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CUCTEMbI KPOBU (NEKLUMA ANA NPAKTUKYIOLNX BPAYEIA)

0. B. lWWaToxuH, U. B. CHexKo, E. B. PA6uknHa, E. B. lertepeBa

®I'EOY BO «Pocmosckuli 2ocydapcmeeHHblil MeduyuHckull yHueepcumemy», Pocmog-Ha-/JoHy, Poccus

B onarHocTuke 3a60s1eBaHNIN CUCTEMbI KPOBM BaXKHOE MECTO OTBOANTCA »Kanobam naumeHTa, TWwaTe/lbHO CO6paHHOMY
aHaMHe3y, 0OGbEKTVBHOMY OCMOTPY U, HapAZYy C UCMONb30BaHMEM CelunanbHbIX 1abopaTOPHbIX Y MHCTPYMEHTANbHbIX
nccnefoBaHuii, PYTUHHbBIM aHanM3am KpoBuy 1 Mouu. Heobxoarmo obpallaTb BHUMaHMe Ha U3MEHEeHWe LiBETa MOUU, KOTO-
poe HabniogaeTca Npy reMonn3e, X0NI0A0BON, MapLUEBOW, MAPOKCU3ManbHOW HOYHOW reMOrfIo6UHYpPUK, ayTOMMMYHHO
reMoNINTUYECKOW aHeMnm, NopOGUPUN 1 APYrux cOCToAHKAX. lemaTypua xapakTepHa AnsA HapyleHWi KoarynsayMoHHOro
1 TPOMOOLMTAPHOro remocTasa HacNeCTBEHHOIO 1 NPUobpeTeHHOro reHesa, bonesHn Bunnebpanaa nérkon n cpepHei
TAXKECTY, NePefo3nPOBKUN aHTUKOArYIAHTOB M UHTMOUTOPOB TPOMOOLIMTAPHOTO reMocTasa. [IpoTenHyprs — XapaKTepHbIii
CUHZPOM MpW NapanpoTenHeMnyecknx remobnactosax, AL-amunongose, 6onesHu MimmepcnyHa-fpecbeka n gp. (pamoTHas
WHTepnpeTauna aHann3a MoUYun B COYETaHUM C KIIMHNYECKOW KapTUHOW — 3aor yCrnewHOoM NoCTaHOBKY AnarHo3a.
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THE SIGNIFICANCE OF URINE STUDY IN THE DIAGNOSTICS OF DISEASES
OF THE BLOOD SYSTEM (LECTURE FOR PRACTITIONING DOCTORS)
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In the diagnosis of diseases of the blood system, an important place is given to the patient's complaints, a carefully
collected anamnesis, an objective examination, and, along with the use of special laboratory and instrumental studies,
routine blood and urine tests. It is necessary to pay attention to the change in the color of urine, which is observed during
hemolysis, cold, marching, paroxysmal nocturnal hemoglobinuria, autoimmune hemolytic anemia, porphyria and other
conditions. Hematuria is characteristic of disorders of coagulation and platelet hemostasis of hereditary and acquired
origin, von Willebrand disease of mild and moderate severity, overdose of anticoagulants and inhibitors of platelet
hemostasis. Proteinuria is a characteristic syndrome in paraproteinemic hemoblastoses, AL-amyloidosis, Immerslund-
Gresbeck disease, etc. Competent interpretation of the urine test in combination with the clinical picture is the key to a
successful diagnosis.
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BBeaeHue MeHTaJIbHbIX METO/IMK BaXKHasi pOJIb MPUHAAJIEXKUT

TLIATeJbHOMY ONPOCY NALlMEeHTOB, )Kaj106aM, aHaM-

B pguarHocTuke 3a60JieBaHUM CUCTeMbl KPOBH He3y, 06bEKTUBHOMY OCMOTpPY, aHa/iM3aM KpOBHU
HapAAy C MccaeJoBaHUeM KOCTHOTO MO3Ta, UCIIOJIb- ¥ MO4YM. OT/ieibHble CUMIITOMBI MOTYT IIOMOYb B
30BaHMUEM CIeljMalbHbIX JaO0OPaTOPHBbIX U UHCTPY- [OCTAHOBKe JAMarHosa emié g0 NpoBeaeHHUs Jabo-
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pPaTOPHOI'0 U UHCTPYMEHTAJbHOI0 06C/1e0BaHUS.
K TakuM npu3HaKaM OTHOCHUTCS IIBET MOYH, UMEI0-
el XapaKTepPHYI0 OKPACKY [PH psifie pesKo BCTpe-
YaeMbIX COCTOSIHUN U 3a6oJieBaHUU BO BpaueOHOMN
NpaKTHKe.

KpacHuwlii uau kKpacHo-kopuuHesblll ysem movu
M3-32 HaM4usl NMopdoOUIMHOTeHa HAOJII0/[aeTCs
BO BpeMsl ocTporo npuctyna nopéupuu [1,2]. Hau-
6oJiee 4aCTble CUMITOMBI — 00JIb B )KUBOTE U PBO-
Ta 6e3 NMOBBbILIEHUS TeMmepaTypbl. boib GbiBaeT
My4UTEJbHOH U HE COOTBETCTBYET HaNpsKeHUIO
MBbILIL, GPIOIIHON CTEHKHU, UMUTHUPYS COCTOSIHUE
OCTpOro KHUBOTA (YTO MOAYAC NPUBOAUT K HEHYXK-
HOU XUpPYpruyecKoy onepaiuu) Uil HepBHOE UJIU
ncuxuyeckoe 3abosieBaHUe. YHCI0 JIEWKOLMTOB
HOpMaJIbHO WJIM JIMIIb CJerka moBbieHo. [lapa-
JIUTUYECKasl KHIleyHash HEeNpOXOAUMOCTb MOMeT
CONPOBOXKJATHCS B3AyTHEM XKUBOTa. [lopaxkaTbcs
MOTYT BCe OTJeJibl nepupepuieckoi U LeHTpalb-
HOW HepBHOU cucTeMbl. [Ipy aKTUBHOM paccnpo-
ce MOXHO BBIIBUTb NOx0xue (HO 6oJiee JIérkue)
aTaku B MPOULJIOM (Iepuouieckue 60U B XXUBO-
Te), perpeccupoBaBIllNe CaMOCTOsITeAbHO. OCHOB-
HbIM NPU3HAKOM SIBJSIETCS KPACHbIU UAU KPACHO-
KOpu4Hesblll Yysem Moyu, Komopozo He 6bl10 d0 Ha-
yasa npucmyna. [103ToOMy ucc/1€J0BATh MOYY HY>KHO
y BCeX MALMEHTOB, XKAJIYIOUUXCS HA O0JIb B )KUBOTE
(He uMetoLIEM IBHOW MPUYUHBI), 0COGEHHO MPH Ha-
JIMYUK 3amopa, PBOTHI, TaxUKapAWH, MbIIIEYHOH
€J1ab0CTH, OYJbOAPHBIX CUMITOMOB WJW TCUXU-
YeCKUX OTKJIOHEHWH. [IpoBoAUTCS HCCaefoBaHUE
MOYH Ha CoZiepKaHHe MPOJYKTOB MOPOUPHUHOBOIO
o6MeHa. [Ipu KosiM4ecTBEHHOM U3MepeHuU nop¢o-
OGUJIMHOTEH U JieJIbTa-aMUHOJIEBYJIMHOBAS KUCJI0Ta
MeTO0/10M HOHHO-0O0MeHHOU XpoMaTorpaduu MoryT
B 10-50 pas npeBbIIaTh BEPXHIOW I'paHUIy pede-
PEHTHBIX 3HAaYEHUH; JOMYCTUMO [IPOBeJIeHHe Kade-
CTBEHHOT'0 aHaJ/IM3a CBeXel Mo4u Ha nMopdobuIn-
HOT€eH C peakTUBOM JpJuxa [1,2].

BakHOU NpUYNHON NOMeMHeHUs MOYU SIBJISIETCS
NaTOJIOTUYECKUN IeMOJIU3, KOTOPbIH B GOJIBLIMH-
CTBe CJIy4yaeB SIBJSIETCS BHECOCYAUCTbIM U BO3HU-
KaeT IpH yJlaJIeHUH U3 KPOBOTOKA MOBPEKJEHHBIX
WM aHOMaJIbHBIX EY cesle3éHKOM WM TEeYeHbIO.
[eMoJ1U3, IPOUCXOAAILUMN B cesie3éHKe, KaK IpaBU-
JIo, 06yCJIOBJIeH He3HAaYUTeJbHbIMU aHOMAJUSMHU
cTpoeHus E4 wiy HajiMuueM TeNJIOBbIX aHTUTEJ Ha
MOBEPXHOCTH KJIeTOK. [Ipu cryieHOMerajamuyu MoXeT
HaOJII0ZAaThCs pa3pylLIeHue Jake HOPMaJIbHBIX Eu.
BHYTpPHUCOCYAUCTBINA TeMOJIU3 SIBJSETCS OCHOBHOU
INPUYUHON INpexJeBpeMeHHOro paspylueHus Eu
U 0O6BIYHO HNPOUCXOAUT MOCJe 3HAYUTEJbHOr0 MO-
BpeX/JieHUsl KJIETOYHbIX MeM6paH B pe3yJsbTaTe
pas/IMYHbIX MEXaHU3MOB, BKJIIOYas ayTOUMMYH-
Hble sIBJIEHUs], TpPsIMble TPaBMbl (Hampumep, Map-
[IEBYI0 FeMOTJIOOUHYPHUIO), MEXaHUYEeCKH e TOBPEXK-
JleHus (HampuMep, npu JAedeKTax MexaHHUYeCKHUX
KJallaHOB cep/ilia), CUHAPOM JJUCCEMHUHUPOBAHHO-
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ro BHyTpucocyauctoro ceepteiBanus (/BC), Tok-
CHUHBI (HampuMep, KJOCTPUAUAIbHbIE TOKCHUHBI,
SIIOBUTBIN YKyC 3Men) U ap. [1,3].

HekoHblorupoBaHHas (HenpsiMasi) runepou/n-
pybHHeMUs U KeJTyxa_BO3HUKAIOT, KOr/a npeBpa-
meHue HB B GUIMPYOUH MpeBBIIAeT CIOCOOHOCTD
NeYyeHU K KOH'bIOralluK U 3KCKpeLuu GUINpyOrHa.
BciencTBrue kaTabosiM3aMa GUJIMPYOMHA MOBbIIIA-
eTcs coJlepkaHue CTepKOOUJINMHA B KaJle, ypoOuiu-
HOreHa B MO4Ye, UHOT/|[a BOSHUKAET X0JIeJUTHa3. B
OTBEeT Ha aHEMUIO YBeJIMUMBAETCs BbIpaboTKa 3pu-
TPOMO3TUHA MOYKAMH, YTO NPUBOAUT K YCUJIEHUIO
NpPOAYKLUM U BbICBOOOXJAeHUs Er, moBblllaeTcs
ypoOBeHb peTUuKyJonuToB (Ret), KoTopbie B HOpMe
cocTaBJsoOT 2-12%o0 uau 0,2-1,2% [1, 3].

JuarHoctuyeckrve KpUTEpPUU TeMOJHUTHUIECKOH
aHemuu ([A) — GJsieHOCTD, YTOMJISIEMOCTD, T'0JIO-
BOKpY>KeHHe, THUIOTEeH3HUs, UKTEPUUYHOCTb CKJIep
Y/WJIH XeNTyXa, CllJIeHOMerajus; reMoJIUTU4eCcKo-
ro Kpu3sa (OCTpOTo, TSKeJIOro reMoJin3a) — 03HO6,
JINXOPaJIKa, 60JIb B CIHE U »KHUBOTE, IPOCTPALUS,
I0K; J1aGopaTOpHblE — HOPMOXPOMHasi/HOPMO-
LUTapHass WJAM TUINOXPOMHasi/MUKpOLMTapHas
aHeMHUsl U NOBbIlIeHHe YpoBHS Ret, B Maskax —
HopMooGJiacTel (E4 ¢ gpoM) WM 3pUTPOOGJIACTHI,
nsMeHeHue popmbl Eu — moikumonuTos (MUKpO-
cheponuThI, 0BAJOIUTHI, KOJOIUTHI, AKAHTOLUTHI,
LUIM30LMTHI U Jp.).

