[emMopparnyeckue
3aboneBaHuAa y aeTeu

[ybpaBa Ha bepery
pekn Knasbmbl
(KO>xcKkun panoH,
Aep. MMywuubl).




Tunbl KPOBOTOYMBOCTH

BackynuTtHo-nypnypHbIW TUMN — reMopparnyecknim BaCcKymnur,
[emaToOMHbLIN — remounun,

«CMHAYKOBBINY NN NAPEHXUMATO3HbIN, KanunapHbIA TUN —
TpombounToneHnn, TpomoboLmMTonaTmn,

CMellaHHbIn (reMaTOMHO- NapeHXnmMaTo3HbIN) — bonesHb Bunnebpanaa,
MwukpoaHrmomaTto3Hbln — bone3Hb PaHato- Ocrnepa,



BackynuTtHO-NypnypHbLIN TUM KPOBOTOYUBOCTU
pa3BMBaETCA 3a CYET NOBpPEeXAeHUS
MasieHbKMX COCYa0B BCeaCTBNE NMMYHHbIX,
annepruvyecknx, NHPEKUMOHHbIX 1IN
TOKCUYeCcKknn Bo3aenctesum. KpoBonsnuaHug
pPacrnonoXeHbl CUMMETPUYHO, Yalle BCEro Ha
KOHEYHOCTHAX B 00racTu KpyrnHbIX CyCTaBOB.
BakHO: BO3MOXHbI BHYTPUOPIOLLHbIE
NHTEHCUBHbIE KPOBOTEYEHUS,
conpoBoXAdaroLLlmecs pBOTON, BOSMOXHO
nosiBfieHne KpoBn B MOYE. JTO COCTOAHME
KpanHe onacHo 1 TpebyeT HeMearieHHON
MOMOLLIN.

BackynutHo-nypnypHbIn TN Habntogaetcs
npu 6onesHun weHNsanH-IeHoxa,
NHAEKLMOHHBIX 1 UMMYHHbIX BacKyrnuTtax.



I emopparnyecKkuu BaCKYJIUT

. FeMopparﬁquKHﬁ BACKYJIUT (CHHOHUMBI. mypitypa llI¢uneiina
— I'enoxa, 0omne3nsb IlIénneiina — I eHOoXa, peBMaTuuecKasl
nypIrypa, ajJjaepruieckas mypnypa) — HauOoJiee
pacnpocTpaHEHHOE 3a00JIEBaHKE U3 TPYIIIbl CUCTEMHBIX
BACKYJIUTOB.

* B ero ocHOBE J€KHUT aCENTHYCCKOE BOCITAJICHUE CTECHOK
MHKPOCOCYIOB, MHOKECTBEHHOE MUKPOTPOMOOOOpa30BaHME,
Opa)karollee COCYAbl KOXKU U BHYTPECHHUX OPraHoB (daIie
BCEI0 MOYCK U KUIIICYHHUKA).




XapaKkTepPUCTUKA KOXKHbIX
NPOSABNEHUN



KnnHmnyeckasa knaccmukaums
reMmopparn4yeckoro Backynmra



JTabopaTopHblE N3MEHEHUS NP
reMmopparm4eckom BacKynmTe



I'emopparnyeckum BaCKYJIUT — KJIMHAYECKHE
NPOsIBJICHUS (CXeMa)
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I emopparnyecKum BaCKYJIUT




I emopparnuyeckui BaCKYJIHUT — KOKHbIE NIPOSABJICHUSA







BblioenatoT 5 BapnaHTOB KPOBOTOUYMBOCTU, KaXKabI U3

KOTOPbIX UMEET CBOIO MNMPUHNHY .

e ['emaTtomMHbIn. [1pn 3aTOM TUNe 0OLIYHO NOCNe TpaBm
KPOBb M3NKMBaETCH B OOSIbLLOM KONMMYECTBE B NMOOKOXKHYHO
KNneTyaTKy, B MblLULbI 1 CyCTaBbl U Oa)Xe BHYTPEHHUE
cpeabl. Ecnn nocne onepauun (gaxe Takux, Kak
yaaneHue 3yboB), nopesax, paHEHUAX Pa3BUOCh
CUNbHOE KPOBOTEYEHME, TO NpeanonararT reMmaTtoMHbIN
TUN KPOBOTOMNBOCTU. IHOrOa passuBatoTCs XXenygodHo-
KNLLEYHblE KPOBOTEYEHUS (PBOTA KPOBBLIO, CTYI YEPHOro
uBeTa). Takme KpoBOTEYEHUSA KpanHe onacHbI U
XapaKTepHbl ANA HacneacTBeHHbIX remodunum A n B,
NpMobpeTEHHON KoarynonaTtum, nepego3npoBke
aHTUKOAryngaHToB.



