTO IPOBOIUPYIONIETO COOBITHS.
Heounmennsie npemnapatsl, copepkamue ¢B: KpHOpenunuTar U CBEKE3aMOPOKEHHAs IUIa3Ma.
[IpumeneHue STUX MNpenapaToB Ais Koppekuuu akTuBHocTH (B y nmerelr ¢ 6B He mokaszaHo.
HckmoueHne COCTaBiSIOT CUTYalluM, NMPU KOTOPBIX HMMEETCS yrpo3a AJis >KM3HM MAallleHTa, a
ApyTHe mpenaparsl, cogepxamue GB He 1ocTynHbI.
Pacuér no3st KB ¢ uzBecTHO akTBHOCTHIO (OB:
VY nereii mitaziiero Bo3pacra:
Jo3a (ME)= macca Tena x (xenaemslii ypoBeHb (B B % - 6a3anbHblil ypoBeHnb GB B %) x 0,75
VY nereii crapiiero Bo3pacra:
Jo3za (ME)= macca Tena x (kenaemsbiii ypoBeHb (B B % - 6a3anbHb1i ypoBeHb (B B %) x 0,5.
[Ipu ucnonp3oBanuu npenaparoB KB ¢ HeonpenenénHoit akTuBHOCTRIO (PB pacuér HeoOxoaumMo
npoBoauts 1o ¢ VIII u yBennuusats 103y Ha 20% — 50%.
OcobennocTu ucnoab3opanus K¢B.
[Ipu pacuere HEoOXOAMMOM J03bl YUUTHIBaTh COJEp)KaHUE Ipenapara B | ¢uakoHe. YuuTbiBas
BBICOKYIO cTOMMOCTh TmpemapaTtoB KB, Bcé comepxumoe (aakoHa BBOAUTCS MAIUEHTY Oe€3
ocratka. [Ipu 5TOM MUHUMaTHLHO HEOOXOIUMOE PACCUNTAHHOE KOJIMYECTBO Mpenapara OKpyriaseTcs
B OOJIBIIYIO CTOPOHY. VICKITIOUeHHE BO3MOXKHO TPH JICYEHUH JIETEH MEPBOTO IoJ1a KU3HU.
IpuHIMOBLI NPOBeEIeHNs 3aMeCTHTEILHON Tepanuu.
3amecmumenvras mepanus 015 NPOGUIAKMUKU U OCMAHOBKU OCIPBIX KPOBOMEYeHULL.
Br16op npenapaTos:
o V nereit 1o 3 ner npumensitor K¢pB. IIpu Hepocrarounoit s dextuBHocTH, omumo KpB
npu 3 win | Tune noka3zaHo BBEAEHUE KOHLIEHTpATa TPOMOOIIUTOB.
e V nereii crapiue 3 JerT.
o B Tabmune 2 mnpexacraBieHbl pPEKOMEHJAIMM IO BBIOOPY Mpenapara Ipu
HE3HAYUTEIEHBIX TeMOPPArHUeCKUX IPOSBICHHUIX, TPEOYIOMHNX OJHO-, MAaKCUMYyM
JIBYKPATHOTO JICUCHHUS:
"  ymuosI,
" HerayOOKHe paHBbl,
" HAYMHAIONIMECS MaTOYHBIE KPOBOTCUCHUS,
" HOCOBBIC KPOBOTCUCHHS,
" [IPU3HAKH HAUMHAIOIIMXCS FeMaTOM MATKHX TKaHeH KOHEUHOCTEeMH,
* (hu3HOIIOrNYECKOE BhINa/IeHUE 3y00B,
® KpPOBOTEUEHUS IMPU HEOOJIBIINX TPaBMax CIU3UCTOM pTa UM HOCA,

o Ilpu Gonee 3HaUMMBIX NMPOSIBIICHUAX MOKa3aHbl mpenapaTtsl KPB:
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"  TeMapTpo3Hl,

" TsDKCIBIC TPABMBEIL,

" KHUIICYHBIC KPOBOTCUCHUS,

® MACCUBHbIC '€éMaTOMBI MSTKUX TKaHefI,

= kpoBousznusaHus B [ITHC,

"  KPOBOM3JIMSAHUA U KPOBOTCUYECHMS B OpraHbl IPYJHOMN KIIETKH,

® KpOBOTEUEHHS B OPIOLIHYIO MOJOCTh, FEMAaTOMbI OPTraHOB OPIOIIHOM MOJIOCTH,

" KPOBOMIJIMAHUA B IPYIruc XKU3HCHHO-BAXXHBIC OpPTaHbI

= gepocrarouHas 3¢ dexkruBHOCTH 0T [JJIABII

Tab6muna 2.

Br16op npenapatoB ass IpOBEICHH TeMOCTaTUYECKON TEpanuu y JeTei crapiie 3 Jer.

Tun 6B OcHoBHOI nIpenapar JlononHuTENBHBIN ITpernapar
; H):g(;[mo pearupyroumue Ha JUIABII KoB

;I[ZJIIBOEIO pedTHpyonie 1 KB TpomOOKOHILIEHTpAT

2A KB JIABII

2B KB

M KB

2N KB

3 K¢dB TpomOOKOHIIEHTpAT

JleueHue OTAEIbHBIX l'lpOﬂB.]'IeHI/Iﬁ

B Ttabmuue 3 mpencraBieHsl pekoMeHAanuu no jgo3zaMm mnpemnapatoB GVII ¢ ¢B mis nedenus

Pa3JIMIHBIX KpOBOTC‘-IGHPIfI.