[lonTBepkAawT AuarHo3 ['A moBbilIeHHE YPOB-
HS GUIMpPY6OUHA 32 CUET HENPsSMOro, JAKTaTAeru-
aporeHasnsl (JIAT), anmaHuHaMHUHOTpaHCpepasbl
(AJIT), cHmxkeHue ranrtorsio6uHa (Hgb). AuTurio-
6y/IMHOBBIN TecT (npob6a Kymb6ca), CKpUHUHT Ha re-
MOTJIOOMHOMATHUI0 (HampuMep, BbICOKO3)PEKTHUB-
Hasl XHUJKOCTHasi XpoMaTorpadus) MoryT noMoyb
onpeJieIUTh MPUYKUHY reMosiu3a [1,3].

leMor106UHYpUSs

[Ipy BHYTPHUCOCYJUCTOM TIeMOJIM3€ LBET MOYU
MOXKET 6BITb 0M p0308020 A0 NOYMU YEPHO20 8CA€E0-
cmeue nosisseHus 2emozno6uHa (He) e moue — ee-
Moen06uHypuu (He-ypuu).

He-ypusi — 3TO NpPU3HAK BHYTPUCOCYAUCTOrO
remoJsinsa E4. B Hopme Hg B Mo4e OTCyTCTBYyeT. He-
YPHUH NpejlIecTByeT reMorsiobrnHemMus (He-emus).
Y 370poBOro yes0BeKa B KPOBSIHOM pycJie paspy-
maetcsl okosio 10% Eu, moaTomy B nsia3Mme cozep-
>)KaHHe cBo6ogHOro He He npeBbiliaeT 4 Mr%.

BHyTpucocyaucTbIli TeM0JIU3 MPUBOAUT K He-
eMHUH, KOrja KOJM4ecTBO Hg, BBICBOOOXJaeMOro
B IJIa3My, NpeBblllaeT He-CBSA3BIBAIOLIYI0 CIOCO6-
HOCTb CBsI3bIBatollero 6esnka Hgb, KoHLeHTpauus
KOTOpPOTO B HOpMe cocTaBJseT okosio 100 mr/mau
(1,0 r/n), 9yTO BeJET K CHUXKEHHIO HECBS3aHHOTO
Hgb nnasmel. UHTeHCHBHOCTD HG-ypUU 3aBUCUT
OT cTeneHu He-HeMuu, KoHUeHTpauud Hgb u pe-
30pOLIMOHHON CMOCOGHOCTH KaHaJsblleB IOYEK.
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[Ipu HU3KOM ypoBHe Hgb nsasmel He-ypus nosiB-
JsieTcss U 6e3 3HAUUTEJNbHOW He-emuu. He-emus
Bbilie 100-120 Mr% BbI3bIBaeT NMOBBILIEHHYIO pe-
abcopbuuio He KjeTKaMU NOYeUHbIX KaHaJbleB. B
KaHaJIblieBbIX KJeTKax »xese3o0 (Fe), BblfeseHHOe
BCJIe/ICTBUE pacnaja He, BKi4aeTcsl B CHHTE3 re-
MoCH/JiepuHa; YacTb Fe ucnosb3yeTcs AJs peyTH-
JIN3aLUH, OCTAJIbHOE KOJIMYECTBO MONaZaeT B MOUy
B CBSI3M C NEePerpy3Koil KaHa/blLeBbIX KJIETOK (re-
Mocuaepunypus) [1,3].

O HOM 13 yacTo BCTpeyaeMbIX IPUYUH He-ypuu
SIBJISIETCS TlepesIMBaHUe HeECOBMECTUMOM 10 aHTHU-
reHHOH CTPYKType KPOBH C IOCJAeYIOIIUM BHYTPU-
COCYAUCTBIM reMoJyin3oM. Bo BpeMs mepesnuBaHUs
WJIM BCKOPeE MOCJIe HETO NMOSBJSITCA 60JIU B IPYAH,
’KUBOTE WJIM TOSICHHUIIE, YYBCTBO Kapa, KPaTKOB-
peMeHHOe BO30YK/JeHUe, B JaJbHellleM — MpU-
3HAKU LIUPKYJASTOPHBIX HapyLIeHUN (Taxukapus,
apTepuasibHasg TUIOTOHMUSA), JJaBOPATOPHO — IIO-
BBIIIEHHE YPOBHSA MNPOAYKTOB IapaKoaryJsiuy,
TPOMGOIUTONEHHUS, CHIDKEHHE AaHTHUKOAryJsHT-
HOTO MOTeHIHasa U GUOGPUHOIM3a TPU3HAKU BHY-
TPUCOCYAUCTOTO reMosin3a — He-emus, 6UIUpyo6U-
HeMus, He-ypus, no3e — NPU3HAKU HApyIlIeHUs
bYHKIMY NOYEK U NeYyeHU, TaKHe KaK MOBbIIIeHHe
YPOBHSI KpeaTHMHHHA W MOYEBHUHBI, TUIepKaiue-
MUsl, CHH)KEHHe I04YacoBOro Auype3a BIJIOTh /10
a”Hypuu [1,4].

Ilpu Haauvyuu mémHoll Moyu BCIeACTBUE Hepe-
MeKalllelcs WM NOCTOSHHOU He-ypuu U remo-
CUepUHYpUH Ha pOHe MeJJIeHHO HapacTawliel
c1ab0CTH, YTOMJISIEMOCTH, 3IMHU30J0B >KEJITYXH,
“HorAa — cybpebpuintera He0O6XOLUMO HUCKIIIO-
YUTbh NAPOKCU3MaJIbHYI HOYHYI TeMOIJI0GMHY-
puto ([THT), 6os1e3Hp MapkuadaBbl-Mukesau. 3To
CHCTEeMHOe, KH3Heyrpoxamwllee, Iporpeccupyio-
ee KJIOHaJbHOe 3a60/ieBaHHe HA YPOBHE CTBOJIO-
BOM reMONO3THYECKON KJeTKH, MIPUYUHON KOTO-
poro aBadetca MmyTtauus B rede PIG, pacnoJsararo-
1ieMcs Ha X-XpoOMOCOMe, B OCHOBE KOTOPOT O JIEKUT
XPOHUYECKHUH, KOMIIJIEMEHT-0N0CPeJ0BaHHBIN
remMosin3. [IpoBoLUpyIOT ero pa3BUTHe Ype3Mep-
Has UHTEHCUBHas Qu3nveckas Harpyska, TsOKE-
Jlasg UHQeKLUs, reMOTPaHCPY3UHU, XUPYPTrUdecKue
omepauyuu [1,5].

JuarHos MOXHO 3alo0f03pUTb NPU HaJU4YUU
IPU3HAKOB BHYTPUCOCYAUCTOro remosinsa (Hs-
eMmusi, Heg-ypus, reMocuJlepuHypUsi, TNOBbILIEHHE
akTuBHOCTH JI/I[') B KOMOUMHALIMK C TUIIOXPOMHOM
W/WUJU MUKpPOLMTApPHOW aHeMuel, abJoMHUHaJb-
HbIMU 60JISIMU € Aucharvei, HesICHOU UTONEHHUEH,
IpHU3HAKaMKU KOCTHOMO3TOBOW HeJOCTAaTOYHOCTH,
npejnoJsiaraeMbIMU WM JOKa3aHHbIMHU alJacTH-
yeckod aHemuer (AA) U MUeSOAUCIIACTUYECKUM
cungpomom (M/JC) (y 15-30% 3Tux 60JIbHBIX),
TpOM603aMH C HEWTPO- WM TPOMOOLUTONEHUEN
(TIIT) (ocobeHHO peaKUX JTOKAJU3AIUH UJIH C HEO-
OBIYHBIMU NpOsABJIEeHUAMU) [5,6,7].
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[Ipu [MHI' oHU BO3HUKaWT mnpuMepHo y 39%
60JIbHBIX U IBJSIOTCSA OCHOBHOM NPUYHNHON CMEPTHU
B 40-67% cay4aeB. Puck pasBuTHUs TpoMOO30B B
62 pa3a npeBbllIaeT NOAO0OHBINA PUCK B MOMYJISIUH.
XapakTepHO pa3BUTHE TPOMOB0O3IMOOIUU JETOUHOHN
apTepus U TpPoMbo3a IIY60KUX BEH HMXKHHUX KO-
HEYHOCTEeH, BO3MOXXHbI TPOMOO3bl MEYEHOUHOU U
nopTa/jbHbIX BeH (cuHApoM bagna-Kuapu), mesen-
TepUaJbHbIX BeH, BEeH I'0OJIOBHOTO MO3ra, TpoM60-
3bl CUHYCOB TBEpPZ,011 MO3TOBOM 060JI0YKH, a TAKKeE
aptepuajbHble TpoM603bl (OHMK, TpaH3uTOpHas
viieMuyecKasi aTaka). B HacTosiimee BpeMsi OCTO-
BepHbBIM MeToAOM omnpejesneHus [THI-peHoTuna
ABJISIeTCS UMMYHOQEHOTUIINPOBaHKE KJIETOK Ie-
pudepuueckol KpoBU paCHIMPEHHON MaHeJsbIo
MapKepoB, BKJ4Yasg QJ0OpecleHTHOMeUeHblH
asposiusuH. B orcyrcrBue CD55 u CD59 Ha no-
BEpPXHOCTU EY, MOHOLMTOB, I'PAaHYJIONUTOB IPOUC-
XOZUT HEKOHTPOJIMpyeMasi aKTUBALUsI KOMIIOHEH-
TOB KOMILJIEMEHTA U C60pKa MeMOpaHaTaKyOLero
KOMILJIeKCa C NMOCJeAYIOLUM JU3UCOM KJieTKU. He-
06X0JMMO MTOMHHUTD, YTO aHaau3 ¢ CD55, CD59 g
E4 MOXXHO NpOBOAWUTH He paHee, 4yeM 4yepe3 1 mec.
nocje remorpaHcdysuid. Bo Bpems kpu3a OH He-
WHPOPMATHUBEH, TaK KaK MPOUCXOAUT pa3pylleHHe
nedekTHbIX Ev [5].

Moua mémHozo ysema siBJIsIeTCS1 XapaKTEePHbIM
CUMIITOMOM ayTOMMMYHHOU reMOJINTUYECKOU aHe-
muu (AWUT'A) Hapsjy ¢ TAKMMU CUMIITOMaMH, Kak
HOpMOLIMTApHasA aHeMUs € GBICTPO HapacTarlel
€J1ab0CThIO U MJIOXOM ajlanTanueit gaxe K yMepeH-
HOMY CHHXEHUIO YPOBHS He, 6/1e JHOCTD U KeTyLI-
HOCTb KOXKH U CKJIep; 60JIU B IOSICHUYHOM 06J1aCTH,
Hepeako cy6debpUIbHAS TeMIepaTypa U HeGOJIb-
11oe yBeJMyeHNe pa3MepoB cejie3eHKH; 1abopaTop-
HO — MOBBIIIeHWe aKTUBHOCTH JI/II' B CbIBOPOTKe B
2-8 pas (B 3aBUCMMOCTH OT UHTEHCUBHOCTH reMo-
Jn3a), runepounupyoruHemus. [[py mogo3peHrH Ha
AUTA, corsiacHO KJMHHUYECKHUM pEKOMeHJaLUsIM,
006s13aTesIbHA MOBTOPHAsI BU3yasbHAsl OIleHKa I|Be-
Ta Moud [8]. [Ipsamas npoba Kym6ca yale nosoxu-
TeJibHasi, HO NPU MacCCUBHOM T'eMOJIM3€e, a TaKXe
MPHU XOJIOA0BbIX U TEMOJIM3UHOBBIX popmax AUTA,
BbI3BaHHbIX IgA- unu IgM-ayToaHTHUTE/IaMU, MOXKET
OBITh OTPULIATETBHOM.

