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Kaghedpa eocnumanvroit mepanuu Ne 1 Jlewebnozo gpaxysvmema PIMY

B 2005 . BcemupHas ¢enepais remodu-
JIMM OMyOJMKOBaja OTYET O MOMYJISIIUOHHOM
WCCJIENOBAaHNY, BKJIIOYMBIIEM 98 cTpaH Ha
BCeX KOHTHMHEHTax W 88% Bcero HaceleHUs
3emiu. beuto BeisiBieHO 131264 GONBHBIX Te-
Modunueit TunoB A u B; 45001 yenoBexk ¢ 60-
Jie3Hblo (hoH Bunnebpanaa, aoaei ¢ ApyruMu
HapylIeHUsIMUA CBEPTHIBAEMOCTH KPOBU —
16735. TakuM 0Opa3oM, B MUPE HACUUTHIBAET-
cs 6osee 193 Tbic. OOJBHBIX C HAPYLIEHUSIMU
CBEPTHIBAEMOCTH KPOBH.

Temouamsa — 3TO HaC/IEeICTBEHHOE 3a00Jie-
BaHUE, TIPOSIBIISIONIEECS HEIOCTAaTOYHOCTHIO
¢akropoB cBepThiBaHus KpoBu VIII (remodpu-
qst Tumia A) wm [X (remodunus tuna B). Ha-
clleloOBaHUE JAaHHOTO TMpM3HAKa CILEIJIEHO C
X-xpomocomorii. ZKeHILMHBI SIBISIIOTCSI HOCU-
TEJPHUIIAMU TIATOJIOTUYECKOTO TeHa, a 3a0o-
JIeBalOT reModuIreil B OCHOBHOM MYKUMHBI.
3aboseBaHMe XEHITMHBI BO3MOXHO, €ClIi 00a
€€ POIUTEJISI UMEIOT B COCTaBe X-XPOMOCOMBI
MaToJIOTMYECKUl TeH. Y OOJbHOTr0 MY:KUMHBI
BCE CHIHOBBSI OyIyT 3IMOPOBHI, a BCE TOUCPH —
HOCUTEIIIMHA. Y KECHIIMHBI-HOCUTEIIS U 3I0PO-
BOTO OTIIA PUCK POXIEHMS KaK OOJBLHOIO ChI-
Ha, TaK 4 JoYepu-HOCuUTe s cocTapisieT 50%.

ITeModunnio BhI3BIBAIOT HE TOJBKO Hacje-
IyeMble TeHEeTUYeCKHe aHOMaJluM, HO U
cnoHTaHHBIe MyTanuu. Ecnm 3abosieBaHme
MOSIBJISIETCS] B CEMbe, He UMEIoIIeil aHaMHe3a
reMo(uaInM, TaKOW BapMaHT Ha3bIBAIOT CITO-
pagmdyeckuM. YacTtota BCTpeUaeMOCTU CIIO-
pagryeckux ciaydaeB reMoGWIMd MOXET 10-
cturath 1/3 Bcex ciayvyaeB 3a00IeBaHUS.

Iensl, oTBeTCTBEHHBIE 3a 3a00JieBaHUE Te-
Mopunueit Turma A u B, pacrnosoxeHbl B
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X-xpomocome. [eH dakropa VIII HacuutsiBa-
eT okoJio 186 ThIc. map HyKJIeoTHIOB. Jedek-
TBl JTAaHHOTO Te€Ha MOTYT OBITh Pa3IMIHBIMU:
OYTUTMKAIW, OeJIeMU, CIBUT PAMKHM CUWTHI-
BaHMS, BKIIOUCHUE HOBBIX OCHOBaHMI; 0oJjiee
YeM B ITOJIOBUHE CJTy4yaeB MPOUCXOIUT UHBEP-
CUSl TIOCJIENOBAaTEIbHOCTU HYKJIeOoTUAOB. [eH
daxktopa IX comepxur okoso 34 ThICc. map
HYKJIEOTUIOB. 3abojieBaeMoCTh reMobuineit
tumna B Huxe B 3—5 pa3s 1o cpaBHEHMUIO C Te-
Modbuineit Tuma A.

