BPOXOEHHbBIE W
[TPUOBPETEHHDBIE
AIMNNMACTNHECKME AHEMUI






TpexnuHenHasa annacTtuyeckasa aHeMuns BnepBble onmcaHa
[Taynem Opnnxom B 1888 rogy y bepemMeHHON Monoaon
XXEHLMHbI, nornbien ot PyrnbMnMHaHTHOW BONE3HMN,
NpoABNABLUENCA TSXKENOU aHEMUEN, NNXOPaaKON ,
KpoBoTevyeHnsamMmn. OH NnogyvepKHys yauBUTENbHOE
HEeCOOTBETCTBME MeXOY aHEMUEWN, NEUKONEHNEN U
OMNYCTOLUEHHbIM, NULLEHHbLIM 3PUTPOULHLIX N MUENOUOHbIX
npeaLwwecTBEHHUKOB «XXUPHbIM» KOCTHbLIM MO3IOM.



« Annactnyeckasd aHeMmna — 3To
NaHUMTONEHNS Pa3NIUYHON TSHXKECTU NMpu
CHMXXEHHOW KITETOYHOCTM KOCTHOIO MO3ra,,
He cornpoBOXdaemas
renaTocnineHoMeranmen, npm oTCyTCTBUN
Muenodmnbposa, oCTporo fIenkosa Unu
MUenogmcniacTM4eckoro CUMHApoma.



Knaccundukayms npnobpeTeHHbIX annacTudecknx
aHeMUA

* Mamonatnyeckne annactnyeckme aHemMmmn
« BTopu4yHble annacTtuyeckne aHeMum
MeONKAMEHUNTO3HbIE
[0303aB1UCUMbIE
NONOCUHKpPaTUYECKNE
npenaparbl 30510Ta
TUPEOCTaATUKU
HIMBIT
NpPOTUBO3NUMENTUYECKNE
XnopamguHeKorn
NOCTBUPYCHbIE
renaTtut
B3b
BUPYC UMMYHOOeMLMTA YernoBeKka



Knaccudukauusa npnobpeTeHHbIX anfiacTU4eCckux aHeMum

* Ha dpoHe nmmyHonaTonorM4ecknx CUMHAPOMOB
bonesHb TpaHcnnaHTaT NPOTMB XO3sAMHa
rmrnorammarnodynmHaMus
903MHOMUIBHLIN hacunnT



 87%- nanonartndeckue
* 13% - cny4aun ¢ BbISCHEHHOW 3TUOSIOIMEN

n3 HUX 6% npuxogmnTca Ha
NOCTrenaTUTHbIE U NIEKAPCTBEHHbIE



» [1o303aBucumbie AA

Pe3ynstaT MMenoTOKCUYECKUX
BO3OEeNUCTBUN- MOHU3NPYIOLLAa paanaums,
LIMUTOTOKCHMYECKME npenapaThbl(

nopa)kartTcs CINU3NCTbie POTOBOWU
MOMNOCTWN, KULLEYHUKA)



* lpnocnHkpatndeckme AA- Henpegckasyemoe
OeVNCTBNE HELIMTOTOKCUYECKOro npenapara.
MexaHn3m pas3BuTUA HENU3BECTEH.

 [locTrenaTnTHbIE- HAYNHAIOTCA C TAXKENOro
renaTtmTa ( HXW OOUH N3 U3BECTHbLIX BUPYCOB
rernatuTa He aBnAeTCA NPUYNHOU cuHOpOMa
renaTuT-annasus)

» OcTanbHble NpUYnHbLI MeHee 1 %



* Annactnyeckasa aHeMus sIBNSIETCS peaknum
3aboneBaHunemM.