[Ipy X0J10710BOM TreMarrJlOTUHUHOBOW 60Jie3-
HH, KaK NpPaBUJIO, aHEMHUsI BbIpa)keHa YMepeHHO
Y CONPOBOX/JAeTC CMMITOMaMH, CBSI3aHHBIMU C
dbeHoMeHOM ckJieuBaHUs Ed, 4TO 3aTpyaHseT npo-
BeJleHUe aHa/IM3a KpoBH. [IpU JJIUTEIbHOM OXJI1ax-
JleHUU BO3MOXKHO pa3BUTHe CHHApoMa PeliHo, He-
KpO30B U 6pOHXOCMa3Ma.

KpacHblii uau KpacHo-kopuyHesblll yesem nepgoli
nopyuu Mo4u MOSIBJsSETCS NPU NapOKCU3MaJbHOU
X0JIOZIOBOW TreMOrIO6UHYpUU (CUMITOMbI BO3HHU-
KaIOT Yepes3 HeCKOJbKO MUHYT MJIK 4aCOB I0OCJIE XO-
JIOJIOBOT'O BO3/IeMCTBUsI) HAPAAY C 6OJIbIO B CIIUHE,
HIDKHUX KOHEYHOCTSIX, XKUBOTeE, JIUXOPaiKe C 03HO-
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3HAYEHVE VICC/TETOBAHMS MOYM B IMATHOCTUKE 3ABOJIEBAHIYI CICTEMBI KPOBI

6oM. Yamie BcTpedaeTcsl y 6OJIbHBIX CUPHUIHCOM,
0lHaKo peakLusi BaccepmaHa cpasy nocse npucry-
a MOXeT OBbITh OTPUIIATEJNbHOMN, I03TOMY €é HaJ0
Yyepe3 HECKOJIbKO JHeW MOBTOPHUTHb; XapaKTepHa
noJIoKUTeIbHasa npoba Jlonat-JlaHawTeliHepa.

TémHblll, 6ypblll uau suwHéssIl ysem mouu (He-
Hypus) Hapsay He-emuel 06HapyKUBAIOT IPU reMo-
JINBUHOBBIX popMax AUTA u TsKEJIOM reMoIUTHYE-
CKOM KpH3e C aKTuBanuei komiieMedTa. [Ipu atom
MOJIOXKUTEJIbHBI Ay TO- U TepeKPECTHBIE TeCThI X3Ma
Y Caxapo3HbIM; HUHKYOAL Sl 3PUTPOLUTOB GOJIbHOTO
Y JIOHOpA B IJ1a3Me U CbIBOPOTKe 60JibHOrO0 pu 37°C
B TeueHUe 24-48 4. MOXKeT NPUBECTH K UX TEMOJIUIY
(TecTbl Kpocbu u Xerrmuua-Matiepa) [1,3].

Moua yépHozo ygema HabOAAETCS TPU PEIKOHN
¢dopme MexaHU4YeCcKOU ['A ¢ BHYTPUCOCYUCTHIM Te-
MOJIU30M — NPU MaplieBoi reMorsio6uHypuu. OHa
BCerja AWarHoCTUPYeTCsl Yy HNpaKTHUYeCcKd 370po-
BbIX, QU3NYECKHU KPENKUX JIIOAENH — y CIOPTCMEHOB,
COJIAAT, MyTEeUIeCTBEHHUKOB B CBSI3U C MOBBIIIEH-
HOW Harpyskoid Ha MbILILbl HUKHUX KOHEYHOCTeH
(mpu mapiie, 6ere), Ha MbILILbI PYK (IpU POBe/e-
HUHW MPUEMOB KapaT3), y 6apabaHLUKOB, OTOGHBA-
IOLIMX PUTM pyKaMU Ha KOHTroJie3cKoM 6apabaHe,
npu GBICTPOM TaHIlE, Y 3aHUMAIIIUXCS AMOHCKUM
¢dexToBaHueM. BeposiTHO, 4TO maToJI0rUst 06yCI0B-
JIeHa HeOOBbIYHBIM PaCHOJIOKEHHUEM COCYAOB CTOTI,
6/IM30CTbI0 KaNMJJIIDHOM CeTH B cOCyJaX 4yacTei
TeJa, JJIMTeJbHO HUCIBITHIBAKIIUX CTOJKHOBEHHUE
C *KECTKOU MOBepXHOCThI0. BeiegcTBre TpaBMbl Eu
MPOUCXOAUT MEXaHUYEeCKUI IeMOoJIu3, Pa3BUBAIOT-
cs1 He-emusa u He-ypust. O6bI1YHO Yyepe3 HeCKOJIbKO
4acoB MocJie Harpy3ku He-ypusi MOJTHOCTBIO Mpe-
KpauiaeTcsl. Bo3MOxHBI JIErkasi KeJTyxa, Helpu-
SITHbIE OLIYLeHUS UM 6OJIM B MOSICHULE U KOHEeU-
HOCT$X, CJIabOCThb B HOTAX, MOKEHUE B CTOMax, 60J1b
B MATKaX, TOLUIHOTA, U3peJKa — pPBOTA; OOBIYHO
TeMIlepaTypa B HOpMe, cejie3éHKa He MaJbIIUpyeT-
cs1. [IpoduakTHKA 3aKJII09aEeTCs B MCIOJIb30BAHUH
06yBY C MATKUMH NPOKJIAJKaMU U BO3Jep>KaHUIO
OT JIJIMTEeJIbHON X0Ab0bI uu 6era [1].

He-ypus moxxeT HabJII01aThCsl TPU BO3J4eUCTBUU
TaKUX TOKCHUYECKHX BEIEeCTB, KaK MBIUIbSK, CBU-
Hell, GeHOJI, TOJIYOJI, YKCYyCHAasA U JpyTrHe KUCJIOTHI,
HadTaNuH, Mefb, cepoBoaopoa, docdop, aHUIUH,
3MeuHbIH WU PUOHON AABI, NeCTULUABI (Halpu-
Mep, Aenuc). HanboJsiee pacnpocTpaHEHHYIO BPOX-
JEéHHYI0 pepMeHTONnaTHI0 — JePULUT TJIF0OK030-6-
docdataernaporenaser (['6PAI) — HeobxogUMO
WCKJIIOYATh B C/Iy4assXx Pa3BUTHs TeMOJIM3a IpH
BO3/leHICTBUM OKHUCJUTEJEH, TO eCTh JieKapCTBEeH-
HbIX NpenapaToB WM JpyTUX BelleCTB, KOTOpble
NPOAYLUPYIOT NMEPOKCUZbI U BBbI3BIBAIOT OKHCJIE-
Hue He u MeM6paH Eu. K HUM oTHOCSTCA MpUMaxuH,
caJMuuIaThl, cyJabdaHUIaMHUAb, HUTPOypaHbl,
¢deHaneTHH, HEKOTOPbIe MPOU3BOAHbIE BUTAMHHA
K, nancoH, ¢deHaszonupuuH, HaJUAUKCOBAs KUC-
JIOTA, METUJIEHOBBIA CUHUN W, B HEKOTOPBIX CJIY-

FO>KHO-POCCUIMCKUI YXypHan TepaneBTUYECKOW NPaKTUKU
South Russian Journal of Therapeutic Practice
2022;3(2):122-133

Yyasx, KOHCKUe 606bl. OJlHAKO yalle reMoJiu3 MpHU
3To¥ ['A NpOUCXOAUT BCJIEeJCTBUE OKUCIUTENTBHOTO
cTpecca (OKUCIAATCS CyabGrUupUibHble IPYNIIbI
Hg) B 0OCHOBHOM I10CJIe JIUXOPaJA04YHbIX COCTOSTHUH,
OCTPBIX BUPYCHBIX UJIU 6aKTepHUaTbHbIX UHOEKIUH
U AuMabeTH4YecKoro KeToalugo3a. B Go/bIIMHCTBE
cJlydaeB reMoJiu3 nopaxaet < 25% Ey ¥ BbI3bIBaeT
TPAH3UTOPHYIO KeJITYXY, NOMmeMHeHue Mo4u. Y He-
KOTOPbIX 60JIbHBIX HAOJ/I0JAl0TCSA 60Jb B CIUHE U/
WJI JKUBOTE, INX0Pa/iKa, BO3MOXKEH reMopparuye-
CKUH CUHAPOM. /JUarHOCTUKA — PETUKYIOLUTO3,
cHmKeHUe He, usmenénnnle Eu (MakponuTos, mou-
KWUJIOLIUTO3, TOBbILIEHHE HEIIPSIMOTO OUINPYOHHA).
[y60KUHA TeMoJi3 MOXKET NMPUBOAUTL K He-ypuu
U OCTPOMY NOBpEXJEHHUI0 moyek. [Ipu aToM Lenu
mio6uHa B E4 nepexofaT B HepacTBopumyio ¢op-
My, 06pa3yI0TCsd BHYTPUIPUTPOLMUTAPHbIE TesblLia
leiiHua (4acTuubl geHaTypupoBaHHoro He). [lua-
FHOCTHUKA OCYLeCTBJISIETCS NOCPeACTBOM KoJMUYe-
CTBEHHOI'0 CIEeKTpPoPOTOMETPUUECKOTO aHau3a
WU 6bICTpPOTO GJIyOPECLEHTHOTO KalleJIbHOTO Te-
CTa, 06HAPYKHUBAIOILEr0 COBOKYITHOCTb BOCCTAHOB-
JsieHHod ¢opmbl (HAZIPH) o cpaBHeHuto ¢ HAZ[®.
OaHako BO BpeMsl TeMOJIMTHYECKOTO 3MHU30/a U
cpa3y IHocje Hero BO3MOXEH JIOXKHOOTPULATEJb-
HbIIl pe3yJbTaT TECTOB B CBSA3U C JleCTPyKLUeH
ctapbix Ed ¢ BeipaxkeHHbIM ledunutom 6 P/AT npu
npoaykuuu Ret ¢ BbicokuM ypoBHeM ['6D/IT. Heo6-
XOJJUMO MMOBTOPHOE MCCJie[J0BaHHEe Yepe3 HeCKOJIb-
KO HeJlesIb MOCJe OCTpPOro 3nu3ofAa. B mode npu
BHYTPUKJ/JIETOYHOM reMoJiu3e OUJUPYOUH OTCYT-
CTBYeT, ypOOUIMHOTeH BapuabeJsieH, onpefeisieTcs
He, remocuaepuH [1,3].

TémHblll ygem Mouu MOXeT 6bITh ¥ 15% manu-
eHTOB C 6oJie3Hbl0 Busbcona-KonoBasnoBa (BBK)
NpyU pa3BUTHU TeMaTOJOMHYECKHUX CHUHJPOMOB,
npex/e Bcero ['A (¢ kpusamu u 6e3). BeaegcrBue
orcyTcTBUsl AT®-a3pl HapyulaeTcss BblJeJieHUE
Meau (Cu) M3 roJIOBHOTO MO3ra B KPOBb, U3 KPOBHU
B JKeJIUb U AaJiee C KaJlOM U3 OpraHu3Ma, pa3BUBa-
eTcd XpoHUYecKasd UHTOKcUMKauuda Cu. OHa Haka-
NJINBAeTCs B Ne4yeHH, cesJe3éHKe, NMOYKax, roJsoB-
HOM MO3Te, pOroBUlie, XpPyCTaJHKe [Jla3a U JAPYTUx
opraHax. [Ipeanosarate 3aboJieBaHUe CleAyeT y
MOJIOZIbIX MAIMEHTOB B BO3pacTe MoJIoKe 35 JieT ¢
OCTPBIMHU U XPOHUYECKUMHU TrelaTUTaMHU U LIUPPO-
30M NeYeHU NIPU OTCYTCTBUU MUHPEKLIMOHHON NpU-
YMHBI 3a60J1€eBaHUS], UMEIOLIUX HEBPOJIOTHYeCKHe
U /WY ICUXUYeCKHe CUMITOMBI, 31IU30/bl F€MOJIU-
3a, Kymb6c-otpunarensnyw I'A, kosbna Kaiizepa-
Qaeiepa Ha paayKHOU 060JI09Ke IJ1a3a, ceMeu-
HbII aHaMHe3. Hapsay c reMaTypurel BbISBAAIOTCSA
aMUHoauuaypusi, runeppochaTypus, runepkalib-
LUYpUs, IJIIOKO3YPUs, YPUKO3YPHUs, TOTePsl Kalus,
JebuuuT OUKapbOHATA, MOYEYHbIH TYOYJASAPHbBIN
auugo3. OCHOBHble AUArHOCTUYECKHE TeCTbl —
1epyJIoNJIa3MHUH CbIBOPOTKH, 00Ilasi U CBOGOAHAsA
Cu-cpIBOpPOTKH, cyTO4YHasA 3Kckpeuus Cu c MOYOH,
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comepxkaHue Cu B TKaHU NedYeHU. Y HeJleueHHbIX
nauueHToB ¢ cuMmnToMmamMu BBK ypoBeHb cyTouHOH
3kckpenuu Cu cocTtasiisieT Bblille 1,6 MKMOJIb/CYT.
nau 100 Mkr/cyT.; corsiacHo Jlednuurckou koauye-
CTBEHHOH 1mKaJie Ay auarHoctuku BBK, KoHIeH-
Tpauusl LepyJoljasMUHa cbIBOPOTKH — <0,1r\s
i <100mr\x [9].

