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HNPEINCJIOBHE

[leauatpusi — 3TO paszen MEIUIIUHBI, KOTOPBIA 3aHUMAETCSI U3YUCHHEM JETCKUX 3a00ieBa-
HUH, a TaK)KEe METOJIOB Tepanuu Oonesnelt y nereid. [lo onpenenennto C.d. XOTOBUIIKOTO, OCHOBO-
MOJIO)KHUKA PYCCKOM Tenuatpuu, JaHHoMy B 1847 rogy B poccuiickom pykoBoacTBe «lleaustpu-
Ka»: «ecTh HayKa 00 0COOEHHOCTAX, O0JIE3HIX U OTPABICHUIX JIETCKOTO OpraHu3Ma, KOTopas OCHO-
BaHa Ha OCOOEHHOCTSX JICUeHHUS JAETCKUX OOJie3HEH M COXpaHeHMH UX 3/10pOBbs». [ aBHas 3aqauda
NeAuaTpud — BO3BpAICHHE WJIM COXPAaHEHHUE 370POBbsl peOCHKY, KOTOpOe Obl MO3BOJISLIO €My B
MOJIHOW MEepe peaan30BaTh BPOXKICHHBIN MOTEHIIMAT )KU3HU.

Kak u mo0oro Bpaya, meuaTpoB OIICHUBAIOT 110 OMBITHOCTH U YPOBHIO KBanudukarmu. [1o-
3TOMY OYCHb TPYIHO OBIBIIMM BBITYCKHUKAM 3aCIYXHTh yBaKECHUE M aBTOpUTET. [l memuatpa
Ba)KHO 3HAHHE JIETCKOU MCUXOJIOTHH, BEb peOEHOK JOJKEH MTOYYBCTBOBATH, UTO JIOKTOP XOUYET eMY
Onara, yTo OH JOOpBIi 1 Xopomwuii. [lequaTp momkeH obnagaTh OTIMYHBIME 3HAHUSIMU B CBOEH 00-
JIACTH, YMETh B JIO0OM CUTYyalluu OKa3aTh MPOGECCHOHATBHYIO TOMOIIIb.

B nanHOM MeTOAMYECKOM MOCOOMU MPEACTaBICHBl OCHOBHBIE aKTyallbHbIE KIIACCU(UKALIUN
JeTCKUX OOJIe3HEH, OmpeneNeHnss OCHOBHBIX HO30JOTHYECKMX (OPM U KIAaCCHU(PUKALUU HEOTIIOXK-
HBIX COCTOSIHUU.



I''TABA 1. AHOMAJIMU KOHCTUTYIUU U JTUATE3bI

Koncruryums (;at. constitutio — ycTaHOBICHHE, OpraHU3alKs) B MEAULIMHE — COBOKYII-
HOCTb OTHOCHUTEJIBHO YCTOWYHMBBIX MOP(OIOTHYECKUX U (PYHKIIMOHAIBHBIX (B TOM YHCIIE TICHXOJIO-
IMUYECKUX) CBOICTB UeloBeKa, 00yCIOBICHHAs HACIEICTBEHHOCThIO, BO3PACTOM, a TAKXKE JJIUTEIb-
HbIMU U (MJIM) MHTCHCUBHBIMU BIIMSHUSAMH OKpY’KalOIIeH cpenbl, ompenensdoomas QyHKIHOHaIb-
HbI€ CIIOCOOHOCTH U PEAKTUBHOCTh OPraHU3Ma.

AHOMAJINH KOHCTUTYUHMH — 3TO COBOKYIHOCTh KOHCTUTYILMOHAJIBHBIX OCOOEHHOCTEH Op-
raHu3Ma JIeTed, KOTopasi OINpeeisieT HeaJeKBaTHYIO (aHOMalbHYIO, Yallle TUIEPEPTHUECKYI0) ero
PEaKTUBHOCTb. TepMHH «aHOMAJIMU KOHCTHUTYIIMHM» BO BpaueOHOH NMpaKTHKE B TOCIEIHEE BpeMs
UCTIOJIB3YIOT PEXKE U 3aMEHSIOT MOHATUEM «IHATE3).

Juare3 (rpeu. diathesis — CKJIOHHOCTB K YeMY-JIN0O, IPEAPACTIONOKEHUE) — TCHETUIECKU
JeTepPMUHUPOBAaHHAsi OCOOCHHOCTh OpraHU3Ma, OIpelelIAolasl cBoeoOpa3ye ero ajlanTUBHBIX pe-
aKkuui ¥ mpejpacrosararomas K orpesieleHHON rpymne 3a00jieBaHui, TO €CThb TEPMHUH «AHATE3)»
9KBUBAJIECHTEH TEPMUHY «HACJIEICTBEHHOE MIPEIPACIOTI0KECHHUEN.

Knaccupukanus 1uare3oB:

1. DKkccynaTuBHO-KaTapaIbHBIN

2. Anneprudeckuit

- Atonuueckui

- AyTOMMMYyHHBI!

- UndexumonHo-anaepruyeckuii (MMMyHOKOMIUIEKCHBIN)

3. JIumpaTuko-runomaacTudeckuii (JimmdpaTuyecKuii)

4. HepBHO-apTpUTUYECKHH.



I'/TABA 2. JEOUIIUTHBIE COCTOSIHUS

Hedunurtasie coctosinus (JIC) — rpymnmna 3aboieBaHuii, IpeUMYIIECTBEHHO Y IeTei paHHe-
ro BO3pacTa M MOJPOCTKOB, MPHUUYMHON KOTOPBIX SIBISETCS JIMOO HEJOCTATOYHOE MOCTYIUICHHE H3
UK, TM00 M30BITOYHBIE TOTEPH, JIMOO Majas yTUIM3aLMs TeX UM MHBIX BELIECTB B OpraHHU3Me.
JIC MOryT KacaTtbCsi OCHOBHBIX MHI'PEIMEHTOB IHILU: BOJIbI, OEJIKOB, KHUPOB, YIJIEBOAOB, BUTAMU-
HOB, MUHEPAJIbHBIX BEIECTB.

Buabl 1euuMTHBIX COCTOSTHMIA:

1. 'mnotpodus (rpeu. hypo — noa, Huxe; trophe — nuTaHue) — XPOHUUECKOE PACCTPOMCTBO IMH-
TaHUs ¢ Ae(PUIUTOM MacChl Tena.

2. [Maparpodust — XpOHUYIECKOE PACCTPOMCTBO MUTAHMS Y peOCHKA C MacCoi,

ONM3KOI K HOPMAJIBHOM IO €r0 BO3pacTy U JJIMHE Tela.

3. 'unoBUTaMHHO3BI.