I'emopuiausa

* I'emodunus nim ['emodunrss — HaCIEACTBEHHOE 3a00JICBaHME,
CBSI3aHHOE C HAPYILICHUEM KOAryJIsiuu (IMPOoIeccoM CBEPTHIBAHUS
KPOBH); IIPH 3TOM 3a00JIEBAHWH BO3HUKAIOT KPOBOUIIIUSHUS B
CYCTaBbI, MBIIIIIbl U BHYTPEHHUE OPTraHbl, KAK CIIOHTAHHBIC, TaK U
B pE3yJIbTATE TPABMbI WJIM XUPYPTUUECKOro BMeNIareabCcTBa. [lpu
reMo(UINM PE3KO BO3PACTAET OMACHOCTh T'MOEIM HallueHTa OT
KPOBOU3JIUSHUA B MO3T U JPYTU€ )KU3HEHHO BaKHBIE OPraHbl,
Ja)ke TP HE3HAUYUTEIIBHOU TpaBMe. boJIbHBIE C TSKETOU (hOpMOK
reMo(pHJINA NOABEPTatOTCS MHBATUIAU3AINUMN BCICACTBUE YACThIX
KPOBOU3JIUSIHUN B CYCTaBbI (reMapTpO3bl) U MBIIICYHBIE TKAHU
(remaroMsbl). I eMOpHIMA OTHOCUTCSI K TEMOPParnieCKum
avare3aM, 00yCIOBICHHBIM HAPYIICHUEM IJIA3MEHHOIO 3B€HA
reMocrasa (Koaryjaomarus).

» I'emodunns MosSBISIETCS U3-3a U3MEHEHMS OJTHOTO I'eHa B
xpomocome X. Paznuuaror Tpu tumna remopuiuu (A, B, C).



X-linked recessive, carrier mother

Unaffected

Unaffected Unaffected
son daughter daughter

U.S. Mational Library of Medicine



BonbHOM remodunuen
LapeBu4 Anekceun PomaHoB

KoponeBa Buktopusa 6bina
HocuTenem reHa remodunumn



Knaccudomkauma remodounum v
KNMMHU4YecKkne nposBneHns



JTabopaTopHblE N3MEHEHUS NP
reModounun



I eMaTOMHBIM THII KPOBOTOYUBOCTH




I'emaprpo3s









I'emopuiiusa

KoposieBa BukTopus Obljia HOCUTEJIEM
reHa reMoQpuiInu







[leTexmnanbHO-NATHUCTbLIN TUN

e [leTexmanbHO-NMATHUCTbLIN UMM MUKPOLIMPKYIATOPHbIN
TuUn. B aTOoM cry4yae Ha Koxe nUnu Crmn3ncTblX
NOABMAIOTCA TaK Ha3blBaeMblE NETEXUN U IKXUMO3bl —
KPOBSIHbIE NATHA Pa3HOro pasmepa, OT caMblX
ManeHbKMX 00 AocTaTtodHo bonbinx. MoryT
Pa3BMBATbLCS KPOBOTEYEHUS U3 HOCA, J€CEH, MaTKW,
noyek. Ba)XXHO: MOCKOSbKY MOTyT ObITb KPOBOU3IUAHUSA U
B MO3I TOXe, NMPpU NOABIEHUN TaKNX KPOBAHUCTbIX
9JIEMEHTOB Ha KOXXE M CIM3UCTbIX Nnua, Wen nyduie
nockopee obpaTuTbCs K CrneumnanmucTy.
MUKPOUMPKYNATOPHbLIN TUN HabnogaeTcs npu
TPOMOOLIMTONEHUAX N TPpOMbOoLMTONATUAX, OONE3HN OoH
BunnebpaHaa, npu rmno- u aucpmbpmHoOreHeMusx,
nepeno3npoBKe aHTUroarynaHToB.