KnHHHYecKas KapTHHa

[l1aBHBIM U, IO CYTH, €AMHCTBEHHBIM KJIM-
HUYECKNM TIPU3HAKOM TeMOMWINN SIBIISICTCS
CKJIOHHOCTb K KPOBOTEUECHMAM. Y JIUII C TSLKE-
Jioii hopmoii 3a060/1€BaHUS YaCThl CIIOHTAHHbIE
KPOBOTEUYEHUSI, a TECThI CBEPTHIBAEMOCTH KPO-
BU BCET/Ia BBIABIISIIOT ITatosioruio. I1pu cpenne-
TsiKesoi hopMe 00JIe3HN KPOBOTEUEHUS BO3-
MOXHbI CLIOHTAHHO U IOCJIE HE3HAYMTEIbHBIX
TpaBM, aKTUBMPOBAHHOE YaCTMYHOE TPOMOO-
mnactTuHoBoe BpeMs (AUTB) Bcerna ysenuue-
Ho. Jlerkast popMa IposiBIIsIeTCSI CKIIOHHOCTBIO
K KPOBOTOUYMBOCTH ITOCJIE TPABM U OIepalluii,
CIIOHTAHHBIX KPOBOTEYECHUII HEe ObIBAET, TECThI
CBEPTHEIBAEMOCTH KPOBHU MOTYT OBITh B IIpeie-
Jax HopMbl. [Ipu nerkoit popme 3aboneBaHus
JIMarHO3 YacTO BIIEPBbIC YCTAHABIMBACTCS yKe
B 3peJIOM BO3pacTe.

HauGosee yacTo CrioHTaHHbIE K TPaBMaTU-
YecKue KPOBOUBIIUSHMS TTPOSIBIISTIOTCSI reMap-
Tpo3amu (70—80% ciydaeB), 4acTO 0Opa3yioOT-
csl moaKoxHble reMatombl (10—20%). Temap-
TPO3bI — caMasl pacIpocTpaHeHHasI IpodJieMa




y 0ONBHBIX reModuareil ¢ paHHEero JeTCTBa,
OHM MPUBOMSIT K Pa3BUTUIO XPOHUUYECKUX CH-
HOBHUTOB, apTponaTuii 1 KOHTpakTyp. [1pu Ts-
JKEJIOM U CPEeIHETSKEJIOM TeYEHUU TeMOobu-
JINM, KOTJa TeMapTPO3bl BO3HUKAIOT YacTO U B
OoIBLIIOM 00BbEMe, CMHOBMAJbHas 000J10YKa
HE B COCTOSIHUM peabcopOupoBaTh BCIO KPOBb
W3 TIOJIOCTU CYyCTaBa M TUMEPTPOGUPYETCS.
B pesynsrate Hapymraetcst ¢GpyHKIIMSI CyCcTaBa,
CHIKACTCSI €T0 MOABIKHOCTb M Pa3BUBAETCS
XpOHWYECKU cMHOBUT. HanboJee 9acTo rem-
apTPO3bl BOBHUKAIOT B KOJIEHHBIX (45% city4a-
eB), TokTeBbIX (30%) u rosieHocTonHbIX (10%)
cycraBax. [1neueBble 1 Ta300eqpeHHBIE CyCcTa-
BbI ITOPAXAIOTCS 3HAYMTEILHO pexe (2—3%).

Boimensitor ocTpyio M momoctpyio (GopMbl
reMapTpo30B. BaxkHO MpaBMILHO AMArHOCTH-
pOBaTh UX, IMTOCKOJIBLKY IMTOOOCTPHIN TeMapTpo3
OOBIYHO pa3BUBaeTCs Ha (hOHE YK€ M3MEHEH-
HOM CMHOBHAJIBLHOI 000JI0YKHM, TOTJA KaK OC-
TPOe KPOBOTEUEHME IMTPOUCXOINUT B MHTAKTHOM
cycTaBe.

OcTpplii reMapTpo3 BO3HUKAET B TEYCHME
HeckosibkuX yacoB. [losiBisieTcst 601b U KkKe-
HUE B KOHEYHOCTH, OHA CTAHOBUTCS ropsiyeit
Ha OIIyIlb, CHIXKAeTCs aMILIUTYda IBUKEHUA.
Yaiie Bcero KOHEYHOCTb (PUKCUPYETCS B BbI-
HYXIEHHOM IT0JIyCOTHYTOM mosioxkeHuu. [lo-
cjie aJeKBaTHOTO JIeYeOHOTO BMeIIaTe/IbCTBA
(BBemeHMsT KOHIIEHTpaTa (pakTopa CBEpThIBa-
HUsI) OOJIE3HEHHOCTh OBICTPO YMEHBIIACTCS.
CrerneHb HapyIIeHUs OIBIDKCHUI BCErma Kop-
penmpyeT ¢ KOJMYECTBOM KPOBU, HAXOMSIIEH-
csI B TIOJIOCTH CYCTaBa.

ITomocTperii reMapTpo3 OOBIYHO pa3BUBACT-
cga mocie 3—4 SIM30I0B KPOBOTCYCHUS B
aHaMHe3¢ U COXpaHsSIeTCs, HeCMOTpPsI Ha TeMO-
CTaTMYECKYIO Tepanuio. bojie3HeHHOCTh BhI-
paxeHa cjabee u oOycjoBjieHAa B OoJblieit
CTEINEeHU rurepTpodueil CHHOBUAIBHON 000-
JIOYKU, HEXeTn KpoBbio. Eciay momocTphIid
reMapTpo3 NepPCUCTUPYET B T€UCHNE HECKOJIb-
KHMX MeCSIIeB, pa3BUBAETCs TeMoGMIndecKast
apTponaTus; 00JIb B CyCTaBEe COXPaHSIETCSI U B
MOKOEe, 3HAYMTEJIbHO HapyllaeTcsl ITOIBWK-
HOCTb KOHEYHOCTHU, YTO YPEBATO IMITOTPODU-
€l MBIIIIL] COOTBETCTBYIOLIEH 00JIaCTH.

