M .B.HYecnosckasn
Cayuaii HacJieICTBEHHOT 0 FeMOXpoMaTo3a
benopycckuii cocyoapcmeennvlii MeOuyuHCcKuil yHugepcumem

My>xuuna, 49 neT, moCTynuiI B CTallMOHAp C ’Kajl00aMu Ha C1ab0CTh, OBICEPYIO
YTOMJISIEMOCTH, CHIKEHHE aIeTUTa, 3yl KOXKH, OIYIIEHNE TSKECTH B IPABOM
noapedepwe. [Ipu ocMoTpe 00BEKTUBHO BBISIBIICHO: KOKHBIE TTIOKPOBBI B'OOIACTH 1I1EH,
JIMIIA, TOAMBIIICYHBIX U TAXOBBIX CKJIAJO0K JIMYATOTO, TEMHO-KOPUYHEBOTO IIBETA,
cyxue, cierka menymarcs. JKUBOT OKpYTJIOi (pOpMBI, IPH MaTbIAIUINCIERKa
00JIe3HEHHBIN B TPaBOM MOApeOephe, IEYCHb BHICTYITAET U3-TIQ KPas PeOepHO ayTH
Ha 1,5 cm.. Pasmepsr mo KypnoBy 16,5%9,5x7 cwm.

[Tpu kIMHUYECKOM aHAIN3€ KPOBHU CYIIECTBEHHBIX OTKJIOHEHMA OT HOPMBI HE
BBISIBJIEHO, 33 UCKJIIOUEHHEM HE3HauuTeabHOTO NoBbieHrss COyllpu
OMOXMMHUYECKOM aHAJIM3€ BBISBIICHO MOBbITIIeHUE akTHBHOCTH AlAT 198 en., caxap
KpoBH 6,5 MMOJIB/JT, CBIBOpOTOUHOE *Kee30 47,3 MKMOJb/T. AHAJM3 KPOBH HA
nop(UPUHBL: aAKTUBHOCTH yponoppupuHorenaekapookcmna3ssnd09 ex.,
nopdoommHoren moun 0,96 mMkr/.

Bompoc 1.

Kakoe 3a00eBanre MOXHO TIPEITOT0KUATE ?

A) mo3aHssA KOXKHasI Tophupust

b) 6one3up Annucona

B) HaciiecTBEHHBIM reMOXPOMATO3

') anKOTONBHBIN IUPPO3 TIEYCHH

J1) caxapHbIit uader

OtBer:

B, 11

VY 00JbHOTO BEPOSITHO Pa3BUTHEHACIEACTBEHHOTO TeMOXPOMATO3a, IIOCKOIbKY
YPOBEHBb CHIBOPOTOYHOTO JKeJIe3a MOBBIIIEH U OTMEYAEeTCsI TEMHO-KOPUIHEBOE,
IBIMYATOE OKpAIIMBaHNE KOXKHBIX ITOKpOoBOB. CaxapHblil AuadeT TOKe He HCKITIOYEH,
KaK BTOpUYHOE 3a00sieBaHNey Ke1€30 mpy MOBIIIEHHOW KOHIIEHTPAINH B KPOBU
OTKJIaJbIBACTCS B KJIETKAX B T.9./1 B KJIETKAX IMOJKEITYIOYHOM KeJIe3bl B BUJIE
reéMOCHIEPHUHA, YTO NMPUBOAUT K (prOPO3HBIM U3MEHEHUSIM U aTpO(UH OCTPOBKOB
Jlanrepranca.

[Tpu mo3HeH KOKHEK NophUPUH aHATU3 KPOBU M MOYH HA MOP()HUPUHBI BHISIBUI ObI
M3MEHEHUs, a TakyBCce MoKazaTenu B rpenenax HopMel. [Ipu 6onesnn Anaucona
YPOBEHbB TIIIOKO3bI B'RPOBU NOHMKEH. AJIKOTOJIBHBIA IUPPO3 MEYCHH UCKITIOYAeM U3-3a
SIBHOW OKPACKU KQXKH.

Bompoc 24

JUs meATBeP K IEHNS TUArH03a, KaKie UCCIeI0BaHus enlé He0OX0AUMO BBITIOJTHHUTH ?
OmBer:

1) buémcus neuenn ¢ OOHapy>KEHHEM B TIEUCHOYHBIX KJIETKaX reMocuepuHa (OKkpacka
o [Tepncy).

2) Onpenenenne peppurrna ceiBOpoTkH (PC) U HackIIeHHE TpaHCHEpPUHA HKETE30M
(HTXX). Ilpu HacieACTBEHHOM reéMOXPOMATO3€ ITH ITOKa3aTeNN MPEBHIIAI0T HOPMY.
3) 'eneTnueckoe TECTUPOBAHUE, BBISIBICHHE TOUeUHBIX MyTanuii C282Y nu H63D B
T€HE HACJIEeICTBEHHOTO T€MOXpOMAaTO3a.