* B EBpone yactota AA 2 cnyyad Ha 1 MnH
HaceneHus



NMATPU3NONOIMNA

CTpoma CeKpeTUPYET HOPMASIbHOE KONUYECTBO
POCTOBbIX PaKTOPOB U CNOCOBHA noaaepKmBaTthb
OONroCpoYHble CTPYKTYPbl KOCTHOIO Mo3ra

[ emonoeTnyeckaa cocTtaBnsaroLLaa noBpexaeHa.
BoiasneH rnyboknn gedunumt npMMUTUBHbIX
npeaLllecTBEeHHMKOB remMornoasa, KoTopbIn
COXpPaHAEeTCA nocre ycrnewHon Tepanmm

MMmeeTca cylecTBeHHbIN 4ed@ULUNUT CTBOTOBbIX
KIEeToK

AA —MMMYyHoonocpenoBaHHbIM CUHOPOM



« CpeaHun nHTepsBan oT BO3OENUCTBUSA
3TMONIOrMYeCcKoro goaktopa go
BO3HWUKHOBEHUS MaHLUMUTONEHNU
cocTaBnseT 6-8 Heaernb



* CnMnNTOMbI annacTUYecKkon aHeEMUN HaNPSAMYIO
CBSI3aHbl CO CTEMNEHLIO CHUXEHUSA TPeX
BaXKHEULUKMX noKasartenen nepugepunyeckon
KpOBU-reMmornobumnHa, TpoMmooLnTOB,
HEUTPOPMNOB.

« XapaKTepHbl —NeTexnarnbHas Cbinb
KPOBOTOUMBOCTb [ECEH,NErko BO3HMKaoLLMe
9KXMMO3b

AHEeMUYEeCKUN CUHOPOM MPOSABNAETCS J1erkou
YTOMIAEMOCTbIO,LLIYMOM B YyLUaX,oLlyLEeHNEM
nynbcauumnB royioBe



He xapakTtepHbl ona AA
-CHWXEHNE Beca
-crnrneHomeranus
-nnmdoageHonaTus
-6onu

B 3TUX CNyyasax ULLEM APYTry0 MPUYNHY
NaHUNTONEHNN



[lnarHocTnyeckme TecTbl Npu
noago3peHunn Ha AA

* [emorpamma c onpegeneHmem
PETUKYIIOLNTOB

* Muenorpamma u 2-3 aHaTOMUYECKUX
TOYEK

* TpenaHoObnoncuo KOCTHOro Mo3ra

* [1lpoba Ha NOMKOCTb XPOMOCOM C
OnanokcmbytaHom unu mmtommumHom C

* buoxmmmyeckmn aHanmx KpoBwu



CTENEHU TAXECTU AA

* TA)elad

-o0LLEee KONMMYeCcTBO KNEeTOK KOCTHOro mMo3ra
25-30%,npun meHee 30% pe3unayanbHbIX
reMonoOeTUTUYECKUX KIEeTOK

-NPUCYTCTBYET 2 13 3 crieayrLmnx
NPU3HAaKOB

HeuTpodunbl meHee 0,5
TpomboumnTbl MeHHee 20000
Petnkynountsl meHee20000



CTENEHU TAXECTU AA

« CBepxTsKenasi- Bce Npu3Hakm TAXernou
AA, a ypoBeHb Hentpodgunos 0,2



Tepanus

* [1pn TAXKENON POpPME

nauneHTbl,KoTopble nmeroT HLA-
MOEHTUYHOIO CEMENHOIo OOHOpPAa AOMMKHbI

NONYyYnUTb TPaHCNNAHTALUIO CTBOMOBbIX
reMOnOEeTUYHbIX KNEeTOK-3TO JAeT UM
75-90% waHcoB Ha NornHoe
BbI3J0POBIEHNE



Tepanus

* [1pn OTCYTCTBMM OOHOpPA-Ha3Ha4YaeTCcsa KypcC
MMYHOCYMNPECUBHON Tepanun KoMobnHaumnero
aHTUTUMOUUTapPHOro rnodynuHa ATl u
LMKnocrnopuHa A

« ATl BBOOUTCHA ONUTENBHLIMU NHAY3NAMU Ha
NPOTAXEHUN S AHEN

* LlnknocnopuH A HasHa4yaeTcs S Mr/Kr B CYTKU B
KoMmOunHauum ¢ 'KC 1 Mr\Kr cyTku

* [ paHynounTapHble KONMIOHNECTUMYNUPYIOLLME
doaktopbl [-KCP 5-10 mr\kr Ha 28-42 aHgA