Tomomuns

B ocraipbHOM KJIMHUYECKast KapTHA TeMo-
¢unnu o0yclIoBJIeHa YacTOM peLUAVBUPYIO-
el KpoBororepeil U aHemuein. Kak u mis
MMOMYJIIIUM B IICJIOM, I[JIaBHBIC IIPHUIMHEI
CMEpPTH MALMEHTOB C TeMOMUINEil — OHKOJIO0-
TUYECKHE U CEPACUHO-COCYIUCThIE 3a001eBa-
Hus. OnHaKo y OOJIbHBIX TeMOoMbWINeld TpU-
YUHAMU CMEpPTU TOpas3lo yYalle CTAaHOBSATCS
TpaBMaTUYECKNE KPOBOMBIUSIHUS B IOJIOCTh
yeperna, a Takke nHgexkunss BUY u Bupycom
renatuta C, cBsI3aHHBIE C HEOOXOIMMOCTBIO
YacTbIX TeMOTpaHCHY3UIA.

OnHcaHHe cny4ada

Bbonbhoit C., 20 neT, MOCTYNWI B TepaneBTH -
yeckoe otaeieHue 'Kb Ne 15 um. O.M. ®du-
nmatoBa 13 ¢espana 2007 . ¢ XajxodaMu Ha
BBIPAXXEHHYIO CJIA00CTb, ILUIOXYIO IEPEHOCH-
MOCTb (PU3MYECKON HArpy3Ku, cepileorueHme
W OMBIIIKY.

Anamnesis morbi. B despane 2004 t. maum-
€HTY ObLI ITOCTABJICH IMArHo3 sI3BeHHOI 00J1e3-
HM IBEHAALIATUIIEPCTHOM KUIIKM, OCIOXHEH-
HOW 3KEJyITOYHO-KUIIEYHBIM KPOBOTCYCHUEM
TSDKEJIOM CTENEeHM, ITOCTreMOopparu4eckoit
aHeMueit. J1eOT 3a001€BaHKST COITPOBOXKAAI-
csl pBOTOI TMHa “KodeitHoi Tymm” U Meje-
Hoii. [IpoBoauiach MpOTHMBOAHEMMUYECKAsT U
MPOTHBOSI3BeHHas Tepanusi. [lpu mocTyruie-
HUU B CTallMOHAap YPOBEHb TeMOITIOOMHA B
KpoBU cocTaBisul 60 /1, MpHU BBIIUCKE —
97 r/n. 3aTeMm 10 TOBOAY SI3BEHHOW 0OO0JIE3HU
He 00C/IeIOBAICI U HE JICUMIICS.

Hacrosiiiee yxyaiieHue ¢ Hadajla OCEHU
2006 r., Koraa BrepBbie OTMETHIT YEPHOE OKpa-
IIWBaHWE CTYJIa, PBOTHI M TOITHOTHI HE OBLIO.
INepromnyeckn BO3HWKAIM HOYHEIC OO B
SIUTACTPAIBHON 00JacTh. 3a MEOULIMHCKOM
IIOMOIIBIO He oOpallayicsi, CaMOCTOSITEIbHO
BBoaua KoHueHTtpar VIII ¢akTopa cBepThiBa-
Hus (OKTaHAaT) o 2—3 ThIC. €. B cyTKu. ITocTe-
MEHHO HapacTajJd C1aboCTh, OBIIIKA, YMEHb-
IIJIaCh TOJIEPAHTHOCTD K (PU3NYIECKOI HATpy3-
Ke, crajio OecriokouTh cepaueouenue. [Ipu
HE3HAYMTEIbHOM HArPy3Ke YaCTOTa CePACYHBIX
cokpameHuit (YCC) nmocturana 110—120 B

Nleyebroe meno 1.2008




Puc. 1. Janubie ocMmoTpa: Jie-
BBI KOJICHHBIN CyCTaB YBEJIU-
YyeH B 00beMme, crudarenbHas
KOHTpPAaKTypa.

Puc. 2. PertreHorpacdust 1eBoro KoJeHHOTO CyC-
TaBa B psiMOii (a) U 60OKOBOIA (0) MPOEKITUSIX.