KpacHnasa uau kpacHogsamo-KopuyHesas 0Kpacka
Moy4u nosiBasieTcsl npy ['A y 60JIbHBIX C IPOTE3UPO-
BaHHBIMU KPYIHBIMHU COCYAAMU U KJIalaHaMH CepJ-
11a, 0OCOGEHHO MpHU HEeAOCTATOYHOCTH KJalaHOB
JleBOro cepjua. BciencTBue MHTEHCUBHOTO KpO-
BOTOKA IPHU CUCTOJIE KeJyJouKa BO3HUKAIOT Me-
XaHU4YeCKasl TpaBMaTHU3alus U Pa3pblB MeMOpPAHbI
HCXOJIHO MOJIHOL,eHHBIX EY 60JIbHOTO IIPU CTOJIKHO-
BeHUH Ed, aABUTrarouuxcs ¢ BbICOKOM CKOPOCThIO, €
IJIOTHBIM MJIACTUKOM WJIM MeTaJlJIoM, U3 KOTOPOTO
COCTOUT UCKYCCTBEHHbIH KJanaH cepzua. [lemMosus
¢ ¢parmeHTauueit Eu pasBuBaeTcs nmpuMepHO y
10% 60JIBHBIX C MPOTE3UPOBAHHBIM A0PTAJbHBIM
KJIallaHOM, pexxe — MHUTpa/IbHbIM KJanaHoM. [Ipu
TSKEJIOM 0ObI3BECTBJIEHUU a0PTAJbHOTrO KJalaHa,
y nepeHécuIMXx aopTobeJpeHHOe UIYHTUPOBAHUE,
B NpUHIUIE, NPU JOG0OM NPENsITCTBUU BHYTPHU-
cepAieyHOMY KPOBOTOKY MOXKET COKpaLaTbCsl CPOK
kU3HU E4. TeMIibl pa3pylieHus 3aBUCAT OT CKOPO-
CTH KPOBOTOKa B 06/1aCcTH KJanmaHa. [eMosin3 ycu-
JIUBaeTCs NpU CcoBeplieHUM U3HUYECKOH paboThl,
3MOLIMOHAJIbHBIX [TepeKHUBAHUSX, PE3KOM MOBbILIe-
HUU WJIU CHUXKEHUU apTepUaJbHOrO JaBJEHUS U
MOBBbINIEHUH TeMIepaTypsl Tesa [1,3]. OTMeuatoT-
¢l 6J1eJHOCTb, YTOMJISIEMOCTb, T'OJIOBOKPY>KEHUE,
TUNOTEH3Usl, UKTEPUYHOCTb CKJIEDP U/MUJU KEITY-
Xa; ceJie3eHKa, Kak IIpaBUJIO, He YBeJUYeHa; J1abo-
paTOpPHO — JIeTKOW CTeNeHU aHeMUS, HOpMaJIbHbIU
ypOBEeHb JIEWKOLUTOB U TPOMOOLUTOB; aHU3O0IU-
TO03, NOJUXPOMa3us U MOUKUIONUTO3 E4, mosiBie-
HUe NPU3HAKOB ¢parMeHTanuu E4 — musonuToB
(TpeyrosbHbIX, JIEMOBUHBIX 3pPUTPOLUTOR), MO-
CTOSIHHO TOBBILIEHHbIM CBOGOAHBIN He mia3Mmbl,
noBbiiieHue ypoBHsa JIJAI' (oco6enno JI/II'1), cHU-
»KeHHue cosepkaHusl Hgb, moBelleHne copepxaHue
Rt, B Moue remocuziepuH [3,4]. B nepuoa o6octpe-
HUS MOYa MOXET 6blMmb YEPHO20 UAU KPACHO20 Y8e-
ma 6e3 BblsiBJeHUs E4, npoTenHypus 3a C4ET BHI-
fenenus HB u remocugiepuna. [lo mepe notepu Fe c
MO4Y0U MosABAAITCS NpusHaku Aedunuta Fe, Takue
KaK IMIoxpomMusi, MUKponuTtos E4, cHmxenue LI,
deppuTHHA CBIBOPOTKH, AePUUUT PoneBON KHUC-
soTel [1,3].

lematypusa

[IBeT Mo4H nipu He-ypuu HEOOGXOUMO OTJIUYATh
OT reMaTypuH, Korja Npu MUKPOCKOIIUYECKOM HC-
cJ1eloBaHUY BUAHBI Liesble Eq [1].

C Mmoyoii BbiAensieTcd 2 MJH E4 B CyTKH, 4TO Ipu
¥cCJeJOBaHMU 0CaJika MOYM COCTaBJIIeT B HOpMe
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B noJie 3peHud <3 E4 gud »keHWUH U 1Ey — a4
MY>K4YUH. BCé, 4TO BhIllIE, — 3TO reMaTypUsi: MUKPO-
E4 06HapyXUBalOTCSA TOJbKO NOJ MHKPOCKOIOM,
MaKporemaTtypuss — U3MeHEH IBeT Mouu. B Mo-
yeBOM ocaZike E4 MoryT GbITh MU3MeHEHHbIE (JIU-
méHHble HB, BbIe/I04eHHbIE), Yallle — M0YEeYHOT0
MPOUCXOXKJeHUs (TJioMepysoHePPUT, TyOepKyJIE3
Y Apyrue 3abojieBaHUs NMO4YeEK), U HEM3MeHEHHbIe
(copepxawue Hg) — npu nopak€eHUM MOYEBBIBO-
Jamux nyTed (MoyekaMeHHash 6o0Jie3Hb, IIUCTUT,
YPETPUT) U MUKPOLUPKYIATOPHOM (MeTexXHuaabHO-
CUHSIYKOBOM) THIle KPOBOTOUYMBOCTH. OH XapakTe-
pusyeTcsi JIECKUM MOSIBJIEHUEM MeTeXWd U Mpak-
THYeCKU 6e360JIe3HEHHBIX, Yallle BCEro MeJKHUX
CHHSIYKOB Ha KOXK€ KOHEYHOCTeH W TyJOoBHILIA,
pexxe — B 06J1aCTH LIEU U JIMLA, @ TAKXKe CKJIOHHO-
CThI0 K MEHOPPATHUsIM, HOCOBBIM KPOBOTEUEHUSAM U
reMaTypuu. Bo3MOXHbl KPOBOU3JIUSIHUS B KOHb-
IOHKTUBBI, TJIa3HOe AHO, M0o3T. [eMaToM, remapTpo-
30B U PYTUX NOpPa)KeHUU OMOPHO-JBUTATENbHOIO
anmnapara, Kak ¥ OTCPOYeHHbIX NOcCJeonepanuoH-
HbIX KPOBOTEYEHU !, IPAaKTUUECKU He 6bIBaeT. JaH-
HbI THUI KPOBOTOYMBOCTU XapaKTepeH IMpPeUMy-
LeCTBEHHO /JJisi HapylleHUH TPOMOGOLUTAPHOTO
reMocTasa, 60/e3H4u Bussiebpan/a J1Erkoit u cpej-
Hell TSAXeCTH, NepeJo3UPOBKH aHTUKOATy/ISIHTOB U
WHTHOUTOPOB TPOMOGOLIMTAPHOT0 reMocTasa [3].

OcHOBHbIe PUYHHBI TpoMbonuToneHuu (TLIT),
IPU KOTOPbIX BO3MOXKHO Pa3BUTHE TOW UM UHOU
CTeINeHU TSHKECTU TeMaTypUH, IpeiCTaBJeHbI B Ta-
6aune 1[3,10,11,12].

[lepBuyHast UMMyHHass TPOMGOLUTONEHHS, ay-
TOMMMYHHasi/UdonaTuieckass TpoMboLuTome-
HuYeckas nypnypa (MUTII) nposiByisieTcss CHHAKAMH,
0OUJIBHBIMM MEHCTpPyallusiMH, HOCOBBIMHU KpOBO-
TEeYEeHUSIMU, pexke — TreMaTypued U KesayJ04yHOo-
KULIeYHBbIMU KpoBoTeueHHMsMU. Kak u ana Bcex
apyrux TUII, s Heé xapakTepHbI MOJIOXKUTEJb-
Hble pe3yJbTaTbl NP0O6 Ha JIOMKOCTb MUKPOCOCY-
noB (KoHnuanosckoro-Pymnesnsi-Jleene u np.), ya-
JIMHEHUE BpeMeHU U 00béMa KPOBOTEYEHUS MO
Jbtoky, AliBu U A. C. lllutuxkoBoit [13], Toraa kak
napaMeTpbl CBepPTbIBaHUsI KPOBU OCTAIOTCS HOP-
MaJIbHBIMU, KPOME peTpaKIIMU KPOBSIHOTO CTYCTKa,
KOTOpasi CHWKaeTcs npu 3HauuTeabHoi TUIL. [Tpu
WTII Bo3MOXKHa aHeMHU3alUsd B OCHOBHOM IpH 3Ha-
YUTEJIbHbIX KPOBONOTEPSAX. JlJisi MOCTaHOBKMU JiMa-
rHosa UTIl Heo6X0AUMO UCKIOUYEHHUE BCEX JIPYTHUX
3a6oseBanui, Bei3biBawmux TIII, a nMeHHO AA,
M/IC, sefik030B, renaTo-JiMeHaJbHOI0 CHHAPOMA,
TUTaHTCKUX reMaHruoM, /JIBC-cuHIpOMOB, JHUM-
donposnpepaTUBHBIX 3a60JIeBaHUM, MeTacTa3oOB
paka B KOCTH, ayTOUMMyHHbIX 6o0Jsie3Heill (CKB,
aHTUPOCPONUNUAHBIA CUHAPOM U T. [.), YTO Tpe-
O6yeT TIIATeJbHOTO HCCJIeJ0BaHUs Nepudepule-
CKOM KpOBH, KOCTHOTO MO3ra, a TaKXe NeYeHU U
cese3éHKHU, koTopble npu AUT He yBesiMuUBaIOTCS
B pa3Mepe.
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Ta6muia 1
OcHOBHBIE IPUYUHBI TPOMGOLUTONEHUH
[laTorenetuyeckue . TII
T — PUYMHBI U KJIMHUYECKHE COCTOSIHUSA, BbI3BaBiue T1|

[ToBbIlIEHUE
notpe6JieHus Plt

Cencuc

CenTryeckui oK (6aKkTepueMusi, [pUOKOBBIN CENCUC)

Maunsipust (B 3HAEMHUYHbIX palOHaX)

OcTtpeiit cungpom [JBC — TpaBMa, 00Ty, IOK, MHPEKIUS, TPOMUesOLUTapHas JeHKeMus,
OCJIOKHEHHS 6epeMeHHOCTH