Tabmuna 1
Knaccupukanus XpoHH4eCKHX PacCTPOMCTB MUTAHUS
(BaiiueBa I'.A., Ctporanona JI.A., 1981)

Tun aucrpo- IpuunnbI
(puu (rto coor- Crenensb Ipouncxo:x-
HOILIEHUIO Iepuon
THKECTH neHue
Macchbl ¥ JJId- IK30reHHbIE JH/I0OT€eHHbIE
HBI TeJIa)
Tumorpodus I Hauans- [Ipenatamp- | AnmMentapHas (Oen- | JAwaTe3sl, HOPOKH
(oTcTaBanme amt = 11- | HBII HOE KOBO-JHEpreTudeckas pa3BUTHS, XPOMOCOMHBIE
Maccel ¥ pocta) | 20% HEJJOCTaTOYHOCTb) Oouie3Hu
I'nnocrarypa IIporpec- IlocTHa- WNudekunonnas IlepBuunbie
(paBHOMEpPHOE 1 CHpOBaHHUE | TaJlbHOE (mocnencTBust)
OTCTaBaHHE amr = 21- Tokcuueckas 9K3UMOIIATHH!
Maccel u pocta) | 30% [penatans- a) MepBUYHBIC HAPYIICHUS
Crabummn- | HO- Ha mouBe HeOnaronpu- | pacuieluieHHss M BCachlBa-
[Maparpodusi: 3a1us MOCTHATAb- | SATHBIX YCJIOBHH ObITa, | HUS
a) ¢ npeobmana- | Il HOE pexuma, BOCIIUTaHUs 0) mociencTBUS ATOJO-
HUEM Mmaccel | amt > 31% T OOMEHa BEIIeCTB
HaJl POCTOM; Pexonsa-
6) c paBHOMEp- JIECTICHITHH NmmyHOnepUInTHEIE,
HO H30BITOYHBI- HEWPOOIHIOKPUHHBIE  CO-
MH Maccoi W cTosiHusi 3a0oJieBaHHs U
pocToM IIp.
2.1 PAXUT

Paxur - (rpeu. rhahis — cniuHHOM XpebeT) — 3a0o0sieBaHKE JETeH TPYIHOTO U PAHHETO BO3-

pacra ¢ pacCTpOHMCTBOM KOCTEOOpa3OBaHMs M HEJIOCTATOYHOCTHIO MUHEPAIHM3AINN KOCTEH, BEIy-

MM MATOTCHCTUYCCKUM 3BCHOM KOTOPOI'O SABJISACTCA IIG(i)I/ILII/IT BuTamMuHa D ¥ ero akTUBHBIX MeETa-

6011 TOB B Nepro/1 Hanbojiee MHTEHCUBHOTO POCTa OpraHU3Ma.



Tabmmia 2
Kaaccudukanmnsa paxura (Aymmukuii C.0., 1947)

Ilo nmepuoay 60J1e3H1 o Tsa:xecTH mpouecca Ilo xapakTepy TeyeHus
Havanbuerit | — nerkas Octpoe

Pasrapa Il - cpenmeit TshxRECTH Iomoctpoe

Pemaparim 1 - Tsoxemas PemmmnuBupyromee
OcTaTouHbIX SBICHUN

2.2. CITIABMO®NJIUA

Cnasmodunus (rped. spasmos — cmasm, cygopora u philia — npeapacnonoxeHnue, CKIOH-
HOCTb; CHH.: JIETCKas TETaHHs, TeTaHUS paxUTU4YecKas) — 3aboseBaHHe JeTe MPEUMYIIECTBEHHO
pPaHHEro BO3pacTa, XapaKTepPHU3yIOIleecss CKIOHHOCThIO K TOHMUECKUM M TOHHKO-KIOHUYECKHM CY-
Joporam, IpYruM MPOSIBICHUSM MOBBIIICHHONW HEPBHO-MBIIIEYHON BO30YAMMOCTH BCIEIACTBHE IO-
HIDKEHUS! YPOBHS HOHHU3UPOBAHHOTO KAJIBIUS B SKCTPALEIUTIOISIPHON KUKOCTH, KaK MPaBUIIO, HA
¢doHe ankanosa.

Kaaccuduxanusa cnasmoduimii (Jlenckuii E.M., 1945)

1. CkpsITas (J1TaTeHTHAs);

2. SlBHas (MaHM(ecTHas) ¢ HpPOSBICHUSMHU JIAPUHIOCNa3Ma, KaproledalbHOTO CIa3Ma,

SKJIAMIICUM WM UX COYETaHbIE (POPMBI.

2.3. KEJE3OAE®UIUTHBIE COCTOAHUSA
JedunutHpie aHEMHUH
1. KenezonedunurHas aHemusi;
2. MeranoOnacTHbIE aHEMUU:
2.1. ®onueBoaeUIIMTHAS AHEMHUST;
2.2. ButamuH-B12-nedunurHas anemusl.



TJIABA 3. JUXOPAJIKA U TUIIEPTEPMUU Y JETEH

Jluxopanka (febris, pyrexia) — Hecnernudurueckas 3alMTHO-IPUCIIOCOOUTEIIbHAS PEAKIINS
OpraHu3Ma Ha JIeMCTBHE IIATOT€HHBIX PA3APAKUTEIICH, BEIPAKAIOIIASCS B IEPECTPOMKE TEPMOpPETY-
JSILUM Ha MoAepKaHKue O0JIbIIEro, 4eM B HOPME, YPOBHS TEIUIOCOJEPKAHUS U TEMIIEpaTyphl Teja.
I'uneprepmus — MOBBIIIEHUE TEMIIEPATYphl TENa, HE BBI3BAHHOE NMHUPOr€HaMH, MPU KOTOPOM HET
HEPEeCTPONKH TEMIIEPATYPHOIO0 TOMEOCTa3a, TO €CTh TEPMOPEryJIsiLiis HapylleHa, pa30ajaHCcUpoBa-
Ha.

Cragum JIMX0pPaJ04yHOro nmpouecca:

1) craaus noapeMa TeMiepatypsl (stadium incrementi);

2) CTOSIHUSI TeMITEpaTypbl Ha BhICOKUX IMdpax (stadium fastigii);

3) maeHust BRICOKO# TemmepaTypbl Tena (stadium decrementi).

ITo cTeneHu MOBBIIEHUS TeMIIEPATypa TeJIa MOKeT ObITh:

— cybdedpuibnas (10 38 °C);

— ymepeHnHas ¢pebpunpHas (38,1-39,0 °C);

— BbIcokas ¢pedbpunbHast (39,1 °C u Bbiie);

— runepnupekcudeckas (Bbiiie 41 °C).

ITo Tunmy TemneparypHoii kpuBoii (puc 1-9):

1) mocrostnnas (febris continua), cyTouHbie KoyiebaHus TeMIIEpaTypsl He mpebimaT 1 °C
(TunmaHas 17 TUGOB);

2) mocnabustonas (febris remittens) — cyrounsie konebanus 6onee 1°C (BupycHbie, 6ak-
TepuabHble HHPEKINH);

3) nenpasuibHast, wiu arunuuHas (febris irregularis, febris atipica) BeicOkast Hiau yMepeHHO
BBICOKAs TEMIIEpaTypa Teja, CyTOUHbIe KoJIeOaHus pa3IMuHbl U HE3aKOHOMEPHBI (Hanbosee 4acThlit
BUJI IMXOPAAKH ITPU JTHOOBIX NHPEKIHSX);

4) usnypsiromas (febris hectica), npeacraBinstomas co6oi codetaHue mocaadsoNeH U He-
MPaBWJIbHOM JINXOPAJKH, C CyTOUHBIMH pa3MaxaMu TeMIIepaTyphl Tela, npeBblmamumu 2-3 °C;

5) mepemesxaromasics (febris intermittens) — KpaTKOBpeMEHHBIE ITEPHOIBI BHICOKOH TeMITe-
paTypsl TeIa COYETAIOTCS C MEPHOAaMHU alTMPEKCHH, HOPMAJIBHOW TEMIIepaTyphl Teja B TEUYCHHE CY-
TOK (THOWHBIE MH(pEKIUH, TyOepKyie3, peBMaTu3M); OObIYHO YTPOM TeMIlepaTypa Tejaa HOpMallb-
Hasi, HO K Beuepy OTMEYAeTCs e 3HAUUTENbHOE MOBBIIICHNE, HO ITPH PEBMATOUJIHOM apTpuTe, Cyo-
cerncuce Bucciepa — ®aHkoHU HAOMIOIAIOT OOpaTHBIE COOTHOIICHUS (MHBEPCHUBHBIN THI);