1 MuyH, OBICTPO HACTYyIIAJ0 yToMJieHue. 13 des-
pans 2007 T. B CBSI3U ¢ OTCYTCTBUEM YITydILIEHUS
CaMOYYBCTBHUSI BbI3Bajl “CKOPYIO IMOMOIIbL” U
ObLI TOCITUTAIM3UPOBaH. 3a HECKOJBKO THEM
JI0 TOCTIMTAIM3AIMU OTMETUJI IIpeKpallieHue
MeJICHBI, HOPMaJIbHYIO OKPacKy CTyJIa.

Anamnesis vitae. HacinenctBeHHOCTb 001b-
HOTO OTATOIlIeHa: reMo(uIus OblIa y IIpaaeaa
110 MaTEPUMHCKON JIMHWM, CTaplIuii Gpar ma-
LIMEHTa CTpagaeT TeMOMWINEH TSKEIIOro Te-
YeHUs (JacThble TeMapTPO3bl, KPOBOUBIUSHUS
B MSATKME TKAHU).

B Bospacte omnHoro roma y C. BO3HHMKIIO
KPOBOTEUYEHME U3 IECHBI ITOCJIC TPaBMBbI JIET-
CKOI UTPYIIKO#, TpoaorKaBieecs 5 cyT. Jle-

y[] MeyedHoe meno 1.2008

YeHHUE MPOBOAMIOCH TPAaHCHY3USIMU aHTUTE-
MOGMUIbHON TIJIa3Mbl M KPUOIPELMITUTATA.
C y4eToM OTSTOIIEHHON HacIeICTBEHHOCTU
YCTAHOBJIEH AMAarHo3 TreMouiuu Tuma A,
OBLI JaH OTBOII OT JIIOOBIX BHYTPUMBIIITIEYHBIX
UHBEKLIMHA.

B manpHelieM HaOIIOMATNCH TPaBMaTHIE-
CKV€ TeMapTPO3bl KOJIEHHBIX U JIOKTEBBIX CYyC-
TaBOB, TEMATOMBI MSITKUX TKaHel (SITOTUIHOMN
o0siacTu, MOAB3AOIIHOK obnactu). B 9-71et-
HEM BO3pacTe MPOBOAWINCH CKIEPO3UPYIO-
11asi peHTreHoTepanus W JiedeHUue KpUoIpe-
LIMITUTATOM II0 IOBOLY reMapTpo3a MpaBoro
KOJIEHHOTO cycTaBa. B Bo3pacte 16 et nmaum-
SHT TOJIyYMJI TPaBMY JIEBOTO KOJEHHOTO CYC-
TaBa C Pa3BUTHMEM MACCHBHOIO reMapTpo3a U’
¢dopMUpoBaHUEM CTHOATEIbHON KOHTPAaKTY-
poI (175°). B 2003 1. Mo 3TOMy ITOBOIY ITPOBO-
IUINACH IYHKIMHU CycTaBa IIOA IPUKPHITHEM
KPHOIIPEIUITNTAaTa C BBEICHUEM B IIOJIOCTD CY-
craBa pudamnuiyHa. B 2006 1. aHasornyHoe
JISYCHHE TIPOBOAMIOCH IT0 IMIOBOIY YACTHIX (IO
3—4 pa3 B MecsI1I) TeMapTPO30B IIPaBOTO JIOK-
TEBOTO CYCTaBa U XPOHWIECKOTO CUHOBUTA.

CrieyeT OTMETUTh TTPAKTUYECKU TIOCTOSTH-
HYIO TTOCTTeMOpPparnyeckylo aHeMHIO y Tmalu-
€HTa: B TeUEHME BCEX TOCIUTAIM3ALMI HaYM -
Hasl ¢ 1987 1. ypoBeHb reMorj00MHa KpOBU He
nogHuuMaetcs Bbiie 100—110 r/n v auiib B
2003—2005 romax nocturaer 122 r/n1, a BecHoi
2006 . — 152 r/n.

Cocrosinne npH NOCTYIUIEHMH CpPETHEN Tsi-
xectu. Koxa GyenHasi, Typrop cCoxpaHeH, BU-
INMBIE CIIM3UCTBIE OOOJIOYKM YMEpPEeHHOM
BIIAXKHOCTH, OJICTHOBATHI, SI3bIK HE OOJIOXKCH.
OrekoB HeT. [lepudepuyeckre mumMmbarndec-
KUe y3JI6l He YBeTM4IeHbl. Horti n3MeHeHbI 110
TUIYy “4acoBbIX CTeKOJ~ . JIeBbIiA KOJEHHBIA
CyCTaB HECKOJIbKO YBeJIMYeH B 00beMe. AMII-
JITY/a ABMKEHWI B KOJIGHHBIX CycTaBaX CHU-
KeHa cuMMeTpudHo a0 90°—100°, aBukeHust
0e30o0sie3HeHHBI (puc. 1, 2). [pynHas kieTka
MPaBWIBHONW (POPMBI, pABHOMEPHO YYacTBYET
B aKTe IbIXaHUs, 0€300Ie3HeHHA TIPH TTajIbI1a-
uu. Yacrora apixanus 14 B 1 muH. [1epkytop-
HBIN 3BYK SICHBIM, JIETOYHBIN, TPAHULIBI JIETKUX