(HELLP-cuHzApoM, sKJIaMIICHs1, 3MG0JIMs OKOJIOTJIOLHBIMU BOIaMH ), reModaronyuTos
Xpouuueckuit [IBC (onyxo.iy, 60Jiblliasi aHeBpHU3Ma aopThl, 60JibllIasi FeMaHTHoMa)
T'unepdubpuHOIN3 (LUPPO3 NEYEHU, METACTA3bl paKa IPOCTaThl/TIUMUHUKOB)
Tpomb6oTHYeCKHe MUKPOLUPKYASATOPHbIE pacCTpoicTBa (TpoMOOLUTONeHUYecKas Mypnypa,
reMOJINTUKO-YPEMUYECKUH CUH/IPOM)

JKcTpaKopIropaJbHOe KPoBooGpalleHHe ¢ 60JbLION 3KCMO3ULMeH TOBEPXHOCTH (reModuib-
TpaLys, 3KCTPAKOPIOpaJIbHOE JIEFOYHOE BCIIOMOraTesIbHOe KpOBOOGpaleHHe)
BHyTpucocyancTble Npucnoco6/eHust (BHYTPHAOpTaabHIA 6alJIOHHAsk KOHTPIy/bCcallus, Uc-
KyCCTBEHHbIe XeJIyA0YKHU cepALa)

o Taxénas serouHasi 3M60/14s1/TpoM603

[loBbINIEHHOE .

paspyienue Plt Hble aHTHTeJIA)

Tsoxénble uHPEKIUU (Cencuc, reMopparuyeckas Juxopazka — Bupyc JleHre, 3uka, nepekpéct-

e JlekapcrBennas TIII, Bk/toyas renapuH-uHAYLMPOBaHHYIO

e AyrtoummynHas TUII (ayToanTuTesa K TPOMGOIUTAM)

e AKTUBHas ¥ NacCUBHasl MOCTTPaHCPYy3MOHHAs MypHypa (TpoMGoLUTapHbIE aJIJIOAHTUTEIA)
e Hpauonatuyeckas TpOMGOLMTONEHHUYECKAs ypIypa

e JlelicTBue pajUaluu

[ToHMXKeHHOE Tpo- ¢ Tokcuyeckoe BO3JeHCTBUE HAa KOCTHBIM MO3T (MHTOKCHUKALIHS, JIeKapCcTBa)
usBoacTBo Plt, mo- o AA, M/IC, netikeMusi

BbIIIEHHAs UX CeK- e Tmxénele nHPekuUU (6aKTepHaIbHbIE TOKCUHBI)

BecTpanus ¢ PakoBasi ”HOUIBTPALMS KOCTHOI'O MO3ra

. XpOHI/I‘{eCKI/Ie 60JIe3HU NeYeHU U XPp. aJIKOI'0JIN3M

° OTCpO'{eHHOG MpUXKKBJIEHUE [10CJIe TepecaJKU KOCTHOI'O MOo3ra

JlekapcTBeHHble ranteHoBbie TLII MOryT GBITH
ob6ycJsioBsieHbl AUuchyHKIMed Plt, cBs3aHHOM ¢ Ha-
PYLIEHUSIMU B UKJIOOKCUTEHA3HOH CUCTEME U BbI-
CcBO6OXZeHHeM rpaHys. K mpemapatam, HHru6upy-
IOLIMM NpoLiecc BbICBOO0kKAeHUs U3 Plt-aronucToB
arperanyy, OTHOCATCS aHTUOUOTHUKMU (aMOULIMWJI-
JIUH, KapOeHULWLINH, 1edal0CIOpPUH, MEeTUIUII-
JIVH, NeHUUW/UIMH G U Jp.), aHTUTHCTAMHUHHbBIE
Cpe/iCcTBa, HECTEPOHUJHBbIE MPOTHBOBOCHAJIUTEIb-
Hble IpenapaTrhbl, JeKCTPaHbl, PeONOJUIJIOKHUH,
deHOoTHA3UHBI (XJOPINPOMA3UH, MPOMETAIUH), TH-
NUPUJAMOJ, TPULUMKINYECKHE AHTUJENPeCcCaHThI
(QMUTPUNTHUIIMH, aMUIIPOMUH U Jp.), BUHKAaJIKO-
Jouael U T. 1. [9,10,11,12]

TpoM6ouuTONaTUM/TPOMOOLMUTONIEHUN BpPOX-
JIEHHOTO TeHe3a XapaKTepU3YITCS NeTeXHuaJbHO-
CHUHSIYKOBBIM TUIIOM KPOBOTOYMBOCTH. B aHaM3ax
KPOBU PEruCTpPUPYETCs B Pa3HOM CTeNmeHU BbIpa-
»KEHHOCTHU CHIDKEHUE YKcIa U u3MeHeHUe Mopdo-
jgoruu Plt. [Ipu atom B koarysorpamme I1B, AYTB,
conepxanve GUOpPUHOreHA He U3MEHEHbl, CoJlep-
»kaHue (QaAKTOPOB CBEPTbIBAHUSA B Ipefesax HOp-
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Mbl; AJIUTEJbHOCTh KPOBOTEYEHUS] — HOpMaJibHasi
WM yBeJndeHHas1. /lMarHo3 ycTaHaBJIMBAaeTCs Ha
OCHOBAaHUU 3JIEKTPOHHOH MUKPOCKONHH TPOMGO-
IIUTOB, KCCJe0oBaHUs arperanuu Plt ¢ pa3MyHbI-
MU UHAYKTOpamu [1,3].

lemaTypusi BbIsiBJIsieTC Npu 6Gojie3Hu Bu-
JiebpaH/Zia, Korja mnpeo6JiafjlaeT MUKPOLUPKYJIS-
TOPHBIA THUI KPOBOTOYMBOCTH — IeTEeXHUaJIbHO-
CUHSYKOBbIE KPOBOU3JIUSIHUA B KOXY, PELUIUBU-
pyloliiMe HOCOBbIE KPOBOTEYEHHUS U MO[4ac BeCbMa
0GUJIbHbIE MEHOPPATruH, BbI3bIBAIOIIME 3HAYUTEIb-
HYH0 aHeMHU3allMl0; HAMHOTO pexXe OTMeYalTcs
KeJIyI0YHO-KHUIIeYHble KPOBOTEUEeHUS, TeMaTypHs,
BHyTpHUUYepenHble KPOBOU3AMSAHUSA. [Ipu ¢dopmax
60JIe3HH, IPOTEKAIOIIHNX C BBIpAaXKeHHBIM CHIXKEeHH -
eM ¢aktopa VIII:C (tuns! I1I, 2A u 2N), yacTo Ha-
6J/ito/laeTcs CMeLIaHHbIH, MHUKPOLUPKYJSTOPHO-
reMaTOMHbIA BapUaHT KPOBOTOYUBOCTU (BbI-
[IeONMCaHHble C KPOBOW3JIUSIHUSMU B CYCTaBBhI,
MBIIIIbI, TOJAKOXHYIO KJIeTYaTKy U 3a6PIOIINHHbIE
reMaTOMBbl), XOTSI 3Ta CUMITOMaTHKa 3HAYUTETbHO
MeHee BbIpaXkeHa, YeM Y 60JIbHbIX reMOoDUITHEN.
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JAna 6Gose3nu BunnebpanHza xapaKTepHBI
3HAYUTeEJbHOE YyAJUHEHHe BpeMeHU KpPOBOTe-
yeHus no AiiBu, bopxrpeBuky, A. C. lluTukoBOH
U [Jip., 3HAUYUTeJbHOEe CHUXKEHUEe PUCTOMUIIUH-
arperayuu Plt (kpome 2B Tuma 60Jsie3HU), CHHU-
’)KeHUe ypoBHsS ¢aktopa Bussnebpanza (WF) B
nJja3Me U cBsizaHHoro ¢ HUM ®B: Ar, 6osee uau
MeHee BbIpaXKeHHOE YMeHbIIEHUEe COJepxKaHUs B
mia3Mme ¢pakrtopa VIII:C. OTcyTcTBHe 3aMeTHOTO
yAJUHEHUsS] BpeMeHH KPOBOTEYeHHs W Hapylie-
HUS pUCTOMULMH-arperauuud Plt, ayTocoMHoe
HacJieZjoBaHUe 3a60/1eBaHUs U BbIIBJIE€HUE €ro B
OZlHOM ceMbe y K1, 060€ro IoJia ¢ npeo6JajaHu-
eM KPOBOTOYHMBOCTHU Yy KEHIUH MMO3BOJISIIOT pas-
JM4aThb 60J1e3Hb Bunnebpanga u sérkywo ¢opmy
reMouINH A, IPU KOTOPOU BCe MepeyrcIeHHbIe
BblIllE CUMIITOMBI OTCYyTCTBYOT [1,3,13].

[Ipro6peTéHHBINH cUHJpPOM Busanebpanja xa-
paKkTepu3yeTcsi BHe3alHbIM MOSIBJIEHUEM CIIOH-
TaHHBIX KPOBOTeYEeHHH Yy 60JbHBIX cTapiie 50
JIET, Y KOTOPBIX He 6bIJI0 MpeJIleCTBYIOUIUX MPU-
3HAKOB 060Js1e3HU BussnebpaHAa U HeT yKaszaHUU
Ha 3To 3aboJsieBaHUe B ceMbe. OGbIYHO aHOMAJIUU
npoTtekatoT 1o | uau Il Tuny 6ose3nu Bunnebpan-
fa. CUHAPOM MOXKeT CONYyTCTBOBaTb aayTOUM-
myHHbIM (CKB, cksiepomepmus u Ap.), MUeJIO- U
auMbonpoardepaTUBHbIM 3a60JI€eBAHUSAM, AUC-
r106YJIMHEMUSAM, COJUAHBIM ONYX0JSIM, TUIOTH-
peouAu3My, aHTMOAUCIIJIa3UH, CY>KEHUIO A0PThI U
Ip. [losiBs1eHUe cUHpOMa MOXeT ObITh pe3yJbTa-
TOM HeJJOCTAaTOYHOCTHU CHUHTEe3a UJIHU 0CBOGOXKIe-
HUS 3HAO0TeJIMaJbHbIMU KaeTKaMU WF, aHoMasb-
HOTro npoTeoJsiM3a 6Geska, abcopouuun WF ony-
X0JIeBbIMU KJEeTKaMH, YCKOPEHHOTro KJupeHca
MyJbTHUMepPOB paKkTopa BbICOKOW MOJIEKYISIPHOU
Maccbl Ha ypOBHE U3MEHEHHbIX CepJeuyHbIX KJa-
MAHOB UJIM CTEHO3UPOBAHHBIX apTePUM UJIHU NPU-
cytcrBusa ayToaHTu WF AT, yawe IgG.

CuHzapoM ucyesaeT nocjae 3¢PeKTUBHOTO Je-
YyeHUsI OCHOBHOTIO 3a60JieBaHUsA (HanpuMep, HOp-
Masau3anuu MyabTuMepoB WF U Mcue3HOBeHHUSA
KPOBOTOYUBOCTH MOCJIe TPOTE3UPOBAHUS KJIamna-
HOB cepaua) [1,3,13].

[emaTypuss MOXKeT OTMeuYaTbCs NPU BPOXK-
JEHHBIX KOary/JoMnaTUsaX, K KOTOPbIM OTHOCATCS

nedunut paxkrtopos VIII, IX, a Takke peakue Ha-
ciaenctBeHHble koaryaonatuu (PHCK) — pedu-
ur 11, VII, X[14].