6) Bo3BpatHas (febris recurrens) — XapakTepHO YepelOBaHUE JIMXOPAJOYHBIX TPHCTYIOB
(2-7 nueit) ¢ mepuonamu anupekcuu 1-2 aHs (Manspus, BO3BpaTHbINA TH(, eproandeckas 001e3Hb,
g ¢y3Hble 00JI€3HN COETUHUTENBHOM TKaHH! U Jpyras UMMYHOIIATOJIOT U );

7) «1o/IBO/IHASI TMXOPAJIKa» — TEPMHUH, MPEIOKESHHBIN B cBoe BpeMs A. A. Kucenewm, mon-
pa3yMeBaBIIMM I10JT HUM JHEBHBIC KOJeOaHHs TeMIIEpaTyphl Telna, npesbimaromue 1 °C, XoTs Mak-
cHUMaJIbHas TEMIIepaTypa Tejla — HOpMaibHas Win cyodeOpunbHas. B ero Bpems (Hayano mporwio-
IO BEKa) 3TO ObUIO HEPEIKO MPU3HAKOM TYOEpPKYJI€3HOM HHTOKCUKAIIUH.
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Puc 1—9. Paziimunble BUIbI TeMIIEPATYPHBIX KPUBBIX
Puc 1—7 JIuxopaaku: puc. | — mocrostHHast; puc. 2 — nociadisionias; puc. 3— nepeMexaronias-

csl; puc. 4. — TeKTUYecKas; puc. S — BO3BpaTHas; puc 6 - BoJIHOOOpa3Hasi; puc. 7 — HenmpaBUJIb-
Has. Puc. 8. Kpusuc. Puc. 9. JIuzuc.

Tabauia 3

Kaaccndukanns nmreabHbIx cy0deOpuianteroB 1 peOpHIBLHBIX COCTOSIHUM y 1eTel

(bpsisrynos W. I1., 1984)

OTHoOLIEHHE K 0C-

IMaTodmusnonornyeckas

Jruoio- HOBHOMY AHATrHO- XapakTep 0CHOBHOTO0 3a00JIeBaHHSA OCHOBATIOBBIIICHHS
i 3y TeMIepaTyphl Teja
l'uneprep- | Umeer camoctos- | 1. Jumtensublil cyOdeOpunurerc Hamu- | CMelieHne ypoBHS pery-
MUSl HENH- | TeJbHOE 3HAYCHUE | YMEM OYaroB XPOHHYECKOM WHQEKIHMU | JTUPOBAHUS TEIUIOOOMEHA.
POTE€HHOTO (XpOHHMYECKHI TOH3WIINT U JIp.); CHmwKeHHast TeIUI00Taa4a.
MIPOUCXOXK- 2. dnutensHblii  cyOdebpunurer O6e3 | Hopmanbaas — temmompo-
JeHUs 04aroB XpOHWYECKOH MH(EKINH YKL

He umeetr camocto-
ATEJILHOTO  3Haye-

HUA

Cy0deOpmmTeT Tpu pa3IndHbIX 3300-
JICBAHUSX M COCTOSIHUSAX: THUIIOTAJIaMHU-

YECKUE CUHAPOMBI, SHIOKPHHHBIC 3a00-

TCHJ’IOHpOJJ[YKI_[I/IH IIOBBI-
mIcHa.

Tennoornaua mOBEIIIEHA.
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JeBaHUus (TUPEOTOKCUKO3, (HEeoXpoMo-
[IATOMa M ZIp.), OTPaBJICHHUE CAJIHIIHIIA-
TaMy, 3JI0KaYECTBEHHAs THIEPTEPMUS,
OKOTH | JIp.

Temnonponykuusa — mpe-
BBIIIIAET TEIUIOO0TAAY Y.

Hedexkr mnorepu Teruia
MpyY HOPMaJIbHOM TEerIo-

MPOAYKIIHA

T'uneprep-
MHUSL TIHPO-
TE€HHOTO
IIPOUCXOXK-
JEHUS

He nmeet camocto-
SITEIBHOTO
3HAYCHUS

1. UH}peKImoHHO-aIepruieckue 3a0o-
JIEBAaHUS: KOJUIAreHO3bl, TyOepKyJe3 u
Ap.;

2. Annieprudeckuie 3a00JICBaHMS;

3. T'emartonormveckue 3aboyieBaHUS
(neiiko3, aHeMun);

4. 3n0KavYecTBEHHBIC HOBOOOPA30BaHMS,

5. Apyrue 3a0oneBaHus

[Tprunna MHOBBIIICHUS
runorajaMudeckoro  Set
point:

- SHJIOTE€HHBIN MTUPOTEH;

- CHW)KCHHE TeIUIOOTIa-
4y,

- TIOBBIIIEHUE TEIUIONPO-
TyKITAA

Kaaccnpukanust kauHu4eckux GopM runorajaMmuyeckoro cuuapoma (1965):
1) HelipoOOMEHHO-3HAOKPUHHAS;

2) BCIreTaTHBHO-BUCLCPAJIBHO-COCYAUCTAA,

3) ¢ HapyIlIEHUEM TePMOPETYIISIINH;

4) ¢ HapylIeHueM cHa 1 00JIPCTBOBAHMS,

5) THUIoTaIaMM4YCCKas SIUJICIICHA,

6) HEepBHO-MBIILICYHAS;

7) HepBHO-TpodHUecKas;

8) HepBHO-TICUXUYECKasl (ICUXOIMATOIOTNYECKas).

10




I''TABA 4. BOJIE3HU OPT’TAHOB JIBIXAHUWSA

OcTtpble OpoHXo0JIeroYHbIe 3200/1eBAHUA Y JIeTell:
1) octpsliii OpOHXHUT (IPOCTOK);
2) oCTpblit OOCTPYKTUBHBIH OPOHXHT, OPOHXHOIIUT;
3) OCTpBIi 0OIUTEPUPYIONIHIT OPOHXHOJIHT;
4) peluauBUPYIOIIHMIA OPOHXUT;
5) petuauBUPYIOIIN OOCTPYKTUBHBIH OPOHXUT;
6) ocTpasi THEBMOHWUSI.

XpoHuueckne OPoHX0JIeroyHble 3a00/1eBaHUs Y JeTeli:
1) XpOHUYECKHIT OPOHXUT;
2) XpOHUYECKUI OPOHXHOIHT (¢ 00JIMTEepanueii);
3) XpoHHYECKasi THEBMOHHS
4) MOPOKY Pa3BUTHs TPaXxeH, OPOHXOB, JIETKHUX U JICTOUHBIX COCY/IOB;
5) OpoHxosIeroyHast JUCILIA3KUS;
6) rpymma aabBeOJUTOB (IK30TCHHBIH AIIEPrHYCCKUI albBEONUT, TOKCUYCCKHN (UOPO3UpYOIIHNii
QJIBBEOJIUT, UAMONATHYECKIH (HPUOPO3UPYIOIINI aJTbBEOJIHT);
7) IJICBPHTHI;
8) OponxuanbHas acTMa.