He U3MEHEHBbI. AYCKYJBTaTUBHO NbIXaHUE Be-
3UKYJISIpHOE, XpUIIOB HeT. O6macTb cepala BU-
3yaJlbHO He M3MEHEHA, BEPXYIICTHBIN TOTIOK
B V Mexpebephe MO CpeIrnHHO-KITIOUNIHOMN
JIMHUY, HOPMAaJTGHOM CUJIBI M TuTommangu. Ipa-
HUIIBI OTHOCUTEJbHOM TYIOCTHU Cep/Lia MePKy-
TOPHO B IIpeneiaXx HOpMbl. TOHBI cepliia puT-
muuHble, sgcHple, YCC 106 B 1 MuH, myjsc
106 ynapoB B 1 MUH, apTepuaabHOE JaBJICHUE
110/70 MM prt. cT. ZKUBOT OOBIYHOI (hOPMBI,
NpU Tajabllallid MSTKUMA, YyMEpeHHO O0oJe3-
HEHHBIN B anuracTpuu. [leyeHb He yBeInIeHa.
O061acTh XETYHOTO MY3BIPSA IIPU TaTbIALINN
6e30oe3HeHHa. Cene3eHKa He MaIbIIUPYeTCs.
OO6nacTh TOYEK BU3YaJbHO HE WU3MEHEHA,
CUMIITOM I1OKOJIaYMBaHUS OTPUIIATEIbHbIM.
Ctyn 1 MouyeHcITycKaHue B HopMme. Moua co-
JIOMEHHO-XEJITOTO IIBeTa, Ipo3pauyHas. Kai
o(pOpMIICHHEI, OOBIYHOM OKpacku, 0e3
BKJIIOYEHUI KPOBU.

KnuHunueckuii anamms kposu (14.02): remo-
ro6uH 54 t/n, sputpouuTsl 2,84 x 1012/1,
1BeTOBOM noka3zareib 0,57, remaTokput 18%,
neikouuThl 3,9 X 10°/1, TpoMGouuThl 349 X
x 10°/1, s03unH0duIbl 2%, MAI0YKOSIIEPHBIE
2%, cermentosigepunie 60%, Gazoduinl 1%,
aumoonutel 32%, MoHouutel 3%, COD
12 mM/4. CpeaHuii o0beM spuTpouura 63 i,
cpenHee conepkaHue reMOrJIoOMHa B 9pUTPO-
nute 19 nr, aHU301IUTO3, TORKUIOLUTO3, T10-
JIMXPOMATO(VITHSL.

OOmMii aHAIM3 MOYM: IIBET COJIOMEHHBIMN,
MpO3payHOCTb HeMojHas, IJIOTHOCTh 1022,
peaklusl HelTpajibHasl, OeloK, IJII0KOo3a, Ke-
TOHOBBIE Te€ja — OTCYTCTBYIOT, 3IMMUTEIUN —
SIMHUIHBIC KJICTKHU B TI0JI€ 3pSHUSI, JICHKOIIH-
THI — 0—1 B TIOJIE 3pCHMSL.

BuoxuMuyecKuid aHaIM3 KPoBM: OOLIMIT Oe-
JIOK 74,6 r/1, MoueBMHA 4,8 MMOJIb/JI, TJIIOKO-
3a 5,5 MMoOJIb/J, Xene3o 8,2 MKMOJIb/JI, ana-
HuHaMuHOTpaHcdepasa 16,2 EJI/n, acnapTat-
aMmmHOTpaHchepasa 22,5 EJl/n. Peakumst Bac-
cepMaHa oTpuliaTeabHas1, aHturesa K BUY,
Bupycy rermatnta C, aBCTpaTUICKUIA aHTUTEH
He 0OHapyXXEeHBbI.

Tomomuns

DKT': put™ cunycosblii, HCC 105 B 1 MuH,
HOpMaJIbHOE IIOJIOKEHME OCU Cepilla, Ipu-
3HAaKM HEIMOJIHON OJIOKanbl TMPaBOil HOXKU
nyuyka [uca, meperpyska (rumneprpodust) je-
BOT'O XeJTylI0ouKa.

D30¢aroracrpoayoaenockomusa (BIJC) ot
13.02: xpoHnyeckas s13Ba JIBEHAALATUIIEPCT-
HOM KMIIKM 0e3 MPU3HAKOB KPOBOTCUECHUS
(rny6uHa 513861 0,6 CM, Kpast pOBHBIE, JTHO I10-
KpBITO OuOprUHOM), mecopMamus TyKOBHIIBI
JIBEHAALIATUIIEPCTHON KUILIKU, OYJIbOUT, I10-
BEPXHOCTHBIII TacCTPUT, HEIOCTATOYHOCTH
Kapauu.