[eMmoduiua — Hac/aeACcTBEHHOe 3ab60JieBaHUe
CUCTEeMbl reMoOCTa3a, XapaKTepu3ylolieecss CHU-
)KeHHEeM WJU HapylleHueM CHHTe3a GaKTOpOB
cBéprbiBaHus kpoBu VIII uau IX; 6oseroT auua
MY?KCKOT'O I110J1a, IepefarT MaTOJOTUYHBINA TeH
’KeHLUHbl. XapaKTepHbl reMaTOMHBIH THUI KpO-
BOTOYUBOCTH U pa3BUTHE reMapTpo30B. B koary-
JlorpaMMe — HU30JIMpoBaHHoe yaauHeHue AUTB,
cHWXeHUe akTuBHOCTU dakTopa VIII Huxke 50%
W OTCYTCTBUE HapylUleHHUsl CO CTOPOHBI COJep-
kaHuga a"ntureHa VWF, VWF:RCo, myapTrMepoB
dakTopa Bunnebpanga [15].

Temamypus BbIsIBJsIeTCS NPU peKUX HacJel-
ctBeHHbIX KoarysonaTtusix (PHCK) c kpoBoTe-
YeHUsSIMHU /KPOBOU3JIUSIHUIMYH, BO3HUKAIOI[UMHU
CIMIOHTAHHO WJIM BCJEJCTBHUE TPaBMbl: U3 CJIU3U-
CThIX (HOCOBBIE, IeCHEBbIE, JIYHOUKOBbBIE), IKXH-
MO3bI, FeMAaTOMbl MATKUX TKaHel pasUyHOMU J0-
KaJIM3al Uy, KpOBOTEYEHUs BO BpeMs U NOCJIe XU-
pyprudyecKux BMeIllaTeJbCTB, MEHOPPATruu, pexe
— reMapTpo3bl; NPU 3HAUYUTEJbHBIX JePULUTAX
$aKTOpPOB — XU3HEYTPOXKAIOIHEe KPOBOTEYEHHUSI
(kpoBoTeueHusi/kpoBousaussuusa B UHC, B KKT,
B lLIelo/ropJio, 3abpwirMHHas rematoma). Jla6o-
paTopHasi JUAarHOCTHUKA NpeJcTaBJeHa B TabJU-
ue 2 [3,14].

Ilpu makpozemamypuu y O60JbHBIX reModu-
Juei, 6osie3Hbl0 BussebpaHaja NpOTUBONOKA-
3aHbl BBeJIeHHWS AMHUHOKAIIPOHOBOM KUCJOTHI,
IOCKOJIbKY 3TOT aHTUGUOGPUHOJIUTUK BbI3bIBa-
eT MOYeYHYI0 KOJIMKY, @ HHOTZA U aHYPHUIO U3-3a
MaCCUBHOTO CBEPTHIBAHUS KPOBU B MOYEBBIBO/S-
mux nyTax. C 0CTOPOXKHOCTHIO HA3HAYaeTCs Tpa-
HeKcaMoOBasl KUCJ0Ta, TaK KaK MOJABJISIOT JIU3U-
pylolijee felcTBUEe YPOKHHA3bl MOUYHU HA CT'YCTKHU
kpoBu [13,15].

Cpeau mpuoOGpeTEHHBIX KOaryJomaTUH Ipe-
o6siamaroT GOpMbI, XapaKTepHU3ylolHecsd KOM-
MJIEKCHBIMU HapyHIEHUSIMU B pPas3HbIX 3BEHBSX
CHCTEMbI TeMOCTa3a v CONPsKEHHBIM 1ePUIIUTOM
HeCKOJIbKUX GaKTOPOB CBEpPThIBaHUs KpoBU. Ts-
»KEJIble MopaKeHUsl MapeHXUMbl IedeHHU (oCTpble

Tabnuia 2
CKpUHUHIOBBIE KOAryJj0J0ru4yecKkue Tectsl Ad AuarHoctuku PHCK
[lapameTpbI KOArys10rpaMMbl Jedunur FII Jedunut FVII Jedunut FX
A4YTB yBeJIMueHue HOpMa yBeJIM4eHue
1B yBeJMYeHHe yBeJIMueHne yBeJHYeHne
TB HOpMa HOpMa HOpMa
YpoBeHb pubpUHOTreHaA HOpMa HOpMa HOpMa
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auctpoduu, 3aTsKHble GopMbl MHPEKIIMOHHBIX
renaTUTOB, OCOOEHHO X JKeJTYIIHble BapHaH-
ThI, IUPPO3bl NMEYEHU U [JP.) COMPOBONKIATCS
HapylleHWeM CUHTe3a B 3TOM opraHe $paKTOpOB
cBepTbIBaHUSA KpoBU. O HaKO NpU 3TUX 3aboJie-
BaHUSAX HabJIIOAAETCs Jelpeccuss He TOJbKO BHU-
TaMuH K-3aBucumbix ¢aktopos VII, X, IX u II, HO
Y He 3aBUcsALlero or ButamMmuHa K akropa V, yuét
JAUHaMHUKH KOTOpPOro obGJsierdyaeT pa3rpaHuyeHue
MeYyéHOUYHbIX U BHeNe4éHO4YHbIX $opM remoppa-
rudyeckoro cuagpoma [1,3].

IlopasceHue novek sIBJASIETCS BaXXHbIM KJUHU-
YeCKHM CHHJPOMOM NIpPU TPOMOGOTHUUYECKUX MHU-
KPOAHTUOMATHUAX KaK TeHETUUYECKHU 06YCJIOBJIEH-
HBIX, TAK U BTOPUYHBIX (MHPEKIMOHHbBIX, UMMYH-
HBIX, IapaHeoljacTuyeckux) [16,17].

Tpombomuueckass  mpomboyumoneHu4eckas
nypnypa (TTIl) — Tsixxénoe 3a6ojeBaHUe, IPUBO-
Jslee MpU HEMPaBUJbHOM U HECBOEBPEMEHHOM
JedeHUU B 80% ciydaeB K JileTaJbHOMY UCXOAY.
YeM TsKesiee HayaJlo 3TOW OOJIE3HU, TEM XYKe
nporHo3. Plt cHmxkarorca go 10-40 x10°/x1, yto
NPUBOAUT K OoIM604YHOU fuarHoctuke UTII, ox-
HaKO JIMXOPaJlOUHbIH 1e610T, ICuxHUyeckas 3aTop-
MOXeHHOCTb, ['A, ocTpasi moyeyHass HEJOCTATOU-
HocTb (OIIH), noTeps anneTuTa, TOWHOTA, PBOTA,
60J1b B )KUBOTE UJIW IPYAHOU KJIETKe, HApylLIeHUs
3peHUA N03BONAKT UCKAYUTD UTII.

B pasBépuyTto#t kaptune TTII nposiBasiercsa THII
nompeb.seHuss 1a60paTOPHbIMU KPUTEPUSIMHU IIO-
packeHus novek (6es10K, Eu u yuaundpsl 6 moue) ¢
oauzypuell uau He-ypueil (B TSXKENBIX Cydassx — C
OIIH), ocTpo#t HeuMMyHHOU ['A C pEeTUKY/IOLIUTO30M
Y MOBBILIEHHBIM COZlep>)KaHUEM B KPOBU pparmeH-
THpoBaHHbIX E4, cBo6ogHOTO HB M GUIHMpPYyOGHUHA.
B KOCTHOM Mo03re — pa3jpa)keHue 3pUTPOUJHOTO
M MerakapuoLMTApHOrO0 POCTKOB. XapaKTepHbIN
npusHak ujuomnatuueckol TTII — BbIcOKOe co-
JlepKaHue B [J1a3Me KPOBU OOJIbIIMX MyJIbTUMEPOB
dakTopa Bussiebpanja v CHUXKEHHOE COJlepKaHue
B Hell pepmenTa ADAMTS-13 [1,3,17].

THII nompe6aeHus u He-ypus UMeWT MeCTO
IpU FeMOJIUTUKO-YpeMHUueckoM cuHapome (I'YC),
KOTOpPbIi B OCHOBHOM BO3HHUKaeT y AeTel OT Ime-
puojia HOBOPOXKJEHHOCTHU A0 5-6 JIeT, U O4YeHb
peAiko — y MOAPOCTKOB M B3poCJbIX. 3a6oseBa-
HUe 4acTo AebroTupyeT JUM60 C OCTPOU NHEBMO-
HUH, IU6O C TeMOpparuieckoro racCTpo3HTepuUTa
6aKTepUaJbHOrO UJMU BUPYCHOTO reHe3a. Cpeau
NPUYUHHBIX (GAKTOPOB JOMUHHUPYIOT IOJBU/BI
KJ1e6CHeIbl, LUUTeJJbl, KUIIeYHOH Mal04KH, 3H-
TEepOBUPYCHI; B HacTosllee BpeMd natorenes ['YC
cBsI3bIBaeTcCs ¢ 3pdeKkTaMU LIUTONOJ06HBIX TOK-
CHHOB, BbI3bIBAIOIIUX CUCTEMHOE NIOPaXKEHHE 3H-
JlOTeJIUsl MUKPOCOCYZOB, THIeparperaguoHHbIN
CUHApPOM C 6J0KaJ 0 MUKPOLUPKYJISALUU B Op-
raHax, pasBUTHEM IOJHUOPraHHON HeA0CTaTOY-
HocTu ([TOH) c BHyTpHCOCYAUCTBIM reMOJU30M
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u THII noTpebieHus. U3 opraHoB B HAaUOOJIbILEH
CTeNeHU CTPaaloT NOYKK U KUIIEeYHUK [16].

BrizBanHble kopoHaBupycoMm SARS-CoV artu-
nuyHblY ['YC u TTIl — rpynna 3a6osieBaHUM pas-
JIMYHOTO NaTOTeHe3a CO CXOAHbIMU KJIUHUYECKU-
MU NPOSIBJIEHUSIMU B BHUJlE MOpPAXKEHUSI COCYZO0B
MHUKPOIUPKYJSITOPHOTO pycJa, HEUMMyHHOU
MukpoaHruonatudeckoil I'A, THII noTtpebsenus
¥ MLUIeMHUYeCcKoro noBpexJeHUss opraHoB. OT-
CyTCTBHE HWJMU HU3Kasd akTuBHOCcTb ADAMTS13
— MNpHUYHHa noTpebyeHus Plt B o6pasyromuxcs
MHUKpPOTpPOMOGax, BbI3bIBAIOIUX OOCTPYKIUIO ap-
TEepUOJ U KalUJIJSApPOB, BHYTPUCOCYLUCTBIN Me-
XaHUYeCKUH reMoJIu3 M KJIMHUYEeCKHEe MpPOosiBJie-
Hus TTIl (MUKpoTpoM6O3bI B cepjlie, MOJKeNy-
JIOYHOH ’KeJsie3e, mo4YKax, Mmo3re); npu al'yYC vaie
nopakarwTcs MOYKU. B Ma3kax KpoBU — GoJiblIOE
KOJIMYECTBO IIHUCTOLUTOB, 00pa3ymUIUXCcs B pe-
3yJibTaTe MeXaHU4YecKoro remoJsiu3sa [17,18].

Bropuunble ¢popmel TTII HabsoAaTCA NpuU
ayTOMMMYHHBIX 3a6osieBaHusx (CKB, 6oJie3HH
BexuyeTa U Jp. Npu nepBUYHOM aHTUocdo.su-
NUJHOM CUHJAPOME), TPAHCIJIAHTALUU KOCTHOTO
MoO3ra WJHU opraHoB. [Ipu 3710KaueCTBEHHBIX HO-
B0O0OOpa3oBaHUX, JelKo3ax, juMdonpoaudepa-
TUBHBIX 3a60JieBaHUSAX, B IpoOIlecce UX XUMHO-
Tepanuy, NPU JeYeHUU LUKJIOCHOPUHOM MOTYT
BO3HUKATb CUHJAPOMBI, npoTekawiue, kak TTII
uau I'YC. Ux 4acTo omMGOYHO TPAKTYIOT Kak
o6b1uHbIH /IBC-cunapowM (Tabu. 3) [17,18].