Tabmwna 3.

YPOBeHL AKTUBHOCTH U JJIMTCIbHOCTE TCpallii, MUHUMAJIBHO HGO6XOJII/IMI)IG JJIA JICUCHU L

PA3JIMIHBIX TCMOPPATrUICCKUX HpO}IBJ'ICHI/Iﬁ

IIposiBnenus (mpu4KHbI)

(ME/kr)

[Ho3za JmutensHocth (qHM) | TpeOyemas

aKTHBHOCTH (%)
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CrioHTaHHbBIE u | 20-40 1 pa3 B 1 — 2 aus no | bonee 30 - 50
MOCTTPaBMATHIECKHE MOMEHTa pPYyOIICBaHHUS
KPOBOTCUCHHS paHbI
Kenynouno-kumreunbsrii TpakT, | 20 - 40 1 paz B 1 — 3 nusa go | bonee 30 - 50
MaTOYHBIC KPOBOTCUCHMUS, MOMEHTa
reMapTPO3bI MIPEKPAILCHUS
KPOBOTCUCHHSI,
pyOLieBaHus 3B,
MIPEKPAILCHUS
MEHCTpYaIlHH,
KYIIHPOBaHUS
NPU3HAKOB
BOCTIQJICHUS
I'my6Gokme panbl, skcrpaknus | 20 - 40 PazoBo, npu | 30 — 50
3y00B HE00XOAUMOCTH
MOBTOPSTH hi (o)
MOMCHTA 32)KUBJICHHS
lpazB1—2 gus
XUpypruyeckue
BMEIIIATEIILCTBA UM TSDKENbIC
TPaBMBI
" mepen ornepanueit | 50 3a 1 vac mo nHawama | 50 — 80
(HauanbHast) onepanuu
= qocle oneparuu | 50 (xaxnpie 12 — 24 | He wmenee 50 Ha
(mopnepxuBaromiast) yaca) npoTskeHun S5 — 7
JTHEH, pu
HE00X0IMMOCTH
JIOTIBIIIE
Hebounpmme tpaBmsl, | 20 - 40 pa3oBo 30-50
WHBa3WBHBIC MAHUITYJISIITAN

Jl03bI, KpaTHOCTb M JUIMTENBbHOCTh JIEUYCHHS JIOJDKHBI OBITh YBENWYEHBI, €ciid 3(P(PEKTUBHOCTh
reMOCTaTHYeCKOM Tepanuu HeJ0CTaTOYHA.

[Ipu eyeHnn OTAENbHBIX MPOSIBICHUMN, TOKAa3aHO MPOBEJCHHUE TONOJHUTEIBHBIX T€MOCTaTHYECKIX
MEpPONPUATHIA (MTpUMEHEHHEe HWHTUOUTOPOB (UOPHHONN3A, KOHIEHTpaTa TPOMOOIIMTOB, MECTHBIX

reMOCTaTUYCCKUX NPCIapaToB, XUPYPTHICCKUX MCTOI0B PCMOCTa3a).
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KpaTtkoBpemeHnHas npoduiakTHueckas 3aMeCTUTeNIbHas Tepanus MoKa3aHa MpU PeUIUBUPYIOIINX
reMOpPPAaruuecKux MpOsBICHUAX. JINTENBbHOCTh OMNpEneNseTcss XapakTepoM  IMPOSBICHHM.
Haunbonee yacTble MPUYMHBL: MAaTOYHBIE KPOBOTEUEHHS, HOCOBBIE KPOBOTCUEHHS, XPOHHUYECKAs
MATOJIOTUSL JKETYJOYHO-KUIIEYHOTO TpaKTa B CTaJAUU OOOCTPEHHS, MPH KOTOPOIl BBICOK PHUCK
KpOBOTEUYECHHUSI.
3amecTuTeibHAs Tepanmusi AJsi  NPOPUIAKTHKU TOPAaKeHUsS ONOPHO-ABUIaTeILHOIO
anmapara
lloxazanus:
e 3 Tun OB
® [OBTOPHOE KPOBOM3IHUSHHE B CYCTaB IPH JPYrux Tunax 0B
Ocobennocmu:
e [IpoBoauTcs HENPEPBIBHO.
e Jlo3a M KpaTHOCTb MOTYT yBEJIMUYUBATHCS MPU Pa3BUTHH HHTEPKYPPEHTHBIX 3a00JI€BaHMIA,
JUIS TPO(PUIIAKTUKY KPOBOTEUEHUI MPU TPAaBMax M MHBA3UBHBIX MAHUITYJISIIHIX.
e TpeOyer peryasipHOrO KIMHHUYECKOTO H  Ja0OpaTOPHOTO KOHTPOIs (CM  pasfeln
«JIabopaTopHbIli KOHTPOJIb YPPEKTUBHOCTH TEPATTUN)
Ilokazanus u cpoku Hauana:
1) 3 tun 0B. Hauano mocne OgHOKpaTHOTO 3MU30/a reMaptpo3a. JuTenbHOCTh — MOKHU3HEHHO
(HeompeneneHHo 10JIro).
2) Jpyrue tunsl 6B. Hadano cpasy mocie 1 — 2 snu3oaa remMapTposa.
Cxema nepeuunoli npoghunaxmuieckou 3aMecmumenbHou mepanuu.
20 — 40 ME/xr K¢ VIII ¢ B 1 pa3 B 2 — 3 nus, mubdo 3 pasa B HEJEIIO.
JIpyrue reMocTaTi4eckue mpenapaTsl.
Konnenrpar tpomOouuToB. [IpuMeHsieTcs ¢ reMoCTaTHUECKOM 11eIbI0 Y MAllUeHTOB C 3, TSHKENbIM 1
tunamu 6B npu HegocTarouHoM 3¢ dekTe oT afekBaTHOM 10361 KPB.
111, Opranu3anus JieyeHus NANMEHTOB ¢ remoguiueil u 6ose3nbi0 Buiedopanga
KomrmuiekcHbIi oAX0A K JIEYSHUIO MAIMEHTOB ¢ OB ymyummaer (usnueckoe M MCHUXOJIOTHYECKOE
3JI0POBHE, KAUECTBO KHU3HH, CHIDKACT YaCTOTY Pa3BUTHS OCIIOKHEHHI U CMEPTHOCTb.
HaGntonenue u sedeHue nanMeHToB ¢ remopuiaved m 0B J0KHO MPOBOAWTCS TpyHHon
CMELUANNCTOB Pa3IMYHOrO NpOoQHIs, B TOM YHUCIE TEMaTOJOrOM, MEAUATPOM, OPTOMEIOM,
CTOMATOJI0TOM, puznoTepaneBToM, Bpadyom JIOK, ruHEKOI0TOM U TICUXO0JIOTOM, UMEIOIIUMH OIBIT
paboThI ¢ 3TOM KaTeropuei 6OJIbHBIX.
YacToTa ocMOTpa MalueHTOB TeMaToJI0roM, OPTOMEIOM U CTOMATOJIOIOM JIOJKHA OBITh HE MEeHee 2