4.1. OcTpslii creno3upyrommii Japuarorpaxeut (OCJIT, KPYII)

OCIJIT, KPVII (ot aHri. moti. croup — KapKaTb) — BOCHAJIEHUE CIM3UCTOW 00O0JIOUYKH
TOpTaHH, CONPOBOXKIAOLIEECS] OCUILIOCTBIO WM OXPHUIUIOCTBIO TO0JI0CA, JIAIOIIMM, KApPKAIOIIUM
KalllJIeM U 3aTPpyIHEHUEM JbIXaHus (IPEeUMYILECTBEHHO Ha B/I0XE).

Crannu xkpyna:

1 cranus
- TIpy HEOOJIBIIIOM CTEHO3€E 3a CUET YBENUYEHHUsS! pabOoThI JbIXaHUs B 2 pa3a ra3oBbIil COCTaB KPOBU
MOJIEP’KUBAETCS B HOPME;

- Ipu PU3NYECKON Harpy3Ke MOKET BO3HUKHYTb JIbIXaTelIbHAasi HEJOCTATOYHOCTh MEPBOIl CTENEHU
(IH1);

- B [IOKO€ OJBILIKHU HET;

- CEpJIEYHO-COCYANCTas CUCTEMA HE N3MEHEHA U TAXUKAPAMS COOTBETCTBYET CTEIIEHU JINXOPAAKH.

II cragus
- MpOrpeccupoBaHMEe CTEHO3a; padoTa JIbIXaHUs yBeIUYUBaeTcs B 3-4 pa3a M0 CpaBHEHUIO C HOp-
MOI1;

- BO BpeMsi OTHOCUTEIBHO CITIOKOMHOTO JbIXaHU 32 CYET YBEIMUEHUS MUHYTHOTO 00beMa JIbIXaHUs
(MOJ) - reanennus k camwkenuto pCO,- THIIOKAITHIY;

- cHkeHue p02- rTunoKcHs, KoTopas MpHU Harpy3Ke yCUJIMBAeTCs;

- npusHaku /JH.

IIT crapus
ITocrosinublie npu3Haku J{H2;

- paboTa apixanus B 5-7 pa3 00JbIle, 4eM B HOPME, U CHIDKEH MUHYTHBIN 00beM abixanus (MO/);
- pa3Has CTENEHb BBIPAKEHHOCTH IMIIOKCEMUH, THIIEPKAIIHUY;
- CMELIAHHBIN peCIMPaTOPHO-METa00INYECKAALIUI03;
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- IpUHIUNHAIbHOE oTauuue oT Il craguu - mosiBeHNe NPU3HAKOB CEPIEYHOCOCYUCTOM HeocTa-
touHocTt (CCH) II crenenu.

IV cragus
- [loctosunbie npusnaku JIH u CCHILL.

Crenenu kpyna:
1 cTreneHb - KOMIEHCMPOBAHHBII KPyI
- OCHUILIOCTb, OXPHUILIOCTH I0JI0CA MOXKET OBITH IPOrPECCUPYIOICH BILUIOTH 10 aOHUU;
- YIIOPHBIN, CYyXOW HABA3YMBBIN Kalllellb, a 3aT€M - JIAIOLIMNA, KapKAIOUIUK;
- B nokoe Hu /IH, HU cTpuiopa, HU HHCIIMPATOPHOM OJBIIIKHA HET WK OHU MUHUMAJIbHBI;
- IEpEUNCIICHHbIE IPU3HAKY TOSBIIAIOTCS IIPU HArpy3ke (Ij1ad, KpUK, COCAHHUE U3 POXKKA, Kallellb) U
- npojoinkarotcst ot 20 muH 110 2-3 u;
II cTeneHnb - HEMOJIHOM KOMIIEHCALIMH
- 00111ee COCTOSIHUE CPEHEH TAHKECTH, OECTIOKONHCTBO;
- CTPUJIOP, CIBILIMMBII Ha paCCTOSHUY;
- TOJIOC OYCHb OXpHUITIINH (Jame adhoHuUs);
- UHCTIMPATOPHAs OJIbIIIIKA C yYaCTHEM BCIIOMOTaTeIbHOM MYCKYJIaTyphl B aKTe JbIXaHus (pa3ayBa-
HUE KPBUIBEB HOCA, BTSHKEHME MATKUX TKaHEH 1€, SIPEMHOM M MOAKIIOUUYHOW SMOK, HMXKHHUX
MEXpeOepHBIX TIPOMEKYTKOB);
- [IpY Harpy3kax, OIPUCTYyNax Kalulid Pe3Koe YCUJICHHE KIMHUYECKUX IPOSBICHUM MPOIOJIKUTEINb-
HOCTBIO JI0 HECKOJBKMX YacOB; TaxXUKapIus OOJbIIasi, 4eM COOTBETCTBYET BBIPAKEHHOCTH JIMXO-
panxu;
- IOTJINBOCTB;
- apTepUaIbHOE AABJICHUE TIOBBIIIECHO.
III cTeneHs - JEKOMIIEHCHUPOBAHHBIN KPYyI
- o0111ee COCTOSIHUE TSDKENOoe; 3aTpyJHEHNE BA0XA U BBII0XA;
- IepHO/Ibl OECTIOKONCTBA CMEHSIFOTCS IEpUOIaMU aIMHAMUU, BAJIOCTH,
- 3aTOPMOXKEHHOCTH;
- pe3kast 0J1eIHOCTb, TOTIUBOCTb, XOJIOIHBIN IOT;
- IepUOPAIbHBIA U aKPOIIMAHO3, [IMAHO3 KOHYMKA SI3bIKa, YBEITMUYEHUE [1€YEHH, 3aCTOWHBIE SIBJICHUS
B jerkux — npusHaku CCH;
- Ipu OecrioKoMCcTBE reHepain30BaHHbIN IMaHo3 — npusHaku CCH;
- ayCKYJIbTaTUBHO - OCJIA0JICHHOE JIbIXaHHE;
- IOsIBJICHHE <KBBINAJICHUN MyJbca>> (apUTMHUS, BBINIQJCHHUE MYJIbCOBBIX BOJIH Ha BI0OXE);
- apTepualbHOE JaBJIEHUE YMEPEHHO CHIXKEHO.
IV crenens - achukcuyeckast
- IOCTOSIHHO OJIeTHO-IIMaHOTUYHBIE KOXKHBIE IOKPOBBI, IIHAHO3 MIEPHUOHMUECKH YCHIUBACTCS;
- apUTMHYHOE WJIM MapaJOKCAIbHOE JIbIXaHUE;
- OpamuKapaus;
- apTepuabHasi TUIIOTEH3US;
- OCTaHOBKa JIbIXaHUS WIN CEPJICYHOMN JEITEIbHOCTH.

4.2. Xponnueckuii o0urepupyrouuii opouxunoaut (XOb)
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XOBb — XpoHnueckoe BOCMATUTENbHOE 3a00IeBaHNe MEIKUX OpPOHXOB U OPOHXHOJ, XapakK-
TEPU3YIOIIEECs YACTUYHOMN WIIM TOJHOM OKKIIO3MEH JUCTANBHBIX JBIXaTeNbHBIX MyTeil (nOpo3HOi
TKaHBIO ¥ KIIMHUYECKH MPOSBIISAIONIEECS CHMIITOMaMU HEOOPaTUMO OOCTPYKITHH.