Bompoc 3.

[TopaxxeHne Kakux €mé OpraHoB U CUCTEM XapaKTEPHO AJIsI HACJIECTBEHHOTO
remoxpomarosa?

OtBer:

1)IIpu HacIeICTBEHHOM T€MOXPOMATO3€ XapaKTepHa HEJOCTATOYHOCTh
TrOHAIOTPONHOM (PYHKIMHU TUNO(dH3a, KOTOpas IPUBOJUT K aTpoPUU SUYEK,
MMIIOTECHIINH.

2)ITopaxenue cepaua vadmonaercs y 90% OosbHBIX. XapakTepu3npyercs
MPOTrPECCUPYIOIIEH HEAO0CTATOYHOCTHIO, HAPYIICHUSIMU PUTMA, HHOT1a MOXKET
MPUBECTH K BHE3AITHON CMEPTH.

3)Aptponarus Bcrpedaercs y /0% OG0IbHBIX, COMTPOBOXKIACTEH OOJICIHCHHBIM
TpemopoMm kucrei. [Topaxarorcs nscTHO-(aTaHTrOBbIE, Ta300€IpEHHBIE, KOJIEHHBIE,
TOJICHOCTOTHBIE, TUIEYEBBIE U JTy4Ue3alsiCTHBIE CyCTaBbl. APTPOITARKS MPOSBIIIETCS
OCTPBIM CHHOBUTOM. Ha peHTreHorpaMMe BBISBISIOT XQHIPQKAMLIITHO3 MEHICKOB H
CYCTaBHBIX XPSLIEH, Cy)KEHUE CYCTaBHOM ILIEJIH.

Bomnpoc 4.

KaxoB nmporno3 nanuenTa, 1 Kakumu (pakTopaMit oH onpenensercsa? Hanbonee yacteie
MPUYUHBI CMEPTH?

OtBer:

[IporHO3 BO MHOTOM OTIPEAEIISAETCS CTETICHbIQ M ITNTeIbHOCTHIO IEPETPY3KH
xene3oM. [loaTomy, BaxKHOE 3HaUYCHUE UMEKOT PAHHUN JUArHo3 U JieueHue. Ecim
JMarHO3 TOCTABIICH U JIEYEHHE HAYaTO J0 TOTORKAK y MAllMeHTa pa3BUICS LUPPO3
MEYEeHH, TPOJOKUTENBHOCTD KU3HU HE COKpamaeTcs. K Hanbosee vacTeIM npuIuHaM
CMEpPTHU MPH HACIIEJACTBEHHOM T'eMOXPOMATO3E QTHOCAT NEYCHOUHYIO U
nrnabeTHIecKyro KoMy, KpOBOTEUEHHE, M3 BAPUKO3HO PACIIMPEHHBIX BEH MUIEBOA,
CEpPACYHYIO HENOCTATOYHOCTD, [IEPBUYHBIN IEYEHOYHO-KIETOYHBIN PaK, KOTOPBII
pasBuBaeTcs npumepHo y 30% ‘0osbhbIX. PaHHS AMarHoCTHKa U CBOEBPEMEHHOE
JIeYCHUE TIPEYNPERKAAIOT BOSHUKHOBEHNE STUX OCIOKHEHHH.

Bomnpoc 5.

Kaxkoe neuenrne HeoOX0gMMO HA3HAYUTH TAITUEHTY ?

OtBer:

W3 nreThl HCKITIOYaTEPOAYKTHI, COIepIKaIIue Kene30 (IIe4eHb, MsCo, sSiIa, IINMUHAT,
UKDY, KUCJIbIE copTa sI0JI0K 1 1p.). YIIOTpeOIeHHE CTUPTHBIX HAIIUTKOB 3aIPeIIaeTcs.
OCHOBHBIM CpeIGTBOMyIS JIeUCHUS sBIsieTCs jedpepokcamuH (necdepad, nechepaH).
OT0 NIeKapCTBEHHOC@PEACTBO 00pa3yeT KOMIUIEKCHOE COEMHEHHE C HKEIE30M,
oOecreunBas erQuBhIBeIeHNE U3 opranu3mMa. Kpome Toro, Ha3HayaoT
cucTeMaTHueckoe KpoBomnyckanue (nmpumepro 1 pa3s B Hepento mo 400-500 mu1 kpoBU B
TeucHue mepBoix 1-3 set, 3aTem mo 400-500 mut kaxkapie 1-3 Mecsia) 10 TeX mop, Mmoka
YpOBHU XKene3a u (eppuTHHA B CBIBOPOTKH HE CHU3ATCS IO HIKHEH TpaHUIIBl HOPMBI.

bnarogapte npodeccopa U.M.I'onuapuxa
3a MPEIOCTaBICHHYIO0 BO3MOXHOCTD
OTIMICAHUS CITyYasl.