pa3 B ToA. OcTanbHBIMU crienuaarucrTaMm — HE MCHEC 1 pa3a B 1oA.
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Habmonenne GONBHBIX JOJKHO OBITH MPUBSI3aHO K CIIELMAIM3UPOBaHHOMY LIeHTpY. HeszaBucumo
OT MOJEJH, y MalueHTa WIN Bpadel, K KOTOPBHIM OH OOpallaeTcss KpyrioCyTOYHO JOJKHA OBITH
BO3MOKHOCTh KOHTAaKTa C TEMATOJIOTaMH, IMEIOLIMH OTIBIT JICUCHHSI STON KaTeropuH OOJIbHBIX.
DakTOpbl, JUMHUTHPYIOILME NpPOBeleHHe NMPOPHIAKTHYECKON 3aMeCTUTEJbHOH Tepanuu M
BbIOOP CXeMbI
Benosnviii 0ocmyn. IlpoBeneHue 3aMeCTHTENBHON NPOQHIAKTUYECKON Tepanuy MpeabsBIsSeT
BBICOKHE TpeOOBaHMS K COCTOSIHUIO BEHO3HOT'O JIOCTYymNa. Y YacTH JAETedl paHHero M MIIAJIIEro
BO3pacTa BEHbl HE MO3BOJISIIOT IPOBOJAUTH DPETYJSIPHBIE BBEJIEHHUS IPENapaTroB, YTO OCIIOMKHSET
BefeHue OonbHBIX. [lpu HEOOXOAMMOCTH MPOBEACHUS PETYJSPHON 3aMECTUTENIbHON Tepanuu
BO3MO>XHO IIPUMEHEHHUE MOCTOSIHHBIX ITOAKOKHBIX KaTeTepOB (IIOPTOB).
Komnnaenmnocmo nayuenmos u ux pooumeneii. llogpazymeBaer HaOOp yCIOBUH, MO3BOJSIOMINX
IPOBOJUTh [JAaHHBIM BHJ JeyeHHs. YU€T KOMIUIAGHTHOCTH HEO0XOIUM, IOCKOJbKY ydacTue
poauTeNnel U NaMeHTOB B MPOBEICHUU MTOCTOSHHON MPO(YUIAKTUYECKOM 3aMEeCTUTEIHHON Tepanuu
OYEHb BEIIHUKO.
Kiannnyeckue kpurepus 3pPeKTHBHOCTH NPOPUIAKTHYECKOH 3aMeCTUTEILHOM Tepanuu

e OtcyTcTBUE KPOBOU3IUSHUI B CYCTaBbl

e OtcyTCTBHE IPU3HAKOB CUHOBUUTA

e OrcyTcTBHME  4YacThIX  3HAUUMBIX  I'eMOpPpPAard4ecKux  MpOsBICHUH,  TpeOyroLux

JIOTIOJIHUTENBHON ceU(PUUECKON 3aMECTUTENbHON Tepanuu

JlaGopaTopHble TeCThI U1t KOHTPOJIS 3 PEKTUBHOCTH JIeUESHUSI.
IIpu nedyeHun nanuMeHToB ¢ remModuiauel u 6B HEoOX0AMMO YYMTHIBATH, YTO HCHOJIb3yeMbIe
npemnaparsl U3MeHs0T akTuBHOCTE GB, QVIII B kpoBu. IloaTOMy HEOOXOAUMO KOHTPOJIMPOBATH
ypOBeHb 000MX MOKa3aTeNEeH.
AHanusupyercst akTUBHOCTb U aHTUreH @B u aktuBHOCTH ¢ VIII.
Hcnons3yroTes TeCTsI:
. OcraTto4Hast aKTUBHOCTb.
. Tect BoccTaHoBieHus. [loka3piBaeT Ha CKOJIBKO MOJHUMAETCS aKTMBHOCTh (haKTOpa Iocie
BBEJICHUS M3BECTHOM JI03bl U3 pacyeTa Ha KI' Macchl Tella nanueHTa. J{ius aToro oOpasisl 0oTOMparoT
1o BBeneHus M uepe3 15 — 30 muH. mocne BBefeHUs (hakTopa. pe3ylbTaT PacCUUTHIBACTCS I10
bopmyre:
Boccranosnenne = mMacca Tena X (aKTUBHOCTB ITOCJI€ BBEJCHUSI — aKTUBHOCTH JI0 BBEJCHUS) /m103a
npenapara