boje3ns Bepabroga (XpoHuyeckass MMMYHOIIATOJIOTHYEeCKasA
TPOMOOLMTONIEHUYECKAS MMypIypa)

boine3ns Bepibroda (xpoHn4eckass MIMMYHOIIATOJIOTHYECKAs
TPOMOOIIMTONIEHUYECKAs IMyPITypa) — XPOHUUECKOE BOJJHOOOPA3HO
IpoTeKarolee 3a00JIeBaHKe, IPEACTABIISIONICEe COO0M ITepBUYHBIN
reMOpparu4ecKuii auares3, 00yCIOBICHHBIN KOJINUYECTBEHHON U
Kauy€CTBEHHOW HEI0CTATOYHOCTHIO TPOMOOIIMTAPHOTO 3B€HA TEMOCTA3a.
XapaKTepu3yeTcs IIMMUHATUBHON TPOMOOIIUTONICHUEH, HATUIHEM
TUTAHTCKUX TPOMOOIIUTOB B KPOBOTOKE, MEraKapuOIIUTO30M B KOCTHOM
MO3r€ 1 00s3aTelIbHBIM IIPUCYTCTBUEM aHTUTPOMOOIIMTAPHBIX AyTOAHTUTEN.
Takum oOpa3zom 6oi1e3Hb Bepiibroda OTHOCUTCS K reMopparuieCcKum
nuare3am, 00yCIIOBJICHHBIM HapyIIEHUEM METaKapHOIUTapHO-
TpOMOOIIMTApHOU cUCTEMBI. [IpekHee Ha3BaHUE 00JIE3HU —
uaronaruyeckas TpomoouuTonennueckas nypnypa (UTIT) — B HacTos1iee
BpeMsi yIIOTpeOsIeTCsa B Cydasx, Korja ayToajjepruueckas npupoaa
3a00JIeBaHMS HE JI0Ka3aHa.

boie3ns Ha3BaHa 1o UMeHHU HeMmelkoro Bpaya I1. Bepnbsroda, onucasiiero eé
B 1735 rony.



UTII- kauHNYecKHe NposiBjIeHUda (cxema)
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Knaccudomkaums
TPOMOOLIMTONEHNUYECKOWU NYpPNypbl



HUTII — HocoBoe kpoBoTeuenue UTII- kpoBousanusaiHuA Ha
CJIU3UCTDIX,




CHHAYKOBBIH THII KPpoBOTOYMBOCTH pu UTII




CHHAYKOBBIH THII KPpoBOTOYMBOCTH pu UTII

Pucyrox 2. MocrmMbexuystOoMHMbLIe DK XMMOILI
Y NOUMeHNTa ¢ TpombBoumronaemmen



UTII- kpoBOM3JIMAHUA HA CIU3UCTHIX













boJae3nb Buckora-Ouapuaka

» Cunapom Buckorra-Ongpuya (CBO, anrn. Wiskott-Aldrich syndrome —
WAS) — penkoe X-cliemIeHHOE PElleCCUBHOE 3a00IeBaHe
XapaKTEePU3YIOIIEECsl HAIMYUEM 3K3€Mbl, TPOMOOIIUTONICHUH,
UMMYHOJIE(pUIINTA, U KPOBABOIO MOHOCA (00yCI0BIEHHOTO
TpomOoIuTOnIeHrei ). CHHOHUM — CHHJIPOM 3K3E€MbI-TPOMOOIIUTOIICHU -
UMMYyHOAC(DUIIUTA B COOTBETCTBUM C OPUTHHAIBHBIM onucanueM Omiapuya
(anrn. Aldrich), cnenanabsiM B 1954 rony.