Temamypusi MOXeT ObITb NpPOSIBJIEHUEM CHUH-
JpoMa JAUCCEMUHUPOBAHHOTO BHYTPUCOCYAU-
ctoro cBepThiBaHus (JBC-cunapoma). [1aBHBIN
NpUHUUN pacno3HaBaHusa JBC-cuHapoma — cu-
TyallUOHHasl JWAarHoCTHKa, Urpaloljas penar-
LYyI0 pOJIb B €ro BBbISIBJIEHUHU U, YTO OCOOEHHO
Ba)KHO, paHHell Tepanuu. CouyeTaHue 6J0Ka/ bl
MUKPOLUPKYyALUU B opraHax ¢ [IOH u ray6o-
KOU THUIOKOaryJasiiueil KpPOBU C TMOJUTOMHOU
KPOBOTOUYUBOCTbIO XapaKTEpPHO TOJbKO JJs
JABC-cuHJpOoMa NMpU IOKOBBIX U TEPMHUHAJbHBIX
COCTOSIHUSIX, CeNCHCe U O0XOorax, OCTpOM BHY-
TPUCOCYJUCTOM TeMoJu3e, IpU psage GopM aKy-
LIepCKOH MaToJIOTUH, NPU abopTaxX, MaCCUBHBIX
reMoTpaHcdysusax, MNOPOMUENOLUTAPHOM JieH-
Ko3e, yKycax 3Mell. BaxkHeliline yslabopaTopHble
xapaktepuctuku [JBC-cungpoma ciaeaywigue:
dparMeHTUpPOBaHHbIEe 3PUTPOLUTHI (WIHU30LHU-
Thl, LUUCTOLUTHI) B MasKaXx KPOBU B COYETAHUU
C NOBBbIIIEHUEM COJepKaHUsl B IJla3Me CBOGOJ-
Horo He; mporpeccupywuiasa TIII motpebieHus
NpHU OJHOBPEMEHHOM IOBbIIIEHHOM COJIEP>KaHUHU
arperaToB Plt B qupkysupymoueid KpoBy; nepcu-
CTUpYyOIas TPOMOHUHEMHUS], MApKepaMHu KOTOPOU
SIBJISIIOTCSl MOBBIIIEHHOE COJep)KaHUe B IJlazMe
60JbHBIX GUOPUH-MOHOMEPDBI, PACTBOPEHHBIN
¢éubpun (PP®) uam GuOGpUH-MOHOMEpPHBbIE KOM-
miekcbl (POMK), I-numep u ap. [1,3].
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Tab6nuia 3

H3MeHeHMs MapaMeTpPOB reMocTa3sa py pa3/IMdHbIX 3a60/IeBaHUAX U CUHApoMax [17]

[TapameTpsl JABC rvc TTIL

Tpom603bI MHUKPOTPOMOO3EI MHKPOTPOMOO3bI, BEHO3HBIE | MUKPOTPOMOO3bI, BEHO3HBIE
/ apTepuaibHbIe TPOMOO3EI | / apTepHanbHbIe TPOMOO3BI

TpoM60LUThI U ! W

D-pumep T — —

A4YTB T

1B T

AHTUTpPOMOUH 1l — —

A®C-aHTHTEN A Her Her Her

AKTHBAIYS KOMILJIEMEHTaA Her +++ Her

MynbTHMeps! pakTopa Busne6panzga Her -+ +++

[In30uuTHI Her +++ +++

ADAMTS13, % >10 >10 <10

IIpumeyanme: /IBC — nucceMUHUPOBAHHOE BHYTPUCOCYAUCTOE cBepThIBaHUE; ['YC — reMosiuTHKO-ypeMudeckuil cuagpom; TTIT —
TpoMOOTHYECKast TpOMboLUTONeHHYecKas nypnypa; AYTB — akTHUBUpOBaHHOEe YaCTUYHOE TPOMOOIJIAaCTUHOBOE BpeMst; [IB — mpo-

TpoMbuHoBoe BpeMsi; PI'H — pubpuHoreH; AT — aHTUTPOMOUH.

CepnioBH/AHO-KJIETOYHAas 60J1€3Hb — TpyIIa co-
CTOSIHUH, 00yC/I0BJIEHHBIX HaIM4YHUeM clenuduie-
CKUX MyTallM{ B 6€Ta-rJI00MHOBOM T'eHe, TPUBO/sI-
IIMX K U3MEHEHUI0 PU3UKO- XMMHUYECKUX CBOUCTB
HB (mosumepusauusi B Jeokcu-popme, Hapylle-
HUe cpojicTBa K kuciaopoay). K CKb oTHocuTcs
CeproBU/IHO-KJIETOYHAasA aHeMUS (TOMO3UTOTHOCTh
1o aHoMaJibHOMYy remorio6uny S (HbSS; pesyinb-
TaT 3aMeHbI B 6 TO3UL UM 6eTa-r/I06MHa BaJIMHA Ha
ritotaMuH). [lo fanueiM BO3, B Mupe CKbB 6osetoT
>4 MUJIJIMOHOB 4YeJsioBek [19].

T'emamypusi — 4yactoe ocaoxHeHue npu CKB, ko-
TOpOe pa3BUBAETCs B pe3yJbTaTe MOoJUMepU3aL U
HbS u cepnoBUAHOCTH 3PUTPOLUTOB B MO3TOBOM
cJ10e novyek. B 60/IbLIMHCTBE C/IydyaeB KPOBONOTEPS
MPOUCXOJUT U3 JIEBOU MOYKH, KpallHE peJiKO BOBJIE-
KaeTcsl GuJlaTepasibHasl Moyka. [leMaTypus MoxeT
nosABUThCA Uy HocuTesield HbS (HbAS).

I[Ipomeunypus, KoTOpass MOXeT HpPOrpeccupo-
BaTb B HeppPOTHYECKUH CHHJPOM, — HauboJee
yacTtass MaHUecTalus MOpaKeHUs KJIyOO4YKOB y
napueHToB CKDB. [Ipeguktopamu passutusa XIIH y
40% nauuenTtoB CKB (HbSS) saBastoTcsa apTepuanb-
Hasl TUIEpPTEeH3Usl, NpomeuHypus, eospacmarowas
msiscecms aHemuu u 2emamypust. Jluaraos «CKB»
yCTAHABJMBAETCs HAa OCHOBAHWHU KJHUHHUYECKUX
MpOsIBJIEHUN U JlaHHBIX J1abopaTopHOro obcJiefo-
BaHMUS, MO3BOJIAIOIIUX BBIIBUTb aHOMaJbHbIA He
Y /WY 0JIOMKHY IVIOGMHOBBIX T'€HOB. B fuarsocTtu-
Ke BaXKHbI FHIIOKCHYecKas Npoba Ha o6GHapyKeHue
CEpPNOBU/AHBIX 3PUTPOLUTOB, 3JNeKTpodope3 Hs,
M303JIeKTPOPOKYyCUPOBKA He, KalUJLJISIPHbIN 3J1eK-
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Tpodope3 Hs, BbicOKO3pdEeKTUBHAS KUAKOCTHAS
xpomaTtorpadus; JHK-ucciegoBaHue riio6MHOBBIX
reHos [19].

Mukpo- uiyd MakporeMaTypus Npu NopaKeHUuu
novyek uMmeet Mecto y 20-80% naunueHToB c IgA
(reMopparu4yeckuM BacKyJUTOM (aHApUIAKTOU]-
Houl mypnype lllenneiina-I'eHoxa)), MIKUpPOKO pac-
MPOCTPaHEHHBIM UMMYHOKOMILJIEKCHBIM 3260J1€Ba-
HHEM, B OCHOBE KOTOPOTO JIEXXUT MHOXXeCTBEHHOE
o4yaroBoe TPOMOGHPOBaHUE COCYZ0B B oyarax rume-
p3pruyecKkoro BOCHaJieHHUs] C pa3BUTHEM BTOPHUY-
HbIX reMoOpparuil B cocyJax KOXXH U BHYTPEHHUX
opraHoB. Yaile BcTpeyaeTcs B JJeTCKOM BO3pacTe
(mo 14 neT) 1 perucTpupyeTcsl € 4acTOTOou 23-25
Ha 100 000; nmposiBssieTCA reMOpparudyecKMMHU Bhl-
ChIIAHUSAMHU, BO3HUKAWOUIMMU OCTPO MOC/e Imepe-
HECEHHOrO MPOCTYAHOro 3a6oseBaHUsA (OGBIYHO
MOCJIe aHTUHbBI) U CONPOBOXK/AIOIUMHUCS JIUXOPAJ-
KOM, BbIpaKEHHBIMU apTPaJTrusiMu, GOJISIMU B XKU-
BOTe U KPOBSIHUCTBIM CTyJIOM. B koarysnorpamme
runepGUOpPUHOreHeMUsI Y1 HapacTaHue B IJla3Me
6eJIKOB OCTpoM ¢asbl BocnajieHUs BBISBASAIOTCS B
nepuo/ibl 060cTpeHus 6ose3Hu [1,3,20].

B 061IMpHYO rPyNIy COCYAUCTBIX OMyXoJieH (re-
MaHTMOM) BXOJAT GOpPMBI, Jarolide noj4yac BecbMa
TSDKEJIbIE JIOKAJIbHble KPOBOTeUeHUs, CBSI3aHHbIE C
WCTOHYEHUEM CTEHOK aHTMOM UJIM UX BTOPUYHBIM
BOCIlaJIeHWEeM M U3bs3BJeHUeM. KpoBoTouauiue
AHTUOMBI MOTYT JIOKAJIU30BbIBATbCS B KOXe, HO
yaimge — Ha CJAU3UCTBIX 060JI0YKaX KeJayAKa, Kd-
[IeYHUKA, MOYEBBIBOJSAIIUX MyTeH U MOJOBBIX Op-
raHax y >keHuiuH. O6Inye HapylleHUs remMocTasa
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y TaKuX OOJIbHbBIX, KaK MPaBUJIO, HE BBISBJSIOTCS.
JluarHoCcTHUKa OCHOBBIBAETCS HA BbISIBJIEHUU aHTH-
OMbBI C ITOMOIbI0 COBPEMEHHBIX 3HJ0CKONTUYECKUX
METOJMK, a IPHU aHrMoMaTo3e BHYTPEHHHUX Opra-
HOB — peHTreHoJsiornvyecky, ¢ nomouipo KT, MPT
u Y3U. KpoBoTeyeHHUs ObIBAIOT OYE€Hb OOUIbHBIMH,
IJIOXO NOJ/JAI0TCS OCTAHOBKE, TPeOYIOT HeMe IJIeH-
HOTO yZaJIeHUs] KpOBOTOYAlllel aHI'MOMBI, eé ucce-
YyeHUs B Ipejesiax HopMaabHOH TKaHu [1,3,20].

[Ipn TpoM6boduIMAX pa3JUYHOTO reHesa B Ha-
CTosllee BpeMs LIMPOKO UCHOJIb3YIOTCA aHTUKOA-
T'YJISIHTBI.

Temamypusi Ha $oHe NpHUEMa AHTHUKOATYJISIH-
TOB HemnpsMoro jnedctBus (AHJ], aHTaroHucToB
BUTaMuHa K) MoxeT ObITh JIMO0O MPOSIBJEHUEM HUX
nepeso3MpPOBKU IPU HEJOCTATOUHOM KOHTpOJIE 32
JUHAMHUKOW MOKa3aHUW MPOTPOMOUHOBOrO TECTa,
Ju60 B C/ydyae Ha3HAYeHUs MPU HAJUYUU MPOTH-
BONOKa3aHUMU K UX NpuMeHeHU10. 0THOBpeMEHHbBIN
NMpUEM JIEKapCTBEHHBIX INpenapaToB, TaKHUX Kak
aMHOJlapoH (KopAapoH), aHaboJIM4YeCKHUE FTOPMOHBI,
UUMETHU/UH, KJ0PubpaT, IpUTPOMULH, METPOHHU-
Jla30J, M30HUA3U, PpeHUs6yTa30H, MUPOKCUKAM,
NpONpPaHoI0J, HUNPOGIOKCAMH, XWUHHUJWH, Ta-
MOKCHUGEH, TeTPALMKJINHbI, aCTUPUH, IOBOCTATHH,
odJIOKCAlMH, UHAOMETALUUH U ApP., MOXET YCUJIH-
BaTh UX AeHcTBue [1,3].