['ne: macca Tena BbIpakaeTcs B KT, aKTUBHOCTb — B % uiu ME B 171, no3a B ME.
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. [TocTpoenue papMakKOKWMHETHUECKOW KPUBOM C OMpEAeICHHUEM MEepPHo/ia MOTYBBIBEICHUS U
KkiaupeHca. [IpoBoauTcss myTeM MHOTOKpAaTHOro oTOopa oOpas3loB Ha MPOTsDKEHUH | — 5 nHEd.
KoHnkpeTHast cxema 3aBUCUT OT 3ajja4 aHaJIn3a.

ConyrcrBylonias repanus

Jlecmonpeccun

[IpuMeHeHne necMoInpeccrHa MOKET TIOTHUMATh akTUBHOCTH (hakTopa VIII y manueHToB ¢ jerkoi
remoduinreit A u 6B. PekoMeH1I0BaHO BHYTPUBEHHOE WJIM IOAKO)KHOE BBEJACHUE B Pa30BOM J103€
0,3 MKr/kr. BO3MOXXHO HCIIOJIb30BaHUE CIIELUAIBHOTO Ha3albHOTO cripes. Pa3zoBas no3za - 300 Mkr.
(YpoBeHb 10Ka3aTebHOCTH 3).

[IpumeneHne BO3MOXKHO y IeTel cTapiie 4 JieT.

[IpenapaT BBOAUTHCS OTHOKPATHO, IPU TOBTOPHOM BBEACHUH BO3MOXKHO Pa3BUTUE TaXU(DUITAKCUH.
Nwmeercss OGonplnas WHAMBHAyalbHash BapuaOeIbHOCTh OTBETA HA BBEJCHUE JIECMOMNPECCHUHA.
[TosTOoMy, TIepes ero UCroIb30BaHUEM HEOOXOIMMO BHITIOJIHUTH TECT BOCCTAHOBJICHHUS, IJIs1 OLEHKH
UHAUBUAYaIbHON peakiuu (aHanmu3 aktuBHOCTH (. VIII mo u yepe3 1 uwac mocne BBeneHUS
TeparneBTHUECKOM 103bI IECMOTIPECCUHA).

Hueubumopul ¢pubpuronuza aMUHOKATIPOHOBAS KUCIIOTA U TPAHEKCAMOBAsl KUCIIOTA UCIIONb3YyeTCS
KaK JIOMOJIHEHUE K CHenupuIecKol 3aMecTUTeNbHOUW Tepammu remodwimu u O0B. HambGonee
3¢ (HEeKTHBHO TIPH KPOBOTCUCHHSX W3 PaH CIU3HUCTHIX OOOJIOYEK M HUKEIIeKAIIUX OTICIIOB
KEIyI0OYHO-KUIIEYHOTO TpakTa. MOXKET HCHONIB30BaThCS MJISl JICYCHHs] KPOBOTEUEHUN APYTUX
JIOKAJIN3ani.

AMHMHOKAITPOHOBAsI KUCJIOTA MPUMEHSAETCSI BHYTPUBEHHO KaleJIbHO WK TIepopaibHO u3 pacuéra 50
— 100 mr/kr (He Ooiiee 5 T.) Kaxapie 6 — 8 4acoB.

TpanekcamoBasi KHUCIOTa TPUMEHSETCS C COMOCTaBUMON J(P(GEKTUBHOCTHIO BHYTPUBEHHO WIIU
nepopanbHo U3 pacuéra 25 mr/kr 1 — 3 pa3a B IeHb.

JlomycTHMO MECTHO€ MPUMEHEHHUE JTUX IpEenapaToB MPU KPOBOTEUEHUSX CO CIU3UCTON MOJOCTH
pTa.

[IpuMmeHeHne >TUX MpenapaToB He TpedyeT 1abopaTOPHOTO KOHTPOJIS.

3AIIPEIIEHO UCTIOJIb3OBATD ITPU ITOYEYHBLIX KPOBOTEYEHUAX.

MecTHbIE TeMOCTaTUYECKHE TpernapaThl

[Ipu mpoBeneHnn ONMEpaTUBHBIX BMEMIATENIHBCTB, OCOOEHHO HAa MAapEeHXMMATO3HBIX OpraHax, Mpu
OKCTPAKIMU 3y0OB, JICUEHWH paH TI0Ka3aHO HCIOJb30BAHUE MECTHBIX T'€MOCTATHYECKHX
npemnapaToB: (pUOPUHOBOTO KIesl, TEMOCTATUYECKON TYOKH M Jp. DTHU MpemnapaThl MPUMEHSIOTCS

COBMECTHO C 3aMECTHUTEJIbHON TE€parueil u MpUu3BaHbl ONTUMU3UPOBATH MECTHBI F€MOCTATUYECKHI

¢ dexr.