boJae3sns Buckora-Ouapuaxa




boJae3sns Buckora-Ouapuaxa




« CmMewaHHbIX TUN (CUHAYKOBO-reMaToMHbIN). HasBaHue
roBOpUT 3a ceb4d: npu 3TOM TUNe 0g4HOBPEMEHHO C
NeTexXmsMmn N CUHSIKaMn pa3BuUBaKOTCA N reMmaToOMbl, HO
yXXe He Takme bonblune. NopaxkeHbl TPOMOOLUTLI U
nasMeHHble aKTopbl. Takon TN KPOBOTOYMBOCTHU
HabnogaeTcsa nNpu Taxenom popme 6onesHn
Bunnebpanga n cnHgpome Bunnebpanga-KOpreHca,
HacrneacTteeHHoM geduunte dpaktopoB ceepTbiBaHUA VI
n Xlll. N3 npnobpeTeHHbIX opM Takou Tun
KPOBOTOYMBOCTU MOXET ObITb 0bycrnosneH [BC-
CUHOPOMOM, Nepeno3npOBKON aHTUKOArynsHTOB U
TPOMOONNTUKOB.



boJue3ns @oH BuiieoOpanaa (rmcesaporeModuiins)

B 1925 r. boH BunnebpaHg obcnegoBan S-neTHION AEBOYKY NO MMEHU XMO U3
aepesHU Ha AnaHackux octpoBax. Ee maTb 1 oTel cTpaganu oT COHTaHHO
BO3HMKaOLWMX KpoBoTeyeHun. OHa bbina 9-m pebeHkomMm 13 12 neten, 4 3 KOTopbIX
YMEPNU OT TSXKENbIX KPOBOTEYEHNN B paHHEM Bo3pacTte. [JoKTop Hayan naydaTb 9T0
3aboneBaHue ganblle U BbISICHWS, YTO 66 4NeHOB 9TOWM CEMbM CTpaganu ot
CMOHTaHHbIX KPOBOTEYEHMI, Yallle BCTPeYaBLUNXCS Y XeHWmH. B 1926 r. BunnebpaHa
NpeanonoXun, 4To 3To HoBas hopma remopunnm, n Hasean ee
«ncesgoremounnen». B ToM e rogy oH onybnukosan CTaTblo Ha LWWBEACKOM SA3bIKE.
B 1931 r. ata paborta Bbiwsa B [epMmaHum, oHa npuBrekna BHMMaHne npodgeccopa
BepnunHckoro YHusepcuteta Pyam KOpreHca. BmecTte oHn Havyanu obernenoBaTth
NauMeHTOB C MOMOLLLIO KanunnsspoTpombo-meTpa. lNpodeccop KOpreHc 3aknoumn,
YTO BO3HUKHOBEHWNE KPOBOTEYEHUM Y TaKNMX BOMbHbIX CBSI3aHa C HapyLLUEHNEM
PYHKUUM TPOMOOUMTOB. YXe No3dxe ObIno nokasaHo, YTo Y YacTu B60STbHbIX
3aboneBaHune cBs3aHO NMB0 ¢ aedekTom, NMMbo ¢ OTCYTCTBMEM (haKTOpa, KOTOPLIN
ToXe 6bIn Ha3BaH akTtopom Bunnebpanaa, nmerLlero HeENOCPEACTBEHHOE
OTHOLLIEHME KaK K arperaunm TpomMboumnToB, Tak U K Nf1a3sMeHHbIM dhakTopam
CBEPTbIBAHMSA KPOBM.

Ymep 3puk Agonbd doH Bunnebpana 12 aekabps 1949 .






AHIMMoMaToO3HbIN TUN

e AHrMomaTo3HbIV TUN pa3BMBaETCA NPU NaTONIOrMmM CTEHKN cocyaa.
HaGnrogaloT npyn apTepmo-BeHO3HbIX WWYHTaX, TefieaHrmoaKTas3ax,
aHrnomax. Xapakrepusyetcsi BOSHUKHOBEHMEM MAaCCUBHbIX YNOPHbIX
KpOBOTEeYEeHMN U3 OAHOro U Toro e mecta. HocoBblie KpoBOTeUYEHMS,
KpoBoTe4yeHus B nonoctb XKT. Haubonee yactbin npumep — CMHAPOM
Ocnepa-PaHpglo.

 bone3Hb HOCUT NMeHa capa Yunbama Ocnepa, AHpu Xionb Jlyn Mapum
PaHaro n ®Ppepnepuk lNapkec Bebepa, koTopbie onucanu ee B KOHuUe 19
— Havane 20 Beka. OHa nepegaeTcs No ayToCOMHO-AOMUHaHTHOMY

TUNy, N BCTpe4vaeTtca y ogHoro n3 5000 yenoBek.