BapuaHnrsbl:

1. KOHCTpUKTHUBHBI;
2. [IponudepaTuBHBIIA.

BapuaHThI 110 JIOKATH3AUM:

1) OAHOCTOPOHHUI «TOTANBHBIN» (CHHIpPOM Makieosa);
2) OMHOCTOPOHHHM «OYaroBBIN;

3) IBYCTOPOHHUMN «OYaroBbIN»;

4) «1oneBom».

4.3. IIneBMoHuA

[THeBMOHUS — OCTPBI MHPEKIIMOHHBIA MPOIECC, PA3BUBAIOIINICS B PECIMPATOPHOM OT-
JIeJIe TbIXaTeIbHOM CHCTEMBI ¢ BOCIAIUTCIILHON MHOUIbTpAIlME JeroOYHOM TKaHHU, 3alOJTHCHUEM
QJIBBEOJI KCCY/IATOM U KIIMHUYECKU TPOSBIISIONIUICS 00IIel peakiueil opranu3mMa Ha WHPEKIUI0
(JMxopajka, MPU3HAKK MHTOKCHKAIIWH ), KAllJIeM, JbIXaTeIbHOW HEJOCTATOYHOCTHIO (OJIBIIIKA, yUa-
CTHE BCIIOMOTATEILHOW MYCKYJIATYPhl B aKTE JABIXAHHS U Jp.), JIOKATHHBIMU (PH3UKATHHBIMU CUMIT-
TOMaMH, HHOUIBTPATUBHBIMA H3MCHCHUSIMHA HA PEHTTCHOTpaMME.

Tabnuua 4
Pabouas kiaccupukanusi IHEBMOHMH y AeTel

Mopdoaornueckas YcaoBus Tewemte Teuenne
¢opma MHQUIUPOBaHUSA Jlerounnie BHeserounnie
OuaroBas BuebonpHUYHAS Ocrtpas CHHIIHEBMOHHYECKHH Nudexuponno-
IJIEBPUT TOKCUYECKUH
CermeHTapHas BaytpubonsHuuHas 3arsxHas LIOK
(HO30KOMHAITbHAS) MeTanHeBMOHUYECKUIT
OyaroBo-ciuBHast IJIEBPUT JABC-cunnpom
[Ipu nepuHarasbHOM CepaeuHo-
Kpymnosznas nHUIMPOBAaHUN Jlerounas necTpykuust | cocyaucTas HEHOCTa-
Abcrecc Jierkoro TOYHOCTh
MurepcTunnanbHas Y GOJIBHBIX ¢ UMMYHO-
nepunuToM IIneBMOTOpakc Pecniuparopsslil auc-
Tpecc-
[TnomHEeBMOTOpAKC CHHJIPOM B3pPOCJIOTO
THIA

ITo 3Tuojorum:

O N O Ol WN -
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. [THeBMOKOKKOBBIE ITHEBMOHMH (Streptococcus pneumoniae);
. CtpenTokokkoBasi THeBMOHHMS (Streptococcus pyogenes, Streptococcus viridans u jap);
. Cradpuokokkoas maeBMonus (Staphylococcus aureus u ap.);
. [TneBMoHMH, BeI3BaHHBIC Nanoukol AdanackeBa-Ilpeiiddepa (Haemophilus influenzae Tum b);
. Kne6euennesnas naesmonust (Klebsiella pneumoniae);

. ITueBMOHMSI, BRI3BaHHAs MAJIOYKOM crHe-3eaeHoro raos (Pseudomonas aeruginosa);

. Mukommrasmennas maesmonus (Mycoplasma pneumoniae);
. Xnmamuauiinas muesmonuns (Chlamydia pneumoniae);



https://ru.wikipedia.org/wiki/Streptococcus_pyogenes

9. Xnmamuano3 HoBopoxkaeHusix (Chlamydia trachomatis);
10. Opuurosnas naesmonus (Chlamydia psittaci);

11. Jlernonemne3nas nueBmonus (Legionella pneumophilia);
12. BupycHble THEBMOHHU (pecIUpaTOpHO-CHHIIMTHANIBHBIN BUpYC, BHpYC rpunma, [IMB);
13. [TueBmorucTHRIC THeBMOHMK (Pneumocystae cariniti).

Tabmuua 5

Kiunuko-i1adopaTopHasi XapaKTePUCTHKA IbIXaTeJIbHON HEeI0CTATOYHOCTH
MPH OCTPOiIi MTHEBMOHUM

I'azoBblii cocTaB KPOBH.

Cre- IToxa3aTenn BHeIIHEro
Kinnuyeckasi XapaKkTepucTHKA KucinorHo-ocHoBHOE
NeHb ABIXaHUS
cocrosinue (KOC)

JHI - Ogpiika BapeUpyeT; 0e3 yua- | - MO/l (MuHyTHBINH 00BeM abixa- | - ['a30BbIi COCTaB KPOBH B IO-
CTHsI BCIIOMOTaTeNbHOM MYCKyJa- | HHsI) yBEIMYCH; KOe He M3MEHEH 00 Hachllle-
Typel B aKkTe AbIxaHus; B mokoe, | - JKEJI (ku3HEHHas eMKOCTh | HHE KPOBHU KHCIOPOAOM YMe-
KaK IIPaBUJIO, OTCYTCTBYET; nerkux), P/l (pe3epB npixaHus) | peHHO cHIbKeHO 70 90% ( pal2
- IluaHO3 NEPUOPANBHBIA HEIO- | CHUXKCHBI; = 8,67 10,0 xIla), HO mpH AOBI-
CTOSIHHBIN, ycunuBatomuiica mpu | - Ol (o6bem nwixanus) mosbl- | xaHun 40-50% xucimopomom
0ECTOKONCTBE, MCUE3AIOIUHA MPH | LIEHHBIH, TO €CTh KO3((GHUIMEHT | BO3PACTACT A0 HOPMBI.
asixanun  40-50% kucnopomoM, | UCMONB30BaHUS kucaopona | - HanpsbkeHue —yriekucnoro
0JIEHOCTD JINIIA; (KN02) camkeH rasa B KpOBH: OOBIYHO THIIO-
- AJl (aprepmanpHOE HaBIICHHE) karmaus (paC02 mmke 4,67 xlla)
HOpMalbHOE, pEXe YMEpPEeHHO 160 paC02 B mpeaenax HOPMBI
MOBBILIEHHOE; (5,07-5,35 kIla).
- II/]] (oTHOIIEHHE MyJbCa K YHC- - 3aKOHOMEpHBIX HW3MEHEHUI
ny neixanus) = 3,5-2,5 :1; KOC He oTrmeuaroT.
- Taxuxapnus;
- IloBenenue He HapylIeHO, JINOO
OecrokoifHOe

JHII - Oppiika B okoe nocrostHHas ¢ | - MO/l yBenuyes; - KucnopogHoe HacellieHue
ydacTieM BcroMmoratenbHOi My- | - JKEJI cHmkena Oonee, yem Ha | kpoBu  coctaBimser  70-85%

CKYJIATYPbI B aKT€ JBIXaHUS, BTSI-
JKCHHUEM YCTYITYUBBIX MECT TPY/-
HOW KJICTKH, MOXET OBbITh M C
npeo0ajJaHueM BJIOXa WM BHI-
J0Xa, T. €. CBUCTSIIEEIbIXaHUE,
KPSXTANINN BBIJOX;

- I/ = 2-1,5 : 1; Taxukapaus.