VapTpa3BykoBoe HCCIEIOBAHHE OPTraHOB
OpIOIIHOM IMOJOCTU: IIPABOCTOPOHHUI Hed-
POIITO3, KAJIBIIMHATHI B CEJIE3CHKE.

Koncyasranusa remartojora: reMo@uims
THIa A cpemHel TSKEeCTH.

Junarno3. OCHOBHOIi: sI3BeHHas 00Jie3Hb
IBEHAOATUIIEPCTHOM KUIIKH, 00OCTpeHUE.
OCJIOXXHEHUS: COCTOSIBIICECS XKeTyIOIYHO-KH-
IIeYHOEe KPOBOTEUEHME, IIOCTIeMOpparndecKast
rurmoxpoMHast aHeMusi. COIyTCTBYIOIIWIA: Te-
MOMUIINS THUTTA A CpeTHEM CTETICeHH TSDKEeCTH.

ITpoBoauioCh Jiedenue: TiepesIuBaHNE IPU-
TPOLIMTAPHON MacChl ¥ BHYTPMBEHHOE BBEJIC-
Hue 800 EJI kpuonpeLunurara B COOTBETCT-
BUU C TPYIINO# KpoBU, BUTaMUH K, IpoTHBO-
sI3BeHHas Tepanusl (MHTMOUTOPHI IPOTOHHOTO
Hacoca, mperaparbl BHUCMYyTa, aHTallUIbl),
MperapaThbl XeJie3a.

Ha ¢doHe mpoBOmIMMOro JEUEHUSI COCTOSI-
HUe OOJBbHOIO YJYYIIMUJIOCh. YMEHBIIMIACh
0JIEAHOCTh KOXH U CIIM3UCTBIX 000J104eK. [Tpu
nosTopHO#t DIC ot 26.02 — pyOLIeBaHKE I3~
BBI, IPM3HAKOB KpOBOTeueHUs HeT. ITocite Ha-
YaJia IIpyueMa MpernapaToB Kejie3a B KPOBH I10-
BBICUJICSI YPOBEHb PETUKYJIOLUTOB 10 21%o.

IIpu BBIMMCKE COCTOSIHUE YIOBJICTBOPM-
TeJlbHOE, XKanob HeT. B kinHuyeckoM aHanu3e
KPOBU TeMorjioouH 78 T/, 3pUTPOLIUTHI
3,99 x 10'2/1, uBeroBoii mokasarensb 0,58, re-
Martokput 18%, neiikouutsr 7,9 x 10°/m1,
TpoMOoLMTHl 226 X 10°/1, mamoukosiiepHbIe
1%, cermeHTtosinepHble 63%, nUMQOLIUTHI
31%, moHouutsl 5%, COD 8 MM/4. CpeaHuii
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o0beM sputpouura 71,9 ¢, cpeaHee comep-
>KaHKe TeMorjio0rHa B apuTpouute 19,5 i

BoabHoIt ObUT BINIMCAH ToA HabJOIeHUE
reMaToJIora M racTpOIHTEPOJIOra C PEKOMEH-
JALUSIMU COOJIIONATh TUETY, IIPUHUMATh IIpe-
raparthl XeJiesa.

00cyHaenHe

B naHHOM KJIMHMYECKOM TIpUMepe CIeayeT
00paTUTh BHUMAHME HE TOJBKO Ha YacTOTY U
CIIeI(UIHOCTh TEMOPPATNIECKUX OCIIOKHE-
HUIi, HO U Ha METOHABl JIeYeHUSI OOJIbHOTO.
BoabIIMHCTBO MAHUITYJISILME 11O TTOBOAY TeM-
apTPO30B TPOBOJAUJIOCH TMOI TMPUKPHITUEM
KpUOIIpEeHUIINTaTa, MpoPUIaKTUKA pelUINBa
KETyIOYHO-KUIIIEYHOTO KPOBOTECUCHUST OCY-
IIECTRISIIACh Kpuompeuunuratom. Ilpume-
HSUTUCh TaKXKe aMUHOKAIIpOHOBasi KUCI0Ta U
BuTamuH K.

HuddepeHumanbHass TUarHOCTUKA TeMO-
bumuy 0OBIYHO TIPOBOAUTCS C IPYTMMHU pac-
CTPOIICTBAMHM CBEPTHIBAGMOCTH KpoBHU. Bo3-
MOXHO TaKXKe Pa3BUTHE NMPUOOPETEHHOU Te-
Mo(puanu, oOYCIOBIEHHON oO0pa3oBaHUEM
aHTUTENT K COOCTBEHHBIM (DAaKTOpaM CBEPTHI-
BaHMUS.