HacneacrBeHHas remopparmyeckas TerieaHrmakrasmsa, unm 6onesHb
PaHaro—Beb6epa—Ocnepa. B ocHoBe 6one3Hu PaHao—Bebepa—
Ocnepa nexut ged ekt TpaHCMeMOpaHHOro 6enka aHAOrNMuHa
(knHa3a-1, nogo6Hasa peuenTopy akTUBUHA), CryXXaLllero KOMMNOHEHTOM
peuenTopHOro Kommnriekca TpaHchopmumpyrouwero akropa pocra 6era.

Bone3Hb HacnegyeTca Mo ayToCOMHO-AOMUHaHTHOMY Tuny. K
KITUHUYECKUM NPOABNEHNAM OTHOCAT MHOXECTBEHHbIe
TeneaHrMakrasmm B Buae KpacHo-pmoneToBbIX NATEH UMK
KpacHOBaTbIX nanyn gmameTpom ot 1 0o 3 MM, npeacTaBnAOLWMX
CcOOOM pacluMpeHHble Kanunnsapbl KOXWU, CIIM3UCTOU 000NO0YKU U
Apyrnx opraHoB 1 TKkaHen. lNynbcauns B LeHTparibHOMN YacTu
TeneaHrMaKrasmm oTCyTCTBYeT, NPyU ANAaCKONMUU OHU OnegHeloT.
TeneaHrnakrasmm nosABNSAOTCA B paHHEM AEeTCKOM Bo3pacTe, nocne
nepuoaa NONOBOro Co3peBaHUA UX KONIMYECTBO U pa3Mepbl
nocTeneHHO yBenn4mBarTcsa. 3aboneBsaHme oAgMHaKOBO 4YacTo
HaONAaKT Y MYX4YUH U Y XKeHLWNH. HanbGonee ApKUN KNMHNYECKUN
CUMNTOM — KPOBOTEYEHUSA, OCOOEHHO YacTo U3 Hoca.
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« K10 ThbI, fOKTOP BunnebpaHa?
OH pogunca 1 despanga 1870
[. B NOPTOBOM ropoake Baaca
(Vaasa) Ha bepery
boTHn4yeckoro 3anuea
(3anagHas PuHnaHamsa). Ero
OTel, — PauOHHbLIN NHXEHEP
dpen-puk MarHyc gooH
Bunnepang, matb — CurHe
OcTnaH. Hago ckasaTthb, YTo
buorpadunyeckmne gaHHble 0 3.
A. boH BunnebpaHge cKygHbl,
N YK BO BCSIKOM Cry4vae, Hurae
He HarnmcaHo, YTO OH —
PYCCKUN.




KaBepHo3|-|a;| reMmaHrmomMma npeanieyvbs






Cunapom Kaszabaxa- Meppurra

» Kazabaxa-MeppuTT CHHAPOM

e (H. H. Kasabach, amep. nenuatp 20 B.; K. K. Merritt, amep. Bpau 20 B.)
00J1e3Hb HEeSICHOM ATHOJIOTHH, XapaKTePU3YIOMIAsACsI COUETaHUEM KPYITHBIX
T€MaHTHOM C IIPOSBICHUSIMHU TPOMOOITUTOIICHUYSCKOM ITyPITyPhI 1
aHeMuel; 0OHapYyKUBAETCS MPHU POXKIACHUM WIH B TPYHOM BO3pacTe.



CuHppom Ka3zabaxa — Mepputra -
-3TO BPOXAeHHoe 3aboneBaHue
Hen3BeCTHOU 3TUOSIOruu,
XapakTepusyrLieecsi coyeTaHuem
rTMraHTCKOM reMaHrmomMmbl C
TpoMOoLMUTONEHNEeN.



bonbHou . 4,5 roga. KaBepHO3Hasi remaHrmoma.
LLUnpokne cocyamctble NPOCBETHI.