- IluaHo3 mepHOpanbHbIHN, IHIA,
PYK TIOCTOSHHBIH, HE WCYe3aeT
npu aeixanun 40-50% kwuciopo-
JIOM, HO OTCYTCTBYET B KHCIIO-
POIHOM ManaTke;

- TI'enepanuzoBanHas OJIeTHOCTD
KOH, IOTJIUBOCTh, OJIEIHOCTH
HOTTEBBIX JIOXK;

- L1 noBblIIeHHOE.

- ITloBenenue: BSUIOCTb, COMHO-
JICHTHOCTh, aJWHAMUSI, CMCHSIIO-
masicss KpaTKOBPEMCHHBIMHU  TIC-
puoaaMu BO30YKICHHS,

- CHIKEeHHE MBIIIEYHOTO TOHYCA.

25-30%;

- O u P cumxensl 10 50% u
MeHee 0T HOPMBI,

- 13 (mpIxaTenbHBIA SKBUBAJICHT)
3HAYUTEIHHO TOBBIIICH, YTO yKa-
3bIBA€T HA BBIPAXKEHHOE CHUXKE-
HUE YTUIU3alUd KUCIOpOJa B
JIETKUX

(pa02 = 7,33-7,53 xIla);

- Ilpu npeobmamanuu auddy-
3MOHHO-pACIPEACIUTENbHBIX
paccTpoiCTB yalle oTMedaeTcs
HopmokanHus (paC02 = 4,67-
5,87 kIla), BEHTHJISILIMOHHBIX -
runepkansus (paC02 Beimre 6,0
k[la);

- JlpIxaTenpHBIN WM MeTaboIu-
geckuid amumo3 pH 7,34-7,25,
nepunut ocHoBannid (B E )
YBEJIIMYEH JMO0 KOMIIEHCHUpPYET
THIIEPKAITHHUIO;
- VYpoBeHsr  OukapbOHATOB
mwra3Mel (AB, SB) ompenenser-
Csl XapaKTepoOM alua03a;

- Crenenb u BUA HapylIeHUil
KOC 3aBucar or cocrosHus
TeMOJIMHAMUKHI
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[Tponomxenue TaOIUIIBT 5

JHII | - Oppiika BelpaskeHHas (dactota | - MO/l cHIKEH; - Hacrplmenne xpoBu KHCIOpO-
nerxaaus 6omee 150% ot Hopmer); | - JXKEJI u O] cHmkensl Ooxnee, | nom Hmke 70% (pa02 mHmxe
- Amnepuogmueckoe  gpIxaHue, | geM Ha 50%; 5,33 klla);
neproandecKy OpamunHod, ne- | - P/I paBen 0 - JIEKOMIIEHCUPOBaHHBI CMe-
CHHXPOHM3aLMsl JAbIXaHUs, Tapa- maHHelid  anuno3: pH Mewnee
JIOKCaJIbHOE JIBIXaHNE; 7,2;
- VYMeHbIIEHUe WU OTCYTCTBHE - Bennmunna BE Gomnee 9,87
JIBIXaTeJIbHBIX IIIyMOB Ha BJIOXE; kl1a);
- [/ Bapsupyer; - YpoBeHs 6ukapboHaToB(AB 1
- lwmaHo3 TeHepaIM30BaHHBIN; S B ) u GydepHBIX OCHOBaHHI
AMEETCS IUaHO03 CIM3UCTHIX 000- (BB) cHmxeH
J04eK, ryd, HE NPOXOAWUT TpH
nmerxaanu 100% xucmopomom;
- OTMeuaroTcsi reHepaTu30BaHHAS
OJIeTHOCTh U MPaMOPHOCTH KOXKH,
JIUTIKUM TOT;
- AJl cHWKEHHOE;
- IloBexgeHue: BSJIOCTh, COMHO-
JICHTHOCTb, CO3HAHUE M PEaAKIUH
Ha 0O0JIb TTO/1aBIICHBI;
- BelpaskeHHOE CHIDKCHHE TOHYCa
CKEJICTHBIX MBIIII; KOMa;
- Cynoporu

I/IHTepCTI/IIII/IaIleI)Ie IMHEBMOHUH
Tunsi:

1. ManudecTHbIi, OCTpHIii;

2. ManocuMnTOMHBIH, TOAOCTPHIH.

Tabmuma 6

Kiaunuko-i1a6opaTopHasi XapaKTepucTHKA cTelleHell TOKCUKO03a y JeTel
(ITamasin A. B. n Hp10yaskun J. K., 1995)

Knaunuyeckne cuMNITOMBI
CreneHn Hapy- Oxpacka ko- Temmne- Te-
HIEeHHsA Hepsuas e yase Al parypa Juype3 KOC Ma-
cucreMa CIIU3HUCTBIX ToO-
000s1049eK rera KpHT
Komnencuposannasn
Wsmenenne cocy- | Mppura- HopmanbHas Hopma | TToBel- | 39-39,5 Ouury- pH B | YBe-
JUCTOrO TOHYyCa THUBHas WIM  TUIepe- | WK IIEHO "C. pust HOpME, -
(cmazm mpeka- | ¢aza WM | Mus, yMme- 3a CooTt- BE 4eH
MTISIPOB U co- pexxe  Onen- | peHHas | cueT HOIIICHHE HE HIKE
MOBBILIIEHUE IIPO- | MHOJIEHT- | HOCTb C Taxu- CHCTO- | KOXKHOH 7
HUI[AEMOCTHU HOCTb [IMaHO30M Kapaust | Jinde- U pek- MMOJIB/JT
COCYIUCTON HOrTeBbIX JI0X | A0 180 | ckoro. TaJbHOU
CTEHKH; K COCy- V/mu | dua- TemIepa-
JMCTBIM H CTOJIM- | TypBI
HapyIICHUIM 4ecKkoe | HOp-
TIPUCOETUHSAIOTCS B HOp- | MalbHOE
pEOJIOTHYECKUE C Me WIH
BHYT- clIeTKa

15




CTa3bl
Ha HWXKECIIC-

JKaIUX no-
BEPXHOCTSIX
Tea

pUCOCYIUCTOM TTOBBI-
arperanuen IIEHO
SPUTPOINTOB
Cybromnencuposannas
[orpebnenue Co- bnegnocts ¢ | Taxu- Ilosel- | lo 40 | Onuro- Hekom- Yee-
(akTOpoB  CBep- | mop,cpeaH | <KMPaMOpHBIM | KapIus | LIEHO °C. VBe- | -aHypus, | IEHCH- JIm-
THIBaHUS, emosroBas | > JI0 3a JIU4YUBa- | BO3MOX- | POBaH- JeH
IUIaCTHHYAThIE KoMa PUCYHKOM. 220 cuer eTcst Ha HBIA
TPOMOBI, luano3 cum- | ya./mMu | nua- pasHMLA | reMaTy- | JaKTarT-
WHTEPCTUIHAIIH- 3HCTBIX H CTOJIU- | MEXIY pust arumIo3,
HBIA OTEK o0omoyexk YECKO- | KOXKHOH pH
HOTTEBBIX JIOK TO n  pek- MeHee
TaJIBLHOMN 7,25, BE
Temrnepa- o 11
Typoii MMOJIB/J
/lekomnencuposannasn
[Mape3 mepudepu- | Koma Cepo- Taxu- Bonee Csbllie Croiikas | Metabo- | CHu-
YECKUX COCYJIOB, (cTBOIO- LMaHOTWYHas, | Kapaua | tunud- | 40 "C aHypus J4e- JKEH
pe3Koe TOBBIIIE- | Basd, < mMpa- bi(s) Ha WA TH- cKHl n3-3a
HHUE MPOHHUIAEMO- | TePMH- MOPHOCTE>>, 220 THIIO- noTep- WA aHe-
CTH HaJIbHAs) CUMIITOM ya./MHA | TEH3US | MHA CMEIaH- | MUH
COCYIUCTOM K 0eoro H WA HBIN
CTEHKH, osTHa>> 0oJice 6pa;[1/1— HEKOM-
TpomM003 3 cex, npu | Kapaus MICHCH-
MUKPOLUPKYJIS- HaJTaBIMBaHUH poBaH-
LIMU, TIATOJIOTHYE- majgplleM  Ha HbIH
CKO€E KOXYy anuao3,
JICTIOHNPOBAHUE - gamrka. Xo- pH 7,08-
KpOBH, JIOIHBIC mac- 7,14, BE
MeMOpaHOoIn3, TO3HBIE Ooree 11
KJICTOYHBIA OTEK KOHEYHOCTH, MMOJITh
MOXET  OBITh
reMopparuye-
cKas
CBIIIb,  THIIO-