Tepanus

* HeTaxkenasa goopma

HasHa4vaeTtca ATT n yuknocnopuH A, nnu
TONbKO LMKocnopuH A



OueHKa oTBeTa Ha Tepanuio

 [lonHas remaronorn4yeckasa peMmccus
-remornoduH donee 110 r\n
-TpombounTbl 6ornee 150000
-HenTpodounel bonee 1,5



OueHKa oTBeTa Ha Tepanuio

» YacTnyHasa remartornornyeckas peMmccus
-remorno6uH 90-110 r\n
-TpombounTsbl 30000-100000



OueHKa oTBeTa Ha Tepanuio

* MMHUMAanNbHbLIN remMaToSIorM4yeckmun oTBeT
[[emornooumH 80-90 r\n

Tpombouuntbl 10000-20000

KnnHnyecknm apdekT OOMKEH ObITb
noaTBepXaeH He MeHee 6 aHanusamm
KPOBW Ha NPoTsXXeHun 4 Hedenb



* [1py oTCcyTCTBMM OTBETA Ha Tepanuio
Ha3Ha4yaeTcHa NOBTOPHbLIN KypC He paHee
yeM Yyepe3 3 Mecdua oT npeabiayLlero.

* [1pn otcytcTBUM adpdpekTaTKM ot
HeceMenHoro goHopa



* bonbHbIE NOCNEe OKOHYaHUA KypCa
Teparnunn noainexartr oJfirocpo4yHoOmMy
MOHUTOPUHTY OJ1A NCKITIOHEHUAA

BO3MOXXHOIO peunanBa unm pasBmuTtius
MOC nnn OMIJI



HACINEOCTBEHHbIE TPEXPOCTKOBBbIE
AMNACTUHECKUE AHEMUU

* BpoxOeHHble

AHemMmuna PaHKOHU

BpoXXaeHHbIN auckeparTos

PeTukynapHbIn gUCreHes
- «[TapunanbHbie» MOHOMNUHENHbIE LNTOMNEHUN
CuHppom LlIBaxmaHa-anmoHga

-CnmntomaTunyeckmne- cnHapombl Cekenga,Mak
Kbrocuka



AHemuss ®aHKoHU

* llIBenuapckun negmnatp [ BMao PaHKOHU B
1927 rogy onucanTpex opaTbeB C
naHUUTOMEHNEN N PU3NYECKUMU
NnopoKamu

* TepMuH npegnoxeH B 1931 roay ans
0003Ha4YeHnsa ceMenHon annacTu4ecKkou
aHEMUUN U BPOXAOEHHbIX PU3NYECKUX
NOPOKOB



« CpegHuin Bo3pacT yCTaHOBIEHUSA
anarHosa /7,5 net Mmane4duku, 9 net
NEeBOYKU

* /5% OwnarHocTmpytoTcs B Bo3pacTe oT 3 A0
14 neTt

» BcTtpevaetcsa 1 Ha 360000
HOBOPOXOEHHbIX

» CooTHoweHne 1,1-1 B Nonb3y mMans4mKoB



Knaccnyeckum oobrnumk 00sbHOro

* HU3KNUN pocCT

* MukpoTanbmug

* Mukpouedanus

* CMYIMbIN OTTEHOK KOXMU

* Y4yacTKuU rmno n rmnepnmurmeHTaumm Koxm
* Ypognueble 1 nanbubl PyK

* 6% OOMbHLIX HE NMENN aHOMaANNN



JTabapaTtopHble NpuU3HaKu

* TpexpocTkoBaga AnUcnnasnsa passuBLUAACA
nocne OPBIW,npnBMBOK, renatnToB

« [1axke B JoaHeEMUYECKYO dba3sy
BbIABMNSETCA MaKpOLMTO3, NOBbLILLEHNE
YPOBHS (peTanbHOro remorrnobunHa