Jleyenne remModmimm CKiIambIBaeTCs M3 Ky-
MMMPOBAaHMUSI TEMOPPATUYECKOrO CHHApPOMa M
JICYEHUST €r0 OCJIOKHEHUM, a TakKe COIMYTCT-
BYIOIIIMX COCTOSIHMI, OCJIOXHSIEMBIX OCHOB-
HBIM 3a001eBaHueM. 1151 ieueHus reMopuaIumn
HCTIONIB3YIOT MOCTOSHHOE BBEICHME HEOOCTa-
fo1ero akropa cBepthiBaHus. C yaeTom dap-
MaKOKMHETUKHN IIperapaTa €ro HeoOXOZuMO
BBOJIUTD ABaXKIbl B CYyTKU, OJHAKO Ha MPaKTU-
Ke BBEJICHUE Yallle BCETO OCYIIECTBIISIIOT JIMIITh
npu kpoBoteueHun. CyOcTaHIIMU, comepkKa-
mue (HakTop CBepTHIBAaHUS, IO BO3pacTaHMIO
€ro KOHILIEHTPAIINH PACIIOIAraloTCs B CICIYIO-
1M TTOPSIIKE: 1ieJIbHAsI KPOBb, TIa3Ma, KpHo-
MPEeLUITUTAT, KOHLIEHTPaThl (pakTopa CBEPThI-
BaHUSI.

JI0BOJIBHO YaCTO B HETSDKEIBIX CITyJasix re-
MOGUINT A U TTOYTH BO BCEX CIydasx 00je3-
HU (poH Bunnebpanma BMecTO mpernapaTroB
(hakTOopa CBEpPTHIBAHUS MPUMEHSIETCST TECMO-
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MPECCUH — CUHTETUYECKOE IIPOU3BOIHOE aH-
TUAUYPETUIECKOro ropmoHa. OH cIocobeH
CTUMYJIMPOBATh BBIIEJIEHUE COOCTBEHHOTO
¢dakTopa cBepThIBaHUS Y JIUILL C Y4CTUYHO CO-
XpaHEHHON CUMHTETUYEeCKOil (pyHKuuel. Me-
XaHW3M ACHCTBUSI HECMOIIPECCHHA 10 KOHIIa
He BbIsicHeH. OH ykopaunBaeT AUTB u Bpems
KPOBOTEYCHMUSI, YJIY4IaeT aiare3uio TpomMoo-
LIUTOB K CTEHKE COCY/a, OAHAKO HE BIUSET Ha
(yHKILIMOHAJIbHbIE CBOICTBA U CIIOCOOHOCTD K
arperauuy caMux TpoMoonurtoB. CieayeT 1mo-
MHHUTb, 4TO AECMOIpPECCUH HeahheKTUBEH
npu aeduimte ¢daxkropa Kpuctmaca (remo-
¢unuu B) u mpu TSKEJIOM TedYeHUU TeMopu-
Jmu A. KpoMe Toro, ripy 4acToM IMpUMeHEHU U
necMornpeccuHa (vamie 1 pasza B 2—3 1HS) BO3-
MOXHO pa3BUTHE TaXU(DUIAKCUM, YTO BeIeT K
MOBBIIIEHUIO IOTPEOHOCTHU B IIperapare.
HNpyruMu cpeacTBaMM [Jisd YMEHBLICHUs
KPOBOTOYMBOCTH Y MALIUEHTOB C reModuinei
CJIyXaT TpaHeKcaMoBasi M €-aMUHOKAIIPOHO-
Basi KUCJIOTHL. TpaHeKcaMoBasi KUCJIOTa — UH-
rMOMTOP IpeBpalleHUs TUIA3MUHOTeHA B I1J1a3-
MUH — CIyXWT [UIsl YKpeTuieHust popMUpyio-
merocst Tpom6a. [IpruHUMAaETCs TepopaibHO B
cyTrouHoi no3e 3—4 r. Heooxonuma KoppeKiust
JI03bI TIPY TTOYEYHOI HETOCTATOYHOCTH.
Co0OcTBeHHO HenocTalole  (aKTOpPhI
CBEPTHIBAHYSI BBOISATCSI B OPraHU3M IallMeHTa
B BUJEC KPHMOIIPELMIIUTATa JIMOO KOHIIEHTpaTa
¢dakTopa cBepThiBaHUS. B COOTBETCTBMM C pe-
KoMeHaamsaMu BcemupHoit denepanuu re-
MoGUIUM KpHompeuunurar (u Tem Ooliee
IJ1a3Ma) MPUMEHSIETCST TOJILKO TIPY HETOCTYII-
HOCTHU KOHIIEHTpaTa (pakTopa CBepThIBAHUSI.
HaubGosee mpeanouyTuTebHbIM IS Jieue-
HUST KPOBOTEUEHUI TTPY reMOGbUINHU SIBJIICTCS
MPUMEHEHUE KOHLIEHTPATOB (DaKTOPOB CBEpP-
ThiBaHMs. MIX M3rotaBauBaloT U3 MpernapaTon
JIOHOPCKOI KPOBU, a TaKXe FeHHO-MHXEHep-
HbIM criocoboM. IIpemapaTbl (hakTOpoOB CBEp-
TBIBAaHUSI TOAPA3ICISIOT 10 YUCTOTE, T.C.
yIEJIBHOMY COJIEPXKaHUI0 aKTUBHOI'O BEILIECT-
Ba, KOTOpPOE M3MepsIeTCs B eAMHUIaX Ha 1 Mr
oenka. [Ipenapathbl cpegHeil cTeneH OUUCTKU
conepxat 10—100 E[l/Mr u co3naroTcs Tpaau-
LIMOHHBIMU CIIOCOOAMU U3 IIperapaToB Kpo-