CepaedHo-cocyaucToie paccTpoiicTs npu octpoii nHesMonun y aAereil (M.B. Koran):
A. Tlo xapakTepy nopaxeHusi MUOKapAa: TUCTpodusi MUOKapIa, MUOKAPIUT.

b. Ilo Begymemy naToreHETHYECKOMY CHHAPOMY:

I. TIpeumyiecTBEHHO cepeyHas HeloCTaTOYHOCTh. Hapyiienue cokparurenbHol GpyHKINUN

MHOKap/a.

II. IIpenmyIIECTBEHHO COCYAUCTasi HETOCTATOYHOCTb:
1 )u3meHenne nepudepruaeckoro COCYIUCTOr0 COMPOTHRICHUS (TTOBBIIIICHUE WM CHUXKEHHE);

2) U3MEHEHHUE BEJIMYMHBI BEHO3HOTO MIPUTOKA K ceplly (YBeJIMYEeHUE YMEHBIICHUE);

3) HapylleHHne reMOAMHAMHUKU Majioro Kpyra KpoBooOpaieHHs (JIero4yHas apTepualibHasi TUIep-

TEH3Us1, BEHO3HBIN 3aCTON, CUHAPOM THIIOBOJIEMUN );
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4) napymeHre GyHKIUH KaTHUIIPHOTO OT/IENIa COCYIUCTON CHCTEMBI (CHHIPOM KaMLISApOTPOdhH-
yeckoi HepoctarouHoctu 1o B. W. Ka3naueeBy u A. A. JI3U3UHCKOMY).

[II. Cepneuno-cocyaucras HEJOCTATOUYHOCTb.
B. o creneHu TSHKECTH CEPIeYHO-COCYAMCTHIX PACCTPOMCTB: JIeTKas CTENEHb, CPEIHEH TSHKECTH U
TSDKETIast.

4.4. Aresexras
Atenexra3 (rped. ateles — HEOKOHUEHHBIH, HETIONHBINA U ektasis — pacTsAruBaHue, paciiu-
pEeHHE) — MATOJIOTUYECKOE COCTOSIHUE JIETKHX, NP KOTOPOM B ajlbBEOJIax NMapeHXHMbI BCETO JIer-
KOro (WJTM €ro 4acTh) Tu00 COBCeM HET BO3AyXa (amHeBMaTo3), 1100 Maio (THIIOITHEBMATO3).
Kunaccnpukanus arenekrasos Jjerkux y aerei (M. U. Biaaabikuna):
ATeJieKkTa3bl (AIHEBMAaTO3bI)
1. BpoxxneHHBII:
a) TICPBUYHBIN;
0) BTOPUYHBIH.
2. [IpuoOpeTeHHBIN:
a) OCTPBIH;
0) XpoHUYeCKHUH (IPUBOJUT K MHEBMOCKJIEPO3Y WIIM KapHU(DHUKALINN).
Kounanc(runonueBmaros)
1. PedekropHsIii:
a) MOCIIeONePalMOHHBIN;
0) TpaBMaTHUYECKUII.
2. HacTynuBumuii OT CAAaBJICHUS U3BHE:
a) OCTpBI;
0) XpoHUYECKUH (PUBOJUT K NEPUOPOHXHATBHOMY (PUOPO3Yy M TUITIOBEHTHIISALIMH).

4.5. IlaeBpur

[TneBpuT — BOCHasieHHE TJIEBPHI ¢ 00pa30BaHUEM Ha €€ MMOBEPXHOCTU (WJIM CKOILJIEHHEM B
MIOJIOCTH ) BHITIOTa — OOBIYHO SIBIISIETCSI BTOPUYHBIM, TO €CTh MIPOSBICHUEM PYTUX 3a00JICBaHHIA.

|. I1lo smuonozuu:

1. UndexkuronHsie:
a) crienupuyeckue (TyOepKylIe3Hbld U JIp.);
0) Hecnieuupuyeckue (MHEBMOKOKKOBBIE, TeMo(uiIbHbIE, CTa(hUIOKOKKOBBIE, ApyrHue OaKkTepuab-
HbI€, BUPYCHBIE, BBI3BAHHBIE CMELIaHHOH (riopoit).

2. Anneprudeckue W Ipyrue MMMYHOIIATOJIOTHUYeCKHe (MIPH KOJUIareHo3ax W JPYrux 3abo-
JIeBaHUSIX);

3. OnyxoneBble.

Il. 71o xapaxmepy evinoma.

1. Cyxue (¢pubpuHO3HbIE);

2. DKccynaTtuBHbIe (THOMHBIE, cepOo3HbIe, CepO3HO-(DUOPHUHO3HBIE, THUIOCTHBIE, XUIIE3HbIE,
reMopparu4eckre 1 CMeIlaHHbIe);

1. 710 pacnonoscenuro vinoma:

1. CBOOOHBII;

2. OcyMKOBaHHBIA (TIPUCTEHOYHBIC (KOCTaNbHBIC), BEpXYIIeUHble, nuadparmanbHbie (Oa-
3aJIbHBIE, MEIMACTUHAIbHbBIE, MEXKIO0JIEBBIE).
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IV. Ilo onumenvrocmu meuernus 6bi0easom:.
1. Octpsie;
2. XpOHUYECKHUE.

4.6. ITneBmMoTOpaKc

[THeBMOTOpaKC — MaTOJIOTMYECKOE COCTOSIHUE, IPU KOTOPOM B IUIEBPAJIBHON MOJIOCTH UMe-
eTcs BO3AyX.

Pazimuaror caexyromue Buabl mueBMoTopakca (Can C. A., 1986):

Cnonmannwlii nHeemomopaxc

A. TlepBuuHBIi (OTCYTCTBYIOT KIMHUYECKHE TPOSIBICHHS JIETOUHBIX 3a00JICBaHHIA);

b. BropuuHnsiii:

1) neduuT a1-aHTUTPHUIICHHA;

2) MyKOBHCLIUJI03;

3) XxpoHHUecKue 0OCTPYKTUBHBIE 3a001€BaHUS JIETKHX;

4) actMaTHUecKuil cTaTyc npu OpOHXHMAJIBHOH acTMe;

5) undexunoHHbIe 3a00eBaHM JIETKUX (TyOepKyJie3, AeCTPYKTUBHbIC THEBMOHUH U JIP.);

6) uHTepCTULIMANIbHBIE 3a00JIeBaHM JIETKUX (303MHO(MIIbHAS I'paHylIeMa U Ipyrue rucTuo-

UTO3bI X);

7) “”HQAPKT JIETKOro;

8) 3110KaueCTBEHHbIE HOBOOOPA30BaHUS JIETKHX;

9) nyueBble OpaKEHUS JIETKUX;

10) nexapcTBeHHbIE BO3€HCTBUS (JIeueHNE IUTOCTATUYECKHUMH IperapaTamu);

11) cunnpom Mapddana;

12) 60ne3up YepHorydboBa—03Inepca— Jlanmnoca.