BbiCTUnka 13 ynnoLweHHbIX HOO0TENMManbHbIX KNeToK.
[TonHOKpoBMeE onyxonu.

Okpacka remaTokCUMHom 1 3o3nHom. X200.
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bonbHOW [1. 4,5 ropa. KaBepHO3Has remaHrmoma TblfIbHOW
NOBEPXHOCTUN KUCTW.

LLiInpokmne cocyamcTbie npocBeThl.

BbiCcTunka U3 ynnoLweHHbIX SHAO0TEeNMMarNbHbIX KINEeToK.
[TonHoKpoBMe onyxonu.

Okpacka remaToKCUITMHOM U 303nHOoM. X200.
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BonbHon [. 4,5 roga. KaBepHo3Hasas remaHrmoma.
CKnepo3 CTpOMbI.

[TonHOKpoBKME onyxonun ¢ TPOMOO30M B cocyaax.
Okpacka remaToKCUIIMHOM 1 303nHoM. X100.















Cungpom Onepca — [aHnoca (cuH. 3-[; anrn. Ehlers-Danlos
Syndrome) Takke U3BECTHbLIN KaK «rnMrnepanacTUYHOCTb KOXN»
(«Cutis hyperelastica»[1]), HecoBepLUEHHbIN ECMOreHe3,
HecoBepLUeHHbIN gecMmoreHe3 PycakoBa, cuHapom YepHoryboBa —
onepca — [aHrnoca, 310 rpynna HacregcTBeHHbIX CUCTEMHbIX
3aboneBaHUn COeaNHNTENBHOW TKaHW, BbI3BaHHbIX AeEKTOM B
CUHTe3e KornareHa. B 3aBMCMMOCTN OT OTAESNIbHOU MyTaLun,
CEPbE3HOCTb CUHAPOMA MOXET U3MEHUTLCSA OT YMEPEHHOIO A0
OMacHOro Ans XXM3HW. J1e4eHna HeT, HO CYLWECTBYET Tepanua (yxon),
cMsryatoLlasi nocrneancTeus.

CuHOpPOM Ha3BaH B YECTb ABYX AEepPMaTosoros,
naeHTndnunpoBaBLLKX ero B Hadane XX Beka: 9aBapaa dnepca
(1863—1937) n3 laHnn n l'eHpn AnekcaHgpa LdaHrnoca
(1844—1912) ns ®paHunun|[2]



bone3Hb [ NaHUMaHa




CuHapom [accepa




TpomouuTonaTna bepHapa-
Cynbe




bepHapa — Cynbe cuHgpom (Bernard — Soulier)

CuHOHMMBI: TpoMbonaTtna bepHapa — Cynbe,
BpOXAEeHHasa anctpodus TpomooumToB. KpoBOU3NNAHUA
B KOXY, CITM3NCTble 0D0MNOYKN, NIETKNE, MOYKMU,
XKenyao4YHO-KULLEYHbIN TPaKT, NOSOBLIE OpPraHbl.
3aboneBaHne HepeaOko NPosaABNAETCH cpasy rnocrie
poxgeHusa. Konnyectso TpoOMOOLIMTOB HOPpMaSibHOE UIK
HEe3HaYNTENbHO CHUXXEHO, BCTPEYatoTCs rMraHTCcKue
TPOMOOLNTBI, BPEMSA KPOBOTEYEHUS YOITUHEHO
(npeBbIilaeT 15 MUH), CHUXEHa PE3UCTEHTHOCTb
Kanunnspos. OcTanbHble NOKa3aTenv CBEPTbIBAIOLLEN
CUCTEMBI KPpOBU BE3 N3MEHEHU.