« ObeaHeHne KOCTHOro Mmo3ara
* BbisBNeHne XpoOMOCOMHbIX pa3pblBOB



* [emaTonorn4yeckasa npeseHTaymsi-ocTpble
nenkosbl 1 MOC

* Puck passutnga MIC n o. nenkosa 52% K
40 rogam

* Puck pasButua 3noka4eCcTBEHHbIX
onyxosnen 10%



[laTdomnsnonorus

* B ocHOBe pa3BUTUA NEXUT CHUXKEHNE
Konnyectsa U HU3KMN NponndepaTuBHbIN
noTeHuymMan reMmonoaTU4eCcKnx
npegLllecTBeHHMKOB, B TO BPeM4A KakK
doyHKUMN CTPOMbI KOCTHOIMO MO3ra He
HapyLUEHbI

* HapyLLueHbl pa3Hble aTanbl penapaumm
nonepeyHbix clinsok JHK



JleyeHne

 TMJ1 npn aTOM BEPOATHOCTL Pa3BUTUA
BTOPUYHOW 3110Ka4e€CTBEHHON OMyXONn
coctaBnset 42%

* 3 BOMbHLIM NPeanpuUHATa NonbITKa reHHOW
Tepanuun- BHegpeHWUEM reHa B CTBOJIOBbIE
KINETKU



BpoxaeHHbIN guckepaTtos

* [lepBoe onncaHne BbINOMHEHO AEPMATONIONOM
LinHccepom 81906 rogy

« XapakTtepa Tpuaga cCMMNTOMOB

-pETUKYNSAPHANA rMnepnurMeHTaumns Koxu nuua,
Leun,Haanneyumn,

-ONCTPOOUA HOTTEN
-nnenkonnakmsa Crm3ncTblX

-M.D. TSKENbIW NPOrpeccupyroLLnm
NMMMYHOOENUUT NHOrOA COYETAOLWNNCS C
rmnonnasven mo3sxedka



* OnuncaHo 200 cny4yaes

* Tpn YeTBepTUHACNeayrTCca No X-
cuenneHHoOMY peLnccuBHoOMY TNy,
ocTallbHble ayTOCOMHO-PELIMCCUBHLIE U
OOMWHAHTHbIE

 CpegHnn BO3pacT ANarHocTuknu 8 rnet



« GeHoTunmnyeckn AK noxox Ha AP, ogHakKo
NPUHEM He onpeaensatoT NOBbILLEHHOrO
ymcna XpoOMOCOMHbIX aHOMaNnn

 JledeHne manonepcnekTneHoO. [1pu
HopManbHOM NpwxusneHnn KM nocne
TpaHCcnNnaHTauunm oTMevyaeTcsa aHoMarbHO
BbicoKada cMmepTHOCTb oT PTT1X,
BEHOOK/ITHO3MOHHOW BonesHu,
ngmonaTtmnyeckoro Lmpposa



[TapunanbHasa KpacHOKNeTo4YyHas
ancnnasug

* BpoxxgeHHbIe-KOHCTUTYLMOHAaNbHbIE
aHemuna JanmoHga-bnekdaHa

deTanbHble- BOAAHKA nroga-B\y MHMeKUUA
napesoBupyca 819

- [lpnobpeTeHHbIe
TpaH3nTopHbIE
TpaH3. dputpobnactoneHus
Ha OOHe NapBOBUPYCHOWU UHEKL U



OnyxoneaccounmpoBaHHbIe-TUMOMa,
nmmdgoma XMJ1,

-IMMyHHbIE
nguonarndyeckue

CUCTEMHbIle 3aboneBaHus
CcOeaNHUTENbHOUN TKaHU

-JlekapCcTBEHHbIE



AHemna anmoHpa-bnekdaHa

* 500 cny4yaeB ¢ 1938 roga

* 4-10 Ha 1000000

e M- 1-1

» [loka3aH JOMWHAHTHO-AOMWHAHTHA U ayT-
peu. [lyTn HacnegoBaHUS

e 10% cemeunHble