Tpaémamuueckuiit nHe6MOmMopaxkc

A. TIpoHukaromiast TpaBMa.

b. Tynas TpaBma.

Hampozennwlii nneemomopaxc

1) TopakoreHres;

2) kaTeTepu3aIus MOAKIIOUYNIHON BEHBI,

3) MexaHUYecKast BEHTHIISALUS JIETKHX;

4) nocaeaCTBHS XUPYPIUYECKOr0 BMEIIATeIbCTBA;

5) xapauonyaIbMOHAJIbHAS peaHUMAallus;

6) MyHKIIMOHHAs1 OMOTICHSI JIETKOTO;

7) TpancOpoHXHaIbHAS ¥ OpaHII-OUOTICHS Yepe3 OpOHXOCKOTT;

8) sHOCKOMHS;

9) nMarHocTUYeCcKui MHEBMOTOPAKC;

10) ne4yeOHBII MHEBMOTOPAKC.

Dopmbl KTUHUYUECKO20 MeYeHUs NUONHEEMOMOPAKCA:

[TepBast popma — octpas;

Bropas ¢popma — msrkas;

Tpetbst popma — creprasi.

4.7. bpouxoskrarudeckas 6ose3nb (bIb)
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BOb - npencrasnsier coboii 3a0o0seBaHNe, OCHOBHBIM MAaTOMOP(OIOTHIECKUM CYyOCTpaToM
KOTOPOTO SIBIISIETCSI PETHOHAPHOE paCIIUPEHUE OPOHXOB, MPEUMYIIECTBEHHO B HIDKHUX CETMEHTAX
JICTKUX, COIMMPOBOXAAOIICCCA XPOHUYCCKUM HArHOUTCIIbHBIM ITPOLIECCOM.

I. ITo TeyeHnuro:
. JIerkoe;

N =

. Cpegnerskenoe;
3. Tspxenoe.

I1. ITo ¢popme paciumpeHusi 6POHXOB:
. Hunuuapuyeckue;

—

2. Memoruarsle;
3. CmeniaHHbIe.
I11. Ilepuon 3a001eBanus:
1. OGocTpenue;
2. Pemuccus.

4.8. Ilopoxku pa3Butusi 0pOHXO0B, JIErKHX U JIETOYHBIX COCY/10B
[Topok pasBuTusi — aHoMmalidsg B OOJBIIMHCTBE CIIy4aeB BHYTPUYTPOOHOTO Pa3BUTHS, IO-
BJIEKINAs 32 cO00 TpyOble M3MEHEHHUSI CTPOCHUS M (PYHKIIUHM OpraHa Win TKaHHu. [lopoku pa3BuThs
JIETKAX JTHArHOCTHPYIOT y 1-3% yMepIinx HOBOPOXICHHBIX W mpuMepHO y 1/5- 1/6 GonbHBIX ¢
XPOHUYECKOH OPOHXO0JIETOYHON MAaTOJIOTUEN.
Kaaccnpurxanus (mo C. JI. JIu6osy u 10. H. JleBamony):
L. Ilopoku, ceazanuble ¢ HeOOpazeumMueM OpeaHa 8 Yeiom Uil e20 AHAMmOMUYECKUX, CIMPYK-
MYPHBIX, MKAHEBbIX INEeMEHMO8.
a) areHe3us JIETKuX;
0) arta3us JIETKUX;
B) TUINOIUIA3Ms JETKOTO MPOCTasi;
') KHCTO3HAsI TUTIOTUTAa3usl (TIOJIUKUCTO3);
n) Tpaxeodoponxomeranus (cunapom MyHnse—KyHa);
e) cunapom Bunbsamca—Kemnoenna;
) BpOKJIEHHas J10J1eBast SMpuzema.
II.Ilopoku, cesazanuvie ¢ Haauyuem U30bIMOUHBIX (006A8OUHBIX) OUZIMOPUOSEHEMUUECKUX
Gopmuposarnuii.
a) mo6aBoYHOE JIeTKoe (70J151) ¢ OOBIYHBIM KPOBOCHAOKEHUEM HITH
0) ¢ aHOMaIbHBIM KPOBOCHA0KEHHEM (BHEIOJIEBAsI CEKBECTpaIlHs);
B) KHCTA JIETKOTO ¢ OOBIYHBIM KPOBOCHAOKEHUEM HITN
') C aHOMaJIbHBIM KPOBOCHa0XKeHHEM (BHYTPHUI0JIEBasi CEKBECTpaLus);
1) TaMapToMa 1 IPYTHe OITyXOJIEBUIHBIE 00pa30BaHMSI.
1II. Heobvlunoe anamomuueckoe pacnonodiceHue CmpyKkmyp 1e2Kko20, UHo2oa umerouee Kiu-
HU4ecKoe 3sHavenue:
a) oOpaTHoe pacrnojioxeHue jerkux (cuaapom Kaprarenepa);
0) 3epKaIbHOE JIETKOE;
B) TpaxeaJlbHbIl OPOHX;
T') 10JIs1 HETApHOW BEHBI;
1) IpOYHeE.
1V. Jlokanuzosannvle (ocpanuienHvle) HapyuieHUus cmpoeHus mpaxeu U OpoHxos:
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a) CTCHO3BI;
0) IMBEPTUKYIIBI,
B) TPax€OIUILIEBOIHbIE CBUIIY.
V. Anomanuu KposenocHwix u IumMpamuyeckux cocyoos neeKux:
a) CTEHO3bl JIETOYHOM apTEpUN U €€ BETBE;
0) BapUKO3HOE PACLIMPEHHE JIETOYHBIX BEH;
B) ApTEPUOBEHO3HBIE CBUIIH JIOKAJIM30BAHHBIE;
I') MHOXECTBEHHBIE apTEPUOBEHO3HbIE CBUIIM 0€3 4YeTKOM Jokamu3auuu (cuHapoMm Pango—
Ocnepa), 1MM(aHTHOAKTa3UH U IPOYUE AHOMATIMH JTUM(PATHIECKON CUCTEMBI JIETKUX.

4.9. HacieacrBeHHbIe 3200/1€eBaHNS JTETKHX
. [lepBuunas nunuapHas auckunesus (cuuaapom Kaprarenepa);
. Unnonarnueckuii iuddy3usiii pudpo3 gerkux;
. 'emocunepo3 nerkux (cunapom Llwiena-I'emnepcrenra);
. Cunnpom I'yamacuepa;
. CeMeiiHbIN CIOHTAHHBIN MTHEBMOTOPAKC;

. [lepBuunas jgeroynas runeprensus (CHHAPOM Aspca);

. Jlerounast smduzema cemeiinas (HeZJOCTaTOYHOCTh a1-aHTHTPHUIICKHHA - a1-AT);

1

2

3

4

5

6. AJbBEOJISIPHBIA MUKPOJIUTHAS;

7

8

9. Bponxuonoskrariuueckas smMmpuzema Jlemike;
1

0. [Topaxenue nerkux npu Mmykosuciuaose (