[Ipu mosiHOLLEEHHOM J1a6OpPaTOPHOM KOHTpPOJIE U
nogaepxxanuu MHO B cTaHiapTU3UPOBAaHHOM NPO-
TPOMOGUHOBOM TecCTe B MNpejesax He Bblie 3,0-3,5
(a y Jroed MpeKJOHHOTO BO3pacTa — He BbllIe
2,0), remopparudeckue OCJ0XKHEHUsI KpaliHe pej-
KA U MUHUMaJIbHbI, OCPAaHUYMBAIOTCSA JULIb B OT-
JleJIbHBIX Cy4YasxX MeTeXusiMu, CHHIYKaMH1, MUKPO-
reMaTypuei. bosiblie reMopparvy, B TOM 4YHCJIe
MaKporemMaTypusi ¢ MoYe4yHOU KOJMKOW W WHOTIA
C aHypuel, CONMPOBOX/[AIOTCSI Pa3BUTHUEM OCTPOU
MOCTreMOPpPAruiecKod aHeMHUW U HeCTAOUJIbHOU
reMOoJMHAMHUKOM (KOJIJIAaTOUAHbIE PeaKLUH, 10K);
BbISIBJIsIETCS pe3koe yaauHeHue [IB (MHO>5,0-
10,0) 1 mokazanui AIITB, a Takke KoaryJsiuoH-
HOU MpO6HI € A10M T'top3bl. OTCYyTCTBHE 3HAYUTE b-
HOTO CHHKEHHS COZiep>KaHUs aJibOYMHUHA B IJla3Me
u ¢pakTopa V npu HOpMaJIbHbIX UJIM MaJjlo U3MEHEH-
HbIx napameTpax AJIT u ACT, a Takxe 3HaUHUTEJb-
HbIX MU3MeHeHWU nedyeHU Ha Y3U mosBosseT wuc-
KJIIOUUTb BeJAYIyI0 PoJib MeYeHOYHOH MaTOoJO0THU
B reHe3e BbISIBJEHHbIX HapylUIeHUH CBepThIBaeMo-
cTHu KpoBH [1,3].

Temamypusi MoXeT HabJI0JaTbC MPU HUCIOJb-
30BaHHUU MNepopaibHbIX AaHTHUKOATYJSHTOB, K KO-
TOPbIM OTHOCSITCS MPSAMOU UHTUOUTOP TPOMOHHA
JaburaTpaH, MHTHO6UTOPHI pakTopa Xa puBapoKca-
6aH, anukcabaH. [Ipy uX Ha3HaYeHUH HEO0OXOAHUMO
YYUTBbIBaTb (PaKTOpPbl TreMOpparhuyeckoro pHUCKa,
TaKUue KaK apTepuasibHasi TUIEePTEH3Usl, XPOHH-
yeckas 6oJie3Hb novyek ¢ CK® <60ma/mMuu/1,73,
TPOMOOIIMUTOINEHUS], CaxapHbIA [AUAOET, MpUeM
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alneTU/ACATULUI0BON KUCA0Thl A0 140 Mr/cyTky,
MeXJIEKapCTBeHHbIE B3aUMOJIEHCTBUS, YaCThle
nazieHus (>2-xB rox), npueMm HIIBC, 3a6os1eBaHusA
NeyeHH, aHeMHUsl, IIJIOXOM aHTHUKOAryJAsiHTHbIN KOH-
TPOJIb, 3JIOYNOTpeGJIeHHe aJKOroJeM; Y OHKOJIO-
THYEeCKUX GOJIbHBIX — TPOMOGOILMTOIEHHS, pacnas
0MnyxoJiy (mporpeccupoBaHue), HeGPOTOKCUYHOCTh
npenapatos, OHMK B anamHese [21].

[logcuuTaHo, 4To Hanuyve 1 dakTopa pucka
CBSI3aHO C €XeroJHOM 4acTOTOW MacCHUBHBIX KpO-
BoTeyeHU B 1,6%, a 2 wiu 6osiee pakTopa pucka
YBEJUYMBAIOT 3TOT PUCK 10 6,5%. BaXkHO NOMHUTB,
YTO MPU KPOBOTEYEHHUH, B YACTHOCTU CO CTOPOHBI
MOYEeBBIBOJALIMX NyTeH, Bcerja cjaefyeT YYWUTHI-
BaTb BEPOSITHOCTb GECCUMMITOMHOM NMaTOJIOTUMU B
yKa3aHHbIX opraHax. Pe3ysbTaTbl Hccaef0BaHUUN
nokasaJy, 4to *10% KpoBOTeYeHUH Yy NMALUEHTOB,
NpUHUMAKIUX BapdapuH, CBA3aHbI C TOPAXKEHHUSI -
MH, O HAJINUMHU KOTOPBIX paHee He OBLIO MOA03pe-
HUH [21, 22].

IIporennypus

BrisiBJIeHHe Y MaljMeHTa NPOTEUHYPUH TpebyeT
WCKJIIDUEHUSl B IepBYI0 ouyepejb MapalpoTerHe-
MHYecKoro remo6sacrosa. B yacTHocTH, npu Mue-
JIOMHOH 60JIe3HU NMPOTEUHYPUS SABJSIETCS COCTAB-
Holt CRAB — cuH/ipoMa, CBSI3aHHOTO C MJIa3MOKJIe-
ToYyHOU mposudepanueit (C — runepkajbiiueMus
(> 11,5 mr/aa [> 2,65 mMoab/ia]), R — nodeyHas
HeJ0CTaTOYHOCTb (KJUpeHC KpeaTUHHUHA <40 M/
MUH, KpeaTUHUH > 2 Mr/an [> 177 MmkMmoub/j]),
A — anemus (Hb < 100 r/n unu Ha 20 r/n HUXKe
HopMaJsibHOTO ypoBHs Hb), B — nmopakeHue Koctei
(opuH WM 6GoJiee OCTEOJMTHUYECKUHM oO4Yar, BbISIB-
JIEHHbI NpU peHTreHorpaduy, KOMIBIOTEPHOH
ToMOrpaduy WJIU NO3UTPOHHO-IMUCCUOHHOU TO-
Morpaduu)). /lnarHos NOATBEPKAAeT OAUH HJIU
6oJiee MpU3HAKOB cuMnToMokoMILiekca CRAB wiu
OJVH WX 60Jiee IPU3HAKOB ONMYyX0JE€BOW aKTHB-
HoCTH: >60% mu1a3sMaTU4eCKUX KJIEeTOK B KOCTHOM
MO3re, COOTHOIIEHHEe BOBJIEYEHHbIX/HEBOBJIEUEH-
HbIX CBOOOJAHBIX JIETKUX Ilellell UMMYHOIJIOOYJIU-
HOB cbiBopoTKH (CJI1)>100; >1 oyara mopakeHus
(He MmeHee 5 MM), o pesyabratam MPT [22]. Knu-
HMKa MUEJOMHON HeppomaTUU CKJIaJbIBAeTCs U3
YHOOPHOUW NPOTEHMHYPHUH, TMOBbIIeHHOW pH Moum
6e3 KJacCUYeCKUX IPU3HAKOB HeGpPOTHYECKOTO
cuHApoMa (OTEKOB, TMIIONPOTEMHEMUH, TUIEPXO-
JleCTepUHEMUH, TUIIEPTOHUY, peTUHONATHH ). [J1aB-
HYI0 poJib UrpaeT 6esiok beHc-/[»kOHca, aKTHBHO
peabcop6upyeMblil U3 NEPBUYHON MOYH, MOBPEXK-
JAlIIHUN KaHa/JbIMEBBIA 3MHUTEJHUH U BBI3LIBAlO-
MU BOoCXOo s HePPOCKIEPO3.

I[Ipomeunypus BbisiBAsieTca npu AL — amu-
Jionji03e, KoTopblk B 15-20% coveTaercs ¢ MM, B
OCTaJ/IbHBIX CIy4Yasix 3TO — CaMOCTOsTeIbHOE 3a60-
JneBaHue. MeeT MecTo HepPOTHYECKUN CHUHAPOM
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(58%), cepaeynas HemocTaTOYHOCTh (71%), remna-
ToMerasius U xojaecra3 (16%), fuapes, HOJUHEN-
ponatus (26%). /loka3aTeJqbCTBO HAJU4YUS aMU-
JIOW/a NOoJy4aloT NIPU 6GUONICUU OPraHOB/TKaHeH, B
NepBY0 oYepe b JOCTYIHBIX (OAKOXHO->KUPOBOU
KJIeTYaTKU >»KUBOTa, 12-mepCTHOM WA NPSIMOU
KHUIIKH, CIIOHHOM >KeJsie3bl, TPeNaHOOUOINCUU KOCT-
HOTO MO3Tra C OKpacKo¥ Ha aMuyioun) [24].
IIpomeunypus Habmogaetcsas y 90% 60JIbHBIX C
peJIKMM HacJe/[CTBEHHBIM CHH/IpOMOM MMepcayHa-
[pecbeka, NpOABAAKILUMCA  Merajo6JacTHOU
aHeMHeW C HOpMaJIbHOU M CyOGHOpPMaJIbHOH KeJy-
JIOYHOU ceKpeLUel, HOpMaJbHbIM COJlep>KaHUEM
B JKeJlyIKe BHYTpeHHero ¢akTopa, HapyLUleHHueM
KHIIEYHOTO BCAaChbIBaHHUsI BUTaMHHa B, 6e3 Hapy-
LIEHHST BCACBIBAHUS PYTUX BeleCTB. XapaKTepPHBI
MopakeHre KpOBETBOPHOU TKaHH, MUIleBAPUTEJb-
HOU U HEPBHOU CUCTEM, IOBbIILIEHHAsA BOCIPUUMYH-
BOCTb K UHeknusaM. Kinuuyeckue — 6J1€JHOCTb
KOXKHBIX ITIOKPOBOB U CJM3UCTBIX, CYOUKTepUY-
HOCTb, aQTO3HBIH CTOMATHUT, [VIOCCUT, TeNaTOCILIe-
HOMeraJjus, QYHUKYJApPHBIA MHeJs03 (ofocTpas
KOMOWHUpOBaHHAas JlereHepanusi CIMHHOTO MO3Ta
C MOpa)keHHWeM 3aJHUX U OOKOBBIX KaHATHUKOB C

pa3BUTHEM MApeCTe3UH, aTaKCUU, runopediek-
CUH, BblaJileHHeM 4YBCTBUTEJbHOCTHU), MCUXUYE-
CKUe HapylleHUs U rauiloluHanuu. bes nedenus
y MaleHTOB HAOJ/I0JA0TCS IEPUO/bI CHOHTAHHOHN
KJMHUYECKOW PEMHCCHUH, CMEHSIOUIMECs penuu-
BaMH, IPOTEUHYPHUS coXxpaHseTca [25].

BeiBOABI

HUTak, uccienoBaHue 0611ero aHajau3a MO4H 1o-
3BOJISIET OLEHUTb He TOJIbKO QYHKIMIO NOYEeK, HO
M 3amnoJ03puTh HaJuyue 3ab60JiIeBaHUU CHCTEMBI
KpoBU. ['paMoTHass HWHTepnpeTanus H3MeHEeHUs
LBeTa MOYH, 3PUTPOLUTYpPUH, TeMOIJIOOUHYPUH,
MPOTEUHYPUHU B COOTBETCTBHUMU C aHAJU3OM KpO-
BU U KJIMHHWYECKON KapTUHOW N03BOJIeT yKa3aTbhb
BEpHOe HallpaBJieHHe JaJbHeNIero JuarHocTuye-
CKOTO MOMCKA, @ 3HaYUT, CBOEBPEMEHHO Ha3HAYUTh
aJleKBaTHYIO TepalHuIo.

®duHaHcupoBaHue. HccienoBaHMe He HMeJO
CIIOHCOPCKOM MO eP>KKU.
KOHPAUKT nHTepecos. ABTOpHI 3asIBJIAIOT 006 OT-

CYTCTBUU KOHGJIMKTA UHTEPECOB.
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