BonesHb PaHato—Bebepa—Ocnepa Bo MHOMMX criydasix npotekaet 6eccumMnToMHo. [lnarHos
OCHOBbIBAETCS HAa aHaMHe3e, KNMMHUYECKOW U TMCTONOrMYecKon KapTuHe. TeneaHrnakrasum
pacrnonaraloTca HENOCPEACTBEHHO NOA, CNNU3NUCTON 060I0YKON, NO3TOMY NErko TPaBMUPYHOTCS,
YTO NPUBOAUT K Pa3BUTUIO KPOBOTEYEHUS U 0O6pa3oBaHMIO A3B. Pa3pbiB TeneaHrmakTasum,
pPacnonOXXeHHbIX Ha KOXe, HabnaaT pexe, Tak Kak OHM 3alUuLEeHbl OPOroBeBakLLMM
anutenneM. Hanbonee 4yacto TeneaHrnakTasum Ha KOXe NoKannayrTes Ha NafgoHsX, nanbLuax,
HOITEBbLIX NOXax, nvue u wee. MNpu nopaxeHnn CNnM3ncTbiX 060M0YeEK TeNneaHrnakTasmm obbIYHO
nokanuayrTca Ha rybax, A3bike, Nneperopodke Hoca 1 noj KOHbIOHKTUBOW, pexe — Ha AECHax
TBEPAOM HEDe. CocyaucTtble Maanaopmaumm oTMevYaloT Takke B nérkmx, mosre un KKT, ocobeHHO
B NeYeHn. TeneaHrnaktasmm MoryT CTaTb NPUYMHOM KPOBOTEYEHMI, HANpUMep, HOCOBbLIX, B
pesynbraTe CyXoCTU UM pasapakeHusi CIIM3MCTon 0BOMoYKM HOCa, a Takke npu
HasoTpaxeasnbHON MHTYDaLMW, XeNyA04HO-KMLIEYHbIX B BUAE MENEHbl, KOTOPbIe MOTYT NPUBECTU K
HE0CTaTOYHOCTM Xemnesa, KPOBOTEUYEHUI B MOYEBbIE MYTU, MPOABNALLMXCA remaTtypuent. K
OCIOXHEeHMsIM BonesHu PaHmo—Be6epa—Ocnepa OTHOCSAT LUMPPO3 NEYEHN, NETOUHYIO
rMnepTeH3mnto, 00yCrNoBMNEHHYO apTEPUOBEHO3HBIMM CBULLIAMU B NETKUX, a6cu,ecc Mo3ra u
ambonuto ero aptepun. Npu npoBeageHnn obLiero 06e360nMBaHUS, XMPYPrmieckux BMeLlaTenbCTB
B MOSIOCTM pTa, aHTUKOArynstHTHOM 1 TPOMOONNTUYECKOW Tepanmm 1 Npu HasHa4YeHUn
npenaparoBs, obnagaroLmx renatoToKCUYecknm gencTenem, Heobxogmma ocobas OCTOPOXKHOCTb.
KpoBoTeueHue npu paspbiBe TeneaHrMakrasnm obbI4HO Nerko oCTaHaBNMBAETCS KOMMIPEeCCcnen
Nopa)XEHHOro y4acTka. B cBsA3u ¢ TeM, 4YTO nHoraa 3aboneBaHMe OCITOXHAETCHA pa3BUTUEM
abcuecca mo3sra, nepen MHBa3nB-HbIMM BMeLLaTeNbCTBaMuM B MONOCTU pTa LienecoobpasHo
npodmnakTMyeckn HasHa4dyatb aHTUbMoTKKNK. MNMpu BoISIBNEHUN Gone3Hn PaHato-Bebepa-Ocnepa
cnenyet obcnenoBaTb YNeHOB ceMbU BOSbHOTO.
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FeMopparnquKaﬂ CbIllb ITPH MCHUHIOKOKIICMHUHA




FeMopparnquKaﬂ Cblllb NP MCHUHIOKOKIHEMHUH




KpoBou3iusiHMA B HAAIIOYEYHHUKH — C-M YOoTepxay3a —
DpeaepukceHa







myGokun

M LUMPOKUM
AUCTanbHbIN
- yron
— &
PucyHok 1. HebonbLwoe «0OKHO», o6pa3yiloujeecs npu
COBMeLleHNUN HorTer o6enx pyK TblJibHbIMU NMoBep-
XHOCTSIMU APYr K Apyry (HopmMa, a), yMeHbLuaeTcaum .
3arem ucyeszaer, 110 Mepe TOro Kak HapacraloT uamMme-
HEeHUsI KOHUeBbIX ¢panaHr (nanbubl lunnokpara, 6)




I'OPSEB Hukosau Koncrantunouu (1875-.1943).