JlomamiHee jieueHue
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[IpuHIMI JOMAITHETO JIEYeHUsI MOAPa3yMEBAET HEMEJICHHBIN TOCTYN K KOHIEHTpaTaM (akTopoB
CBEpTHIBaHUS KpOBH. JloMmallHee JeYeHUE MO3BOJSAET OOECIEeYUTh ONTHUMAJIbHBIE CPOKU JUIS
IIPOBEJICHUS 3aMECTUTEIbHON Tepanuu. Kak ciencTBue — yMEHbIINTD BBIPAKEHHOCTh HapYLIEHUH,
CPOKHM BOCCTaHOBJICHHSI M 3HAYUTEIBHO COKPATUTh YACTOTY M JUIMTEJIBHOCTh FOCIUTAIN3ALUN AJIs
JICYEHUs OCIIOKHEHUM 0B.
[Tpu BepeHuu manueHToOB ¢ remModuineil u 6B, Bcerma, Korma BO3MOXKHO JTOJDKEH MPUMEHSTHCS
IPUHLMIT JOMalIHero JedeHus. [lanueHThl, HaxonAdlMecs Ha JOMAIHEM JIEYEHUM HMEIOT
3HAYUTENIBHO OOJIbIIe BO3MOKHOCTEH /IJIsl BEJIEHUSI aKTUBHOTO 00pa3a *HU3HH, Jy4Illie MOKa3aTeIu
COLIMAJIbHOW U TICHXOJIOTUYECKOM afanTainuu, 60j1ee BHICOKOE KauYeCTBO KU3HU.
CoBpemeHHbIe Tpenaparbl (aKTOPOB CBEPTHIBAHHS KPOBU KakK U 3aMECTHUTEIBHOM, TaK M JUIS
HIYHTHPYIOUIEH TEepanuy MPUCIIOCOOICHBI ISl UCIIOIB30BAHUS B paMKaxX JJOMAIIIHETO JICUCHUSI.
JloMariHee Je4eHHE TOJKHO 00eCreYrBaThCs CIEIHMATUCTaMH KOMAaH[bl KOMIUJIEKCHOM MOMOIIU
nanueHTam ¢ remodunueit unu 0B, B mepByro odepenp remaronoroM. OQHaKO MPUMEHEHUE 3TOTO
IpUHLIMIIA TpeOyeT 00ydeHHUsI MalMEHTa U YIEHOB €r0 CEMbH.
Haunbonee 3HaYMMBIM TPENSATCTBHEM K MPUMEHEHUIO NMPHUHIMIA JOMAIIHErO JICUCHHS SBIISIETCS
o0OecrieueHre aJeKBAaTHOTO BEHO3HOI'O JOCTyMa M BO3MOXXHOCTh BHYTPHUBEHHOTO BBEICHUS
mnpenapara y MNallMeHTOB, IPU HEBO3MOXKHOCTH HCIIOJIb30BaHUA JecMorpeccuHa. [lostomy, B
cilydae, eciM WICHBI CeMbH peOeHKa MU caM peOeHOK, 0oipHOM remoduiauei wim 0B He mMoryt
OBJIAJIETh TEXHUKON BHYTPUBEHHBIX WHBEKLUUH, HEOOXOAMMO OOECHEYUTh BO3MOKHOCTh
MIPOBEJICHUS 3aMECTUTEILHON Tepanuu COTPYIHUKAMU OIDKAUIINX MEIULIUHCKUX YIPEKACHUM.
B cembsx, rae NnpoBOOUTHCS AOMAIIHEE JIEYEHHE, NOJDKEH BECTHCHh JIHEBHHMK C DPETHUCTpaluein
CJIEYIOIINX JIaHHBIX:

e JlaTta BBeaeHuUs mpenapara

e Ha3Banue u cepus npenapara

e DBsenennas no3a

e [lpuunHa BBeAeHUA

e Ecnu mpenapart ucnosib3oBaH IS JISYSHUSI KPOBOTEUEHH S, HEOOXOIMMO OIEHUBATh d(PPEeKT

OT €ro BBEJCHUS

IIpomusonoxazanus 01 domauinezo nevenus. JledeHne B JOMaITHUX YCIOBUSX HEBO3MOXHO IMPH
Pa3BUTUU YIPOKAIOIIUX KPOBOTEUEHUN 1 KPOBOUBIIUSIHUIM:

e BHyTpuuepenHoe KpOBOU3IHUSIHNE

e KpoBoTeueHHe U3 KeIy10YHO-KUIIEYHOTO TPAKTa

e MaccuBHbIE reMaTOMBbI MSITKUX TKaHEH

e KpoBousnusHue B ria3

e [loyeyHoe KpOBOTEUEHHE
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e 3a0prolMHHASA TeMaToMa
e JlroOble yrpoxkKaromne KPOBOTCUCHUS U KPOBOUBIHSIHUS, U TeMOPPArHUECKUe MPOSIBICHUS,
KOTOpBIE HE OCTAHABJIMBAIOTCS WU PEIHUIUBUPYIOT TIOCIE aJIEKBATHOW 3aMECTUTEIILHOU
Tepanuu
B sTOM cnydae, manueHT JOMHKEH KaK MOYKHO CKopee 0OpaTHUThCS K JiedalleMy IeMaToJiory WId B

ommkariiiee MCIUIHUHCKOC YUPCIKACHUC NJIA OUCHKU COCTOSHHA U OKa3aHUuA aHeKBaTHOﬁ IIOMOIIH.