BU. BrIcoKouuMcThIE mpemapaTbl CoOAepxkKar
100—1000 E/MT ¥ M3roTaBIMBAIOTCS ITyTEM
MOHOOOMEHHOI1 xpoMmaTorpaduu. CBepXBbICO-
KOUMCTHIE TIperapaThl UMEIOT KOHIICHTPALINIO
>1000 E/I/Mr v m3rotraBIMBaloOTCSI PeKOMOM-
HAHTHBIM CITOCOOOM WJIM U3 IIPEIapaToB KPo-
B TiyTeM addumHHOI Xxpomartorpacdum. Pe-
KOMOMHaHTHBIC IIpeTiapaThl 0€30TaCHBI C -
JIEMHUOJIOTUYECKON TOUKHU 3PEHMUSI.

I1pu neyeHun remouanuu Tuma A ciaemayet
MOMHMUTS cienyoniee. Kaxnas enuHuna dak-
TOpa CBEPTHIBAaHUS Ha 1 KT Macchl Tejla Tpu
BHYTPUBEHHOM BBEIEHUY TMOBBIIIIAET €T0 YPO-
BEHb B KPOBU NMpUMepHO Ha 2%. Bpemst mony-
xku3Hu pakropa VIII — 8—12 u. [Tpu mogbope
I03bl HEOOXOMMMO PYKOBOICTBOBATBHCS TSI-
KECThIO M JIOKaIM3allMell KPOBOTEUCHUS, a
TaKXe MCXOAHBIM YPOBHEM (haKTOpa y Malu-
€HTa; IIJIs1 aJeKBaTHOrO Moadopa J03bl CYIlle-
CTBYIOT creluaibHble (OPMYJIbI U TaOJIUIIBI.
IIpu HEOGONBIIOM KpPOBOTEUEHUM YPOBEHb
(akropa HeobxomuMo MoaHsATh g0 20—30%,
MPpY UHTEHCUBHOM — 110 50—70%, mipu mmoaro-
TOBKE K ITOJIOCTHBIM onepanusimM — 10 100%.

Tepanus remodunmu Tina B mpousBoanT-
cs pakTopom IX.

[l1aBHBIM OCJI0;KHEHHEM Tepamuu Ipernapa-
TaMU, MOBBIIIAIOIIMMHU CBEPTHIBAEMOCTb KPO-
BM, SIBJISIIOTCSI MHMEKIIMA — Tepeaadya pelu-
nueHty BUY, BupycoB renaTuToB, MapBOBU-
pyca B19, npuoHoBoro areHra 00Jie3HU
Kpeiiudenbara—Axkoda v 1pyrux nHQEKIIMIA.

B Hacrosimiee BpeMs aKTUBHO HIYT MCCIIE-
IOBaHUS B O0OJIACTH 3TUOTPOITHOIO JICUCHMS
reMopuIMu — TeHHO-MHXXEHEPHOTO BHEIpE-
HUS B KJIETKU OOJIBHOTO reMo(UIneii TeHOB,
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TlepHonHYeckoe Ydedkoe Hafande PrMY

TeMoHIAA

KoOupylomux ¢akTophl cBepThiBaHus. Kak
MMHUMYM TPU IPYIIIbI UCCIeI0BaTeei BEAYT
pa3paboTKM C WMCIIOTb30BaHMEM PETPOBUPY-
COB, aJCHOBHMPYCOB M IUIa3MUIHBIX METOIOB
BHEJIPEHHSI TCHOB.
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IIpomonxkaercs MoANNCKA HA XKXypHAJI

“JleueOHOE neao’” —
nepuoanvyecKkoe yueoHoe nusgaiue PFMY

Moanucky MoXxHO opopmMuTs B Ntobom oTaeneHun cesan Poccum n CHI.
XypHan BbixoguT 4 pasa B rog,. CToMMoCTb NOAMMCKN Ha NOAroga
no kartasnory areHtcTea “Pocneyats” — 60 pyb., Ha oanH Homep — 30 py6.
MopanucHou nHaekc 20832.
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