I'OPSAEB Hukoaai KoncrantunoBuu (1875-.1943). B

okts0pe 1902 1. Hukomnaii KoHCTaHTHHOBHY.TIOMYYaeT TUTIIIOM Bpada-
JIeKaps ¢ OTIMYMEM, a B sitHBape 1903 T. ero 3a4ucisioT CBEPXIITATHBIM
opaHATOPOM (haKyJIBTETCKOM TepaneBTUICCKON KIMHUKN B T. KazaHwu.

B nepBom nepuone cBoeit Hayunoit nesrenbHoctd H.K. ynensier ocoboe
BHUMAaHNE METOAMKE U TEXHUKE FeMaTOJIOTMYECKHUX HcciieoBaHuil. B
OJTHOM M3 paHHMX CBOMX pPaboT «K MeToauke cuncieHus OenbIx
KPOBSIHBIX TE€JIEL» OH J1aJl CPABHUTEJIbHYIO OLIEHKY CYIIECTBOBABIIUM
cueTHbIM KaMepam Towma, Lleiica, Tropka, bropkepa, [Ipenreduenckoro u
yKasaJl, 4T0 OHH HEJIOCTATOYHO TOYHBI U3-3a Majoro oorema cetku. H.
K. mpeanaraeT cBoro CeTKy Jijisi CYETHOM KaMephl, KOTOpasi BCKOpe Oblia
3aciy’KeHHO OIICHEeHa U BbiylieHa gupmoii Jleiitia B ['epmanum.

Hecmortps Ha siBHBIE peuMyliecTBa «ceTku [opsieBa» nepen ApyrumMu
(mpocroTa ee KOHCTPYKIIMHM U TOYHOCTH MojicyeTa (POPMEHHBIX
AJIEMEHTOB KpoBH), B Poccuu oHa Oblia BbINyIlleHa TOJIbKO yepes 30
JIET.

Her OykBaJIbHO HU OTHOTO 3a00JIEBAHUS CHCTEMBI KPOBH, KOTOPOE HE
uzydanu Ob1 [opsieB u ero corpynuuku. MimMu BHECeH OONBIION BKIA B
MCCIIEJIOBAaHNE aHEMUI - IEPBUIIMO3HOM, KeIe30AC PUIIUTHBIX,
TeMOJINTUIECKUX; PA3TUYHBIX (DOPM TeMOPparniecKoro auaresa;
MOJINIUTEMUHN;, PA3IMYHBIX (OPM JIEHKO30B U JIp. MHOIO BHUMAHMS
Huxonait KOHCTaHTHHOBUY  yIEemsI U3y4EHUIO OKa3aHUM U
MPOTUBOIMOKA3aHNUN K CIUICHIKTOMHH MPH 3a00JIEBAHUAX CHCTEMBbI
kpoBH. OcoObIil HHTEpEC MPEACTABISAET ero (PyHaaMeHTaabHas pabora
«Knunuka cenonaruin» (1939). B Heil paccMaTpuBaeTcst poib
CEJIe3eHKH B MATOTEHE3e JOMUIUTEMUH U Oone3nn Bepnbroda, BausiHue
CEJIe3eHKH Ha KPOBETBOPHYIO (DYHKIIHIO KOCTHOTO MO3Ta.

Heyromumas pasnocroponHss aesrenbHocTh H. K. momyyuna Beicokoe
npuzHanue EMy B uncie HeMHOrux ydeHblx Tarapuu npucBOWIH
nouetHoe 3Banue ['epost Tpyna (1933), ['epost conmanucTuaeckoin

ctporiku Tarapcrana, 3aciyxeHHoro aesrens Hayku PCOCP u TACCP
(1940



Cunapom KaBacaku







I emopparnuyeckui BaCKYJIHUT — KOKHbIE NIPOSABJICHUSA




I'emopparnyeckni BaCKyJIUT-KOKHbIC MPOSIBJICHUSA










I eMmopparnuecKku BaCKYJIUT

