JlucnancepHoe Ha0JIl0AeHNE
Bce manuenTsl, He 3aBUCHMO OT TSDKECTH 3a00JIEBaHUS MMOKU3HEHHO HAXOATCA Ha AUCHAHCEPHOM
yuére.
OcMoTp cienuaIucTaMu
1) Ocmortp remaroiiora:
a) [eru ¢ Tunom 3 u npyrumu popMamu, TpeOYIOLIIMMHU TPOBEACHUS 3aMECTUTEIHHOM Teparun
He MeHee 4 pa3 B ro/l.
b) B ocrambHbIX ciydasx - He pexke 1 pasa B ro.
2) OcMoTp opTome/a: BCEX MAIMEHTOB C 3 THIIOM, OCTAIBHBIX — HPU HAJIUYUU PU3HAKOB
MOpaKEHUsI OITOPHO-/IBUraTEIBLHOIO arapara — He peke | pa3a B rof
3) Ocmotp cToMaTosora 2 pasa B roj
4) Ocmortp Bpaua JI®K — He pexe 1 pasa B ro.
5) Ilkona 60npHBIX reModuineii u Oone3Hpr0 Buiedpanaa — 2 pasa B rof
6) OcmoTp ruHekoora (MEHCTPYHPYIOIIHE IEBYIIKN) — HE pexe | pasa B roa
7) OcTanbHble CHEHATACTHI — IO MOKA3aHUIM
JlabopaTopHbie H HHCTPYMEHTAJIbHBIC 00C/I¢I0BAHUSA
1) KiauHHYEeCKHH aHAIN3 KPOBH C MOACYETOM TPOMOOIIMTOB U PETUKYIIOIUTOB — HE peke | pasa B
roj
2) BuoxuMuuYecKHil aHaIM3 KPOBH C ONpEeiCHHEM MapKEPOB MOPaXKECHHs MEYCHUH U OOMeHa
XxKee3a — He pexxe | pasa B rof
3) Ananu3 Mapk€poB reMOTPaHCMHUCCUBHBIX MH(pekmwmii: rermatuta B, C, BUY, Bo3MOKHO Ipyrux
u renatuta A — He pexxe 1 paza B rof
4) Awnanmus aktuBHoctH OB u o VII, pIX:
* | pa3B1l-3roxna
* [Iepen MIaHOBBIM ONEPATUBHBIM JICYEHUEM UM MHBA3WBHBIMU MAHUITYIISLUSIMU
5) Amnanu3 nokasareneit papmakokunetuku ¢B u pVIIIL:
* [Ipu Ha3HAUYEHUM NTOCTOSTHHOM npoduinakTuku 1 pa3 B 1 — 3 roga

- Hepe;:l IJIAHOBBIM OIICPATUBHLIM JICUCHUCM
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» [Iepen Ha3HAYCHHEM JICCMOIIPECCHHA

OTHolIEeHHUE K IJIAHOBOMY XHPYPIrUI€CKOMY JICHCHUTO
Puck miaHoOBOro XMpypruyeckoro BMENIATENbCTBA MPH TOCTATOYHOM OOECIICUCHHMH IperapaTaMu
Ui crienn(UYecKoil 3aMeCTUTEIbHON Tepalnuy HE3HAUYUTENIbHO MPEBBIACT TAKOBOU Y 3/I0POBBIX.
[InaHoBOE XUPYpru4ecKoe JICYEHHE HE NPOTHBOIIOKA3aHO, OJHAKO B KaXKIOM CiIydac BOIIPOC
penaeTcs UHAMBULYAJIBHO.
[IpoBeneHnEe IUTAHOBOIO XUPYPrUYECKOTO JIEUYCHHs JOINYCTUMO TOJIBKO IIPM HAJIWYUU BCErO
Heo0XoAuMoro obbema Ipemnapara U BO3MOXKHOCTH JIAOOPATOPHOIO KIMHHYECKOTO KOHTPOJIS
3¢ PeKTUBHOCTH TeMocTa3a.
[lepen m1aHOBBIM XUPYPrUYECKUM BMEIIATEIHCTBOM HEOOXOIUMO!

e [IpoBepuTh nalyeHTa Ha HAIM4YKUe HHrUoOUTOpa (pu 3 TUIIE)

e [IpoBectu aHanu3 papMakOKMHETHUECKUX MOKa3aTeien
ITpu npoBeneHUH XUPYPrHUUYECKOIO JICUEHUS] HEO0OXOAUMO MPOBOAMTH MAKCHUMAJIbHO TILATEIbHBIN
MEXaHUYeCKUH (Xupypruueckuii) remoctas. IIpum BBIOOpE METOIOB XUPYPIHUECKOTO JICUCHUS
HEO0XO0AMMO YUUTHIBATh 3TO TPEOOBAHUE U BO3MOXHOCTh MUHUMAJIM3AIMH OTIEPAIMOHHON PaHBbI.
VY NanueHToOB C COMHHUTEIbHBIM JUAarHO30M, ONEPATUBHOE JICYEHHE JONYCTHUMO IMPOBOAUTH 0e3
IpEeIIeCTBYIOLIeH 3aMecTUTeNbHON Tepanuu. [Ipu 3ToM HE0OX0IMMO JUHAMUYECKOe HaOIr0AeH e
reMaToJIora Il OIEpaTHBHOIO DPEIICHMsS BOIPOCA O HA3HAYEHUM 3aMECTUTEIBbHOM TEpanuu B
Clly4ae pa3BUTHS KpOBOTEUYEHUs. VICKIIOYEHME COCTaBIAIOT ONEPALMM C BBICOKMM PHCKOM

KpPOBOTCYCHU, KOT'Z1a BOIIPOC O 3aMECTUTEILHOMN TEpaIu JOJIKCH peIIaTbCd HHANBUAYAJIbHO.

HexenareanHasi MEINKAMCECHTO3HAsI TEPpalus

[Tarmuenta M ¢ reModuiIneil HeXenaTelbHO MPUMEHEHUE MPEenaparoB, YXYALIAMNX (YHKIHIO
TPOMOOILIMTOB MJIM CBEPTHIBAHUS KpOBU. IIprMeHEHNE aHTHUKOATryJISIHTOB M JI€3aIPEraHTOB MOXKET
IIPUBECTH MOXKET IIPUBECTU K TKEIBIM TIeMOPPAarM4eCKUM IPOSBICHUAM. BO3MOXKHOCTH HX
IPUMEHEHHsT HeoO0XOAWMO COIIacoOBBIBaTH C TemMarojioroM. B 3ToM ciyyae, mnanueHTam
HEO0OXOJIMMO TPOBOJAUTH CHEUU(DUUYECKYIO 3aMECTUTENbHYI0 TEpanuio IO MPOPUIAKTHIECKUM
CXEMaM.

OnHako pa3BUBIIMHCA TpoMOO3 MOXET MOTpeboBaThb NPUMEHEHHs AHTUKOATYJISIHTOB.
IIpenmoureHne Haxo OTAAaBAaTh IpenaparaM KpaTKOBPEMEHHOro nedctBus. Kaxnpli pas
HEe0OXO0IMMO aHAJIM3UPOBATH COOTHOIICHHE IOJIb3bl U PUCKA OT MPUMEHEHUS aHTHUKOAryJasHTOB U

JIe3arperaHToB.
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BakuuHauus IMauuentsl ¢ remoduiueii 1 6B MOryr ObITh BaKIMHUPOBaHbI. OCOOEHHO BAKHO
IIPOBE/IEHUE BaKIMHAIMK OT renaruta B. [Ipy BakumHanuu mpeanodTeHHe OTAAETCS OpalIbHOMY
WIA TOAKOXHOMY BBEJICHHMIO IIpenapara, [0 CpPaBHEHHIO C BHYTPUMBIIIEYHBIM WU
BHYTPHUKOXHBIM. (YpOBeHb A0Ka3arenbHOCTH 4). Ecnmu ans JaHHOM BakIMHBI JOCTYIEH TOJIBKO
BHYTPHUMBIIICYHBIA TyTh BBEJCHUS, HEOOXOAMMA 3aMECTHTEIbHAS Tepanus IS MPEAOTBPAIICHUS
pa3BUTHSI FEMAaTOMBI.
e Baknunauus npoBOAUTCS O OOBIYHOM CXEME.
e [loMHMO CTaHAAPTHBIX, PEKOMEHYETCsI IPUBHUTH OT Te€MaTHTa A 10 JOCTIKEHUS 6 — 7 JeT.
e V nereii ¢ TunoMm 3 6B HeoOxoaumo nepen nabeknuen BBectd KB B 103e 10 — 30 ME/kr
pasoBo.
Bo3Mo:xHOCTDH l'lpeﬁl)IBaHl/IH B OPraHu30BaHHOM KOJ/UICKTUBE
Kak mpaBuio, Bce 1eTu MOTyT moceniars mkory. OQHaKko, KaXablii pa3 BOMPOC JTOJKEH PEIIaThCs
WHIUBUIYAIBHO C Y4€TOM oOcoOeHHOCTeH peOEHKa poAauTensiMH (ONEKyHAMH) M JIeYalluM
reMaToJIOrOM.
Bo Bcex ciyyasx agMUHHMCTpaLUsi JOETCKOIO YUYPEXAEHUS JOJDKHA OBITh MHpEeaylpexaeHa o

nuarto3e peOEHKa U UMETh BBIITUCKY C PEKOMEHIALlMsMU OT JIEYallero reMaTosora.

CaHaTOpPHO-KYPOPTHOE JieueHHe
JleTsiM ¢ nopa)kKeHUeM OIOPHO-IBUIATEIbHOIO annapara oKa3aHo CAaHaTOPHO-KYPOPTHOE JIEUEHHE
B CAHATOPUAX OPTONEAMYECKOrO Mpoduis, 0COOEHHO B yCIOBHUSX MOpPCKUX KypopToB. HanbGonee

s dextuBHa OanbHeoTepanus u JIOK.

PDu3nyecKkas aKTUBHOCTD

HocraTouHas (usuveckas akTUBHOCTh HEOOX0IuMMa MalMeHTaM ¢ reMoQuinel ajs aJeKBaTHOTO
pa3BUTHS OMOPHO-IABUIaTEIbHOIO amnmnapaTa, HEPBHOM CHUCTEMBI, MOJAEpKaHHUs OOILIETO 3710POBbS
OpraHu3Ma U CaMOyBa)KEHHs MalMeHTa. AKIIEHT HE0OX0AMMO JieslaTh Ha YKPEIUIEHUE CHUJIbI MBIIIILI,
pa3paboTKy KOOPAMHAILIUH IBUKEHUS M 0OLTYI0 (PU3NYECKYI0 aKTUBHOCTbD.

VY nanuentoB ¢ remodunueii 1 6B, ocoO0eHHO cTpajaIMX 3HAYMMBIMU HapyILIEHUIMU (PyHKUINN
OTOPHO-/IBUTATEIbHOIO ~ ammapara BOCCTAaHOBJIEHUE aJ€KBAaTHOW  (PU3MYECKOW aKTHUBHOCTH
CIOCOOCTBYET HOPMAJIN3ALUH MJIOTHOCTH KOCTHOM TKaHU M YJIYUIIEHUIO COCTOSIHUS CYCTaBOB.

IIpu BBIOOpPE 3aHATHI HEOOXOJMMO YUUTHIBATh (PU3MUECKOE COCTOSHHE NAalMeHTa, €ro
MO/ATOTOBJIEHHOCTh, HHINBUAYAIbHbIE MPEANOYTEHHUS] U UHTEPECHl U JTOCTYMHOCTh. [Ipenmnourenue
HaJ0 OTJaBaTh TAKUM BHJaM, Kak OaJIMUHTOH, IJIaBaHHE, Tpedisi, cTpenbOa U3 JIyKa, HACTOJIbHBIN

TCHHHUC, HaPYCHBIﬁ CIIOpT, FOJIB(I) u ap. OCTOpO)KHO HaaO OTHOCHUTHCA K BCIIOCIIOPTY, JIbIKAM,
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KOHBKaM, UTPaM C HETSDKEIBIM MsUoM. Takue 3aHsThs TpeOYIOT JOCTaTOYHOTO TeMOCTATHUECKOTO
obecnieyenusi. Haubosee onacHbl KOHTaKTHBIE BHIBI €IMHOOOPCTB, TOPHBIE BUIIBI CIIOpTa, (HhyTOO,
XOKKeM, perOu. DTH BUABI COMPSIKEHBI C BBICOKUM PUCKOM TPaBM, OMACHBIX VIS JKHU3HH.

[TanmeHTHl ¢ UMEIOIMMICS HapyHIICHUSIMH OTIOPHO-/IBUTATENIFHOTO arnapara J0JDKHBI IPOXOIUTh
KypcCHI JieueOHON (GHU3KYIbTYpHl. B pa3paboTke Kypca JOIKHBI MPUHUMATH YYaCTHE CIICIIHATHUCTHI

JI®K coBMeCTHO ¢ reMaToI0raMu, UMEIOIIHNE OTIBIT JICUSCHHS STON KaTerOpUH OOJIHHBIX.

Oﬁyqune MAaNUCHTOB U YJICHOB UX ceMmeit

OOyueHue TMalKMEeHTOB M WICHOB UX CeMEl — HEOOXOJMMOE YCIIOBHE OOCCIICUCHHUs aJCKBATHON
MOMOIIM TakuM OonbHbIM. OOyueHHe HauWMHAETCsS Cpa3dy IIOCIEe YCTAHOBIICHHUS TUarHo3a u
MIPOBOJMTHCS HA MOCTOSSHHON OCHOBE BpadyaMu W MEIUIIMHCKUMH CECTpaMH IICHTpPa, B KOTOPOM
HaOJI0TAeTCS MMAIUCHT.

OOyueHue TPOBOJUTHCS MHIMBUIYAIbHO MPH MOCEIICHUH IIEHTPa U B paMKaX IIKOJIBI OOJBHOTO
remodunueii u 6B.

OcHoBHBIE HaIlTpaBJICHUA O6y‘-I€HI/I$I nanueHTa U 4JICHOB €0 CCMbHU:

° 4TO Takoe remoduius, 6B;

° 0COOEHHOCTH JeTeH, 00JIbHBIX TeModunei, 6B;

° HABBIKU OLICHKH COCTOSIHUS PeOCHKA;

o HABBIKU OLICHKH CHUMIITOMOB, XapaKTepa U TSHKECTH KPOBOTCUCHHS,
o XpaHEHWE ¥ MCIIOJIb30BAaHUE KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHMSI KPOBH;
o MOKA3aHUs U JI03bI 3aMECTUTEILHOM Teparnuu;

° HABBIKU NPOBeAeHMs UH(Y3UU B JOMAITHUX YCIOBUSX;

° YXOJ1 32 BEHaMHU;

° MPUMEHEHUE APYTUX TeMOCTaTHICCKUX MTPEImapaTos;

o ¢uznueckas akTUBHOCTb;

o IICUXOJIOTHYECKast M COLMAIbHAs aJarTarusi;

o npodeccuoHanbHasi OpUCHTALINS;

° IOPUIMYECKUE ACTIEKTHI.

[Tomumo Bpauelt u MeacecTep K OOY4YEHMIO MAalMEHTOB U YJIEHOB HX CeMeW HeoO0XO0IuMOo
MIPUBJIEKATh TICHXOJIOTOB, IOPUCTOB M YJICHOB OOIIECTBEHHBIX OpraHU3allui, MPeCTaBISIOIINX

MHTepechl 00JBHBIX reMopuinei, OB.

Crmcok mTepaTyphl, UCTIOIB30BAaHHON MTPU COCTABIICHUH PEKOMEH AT,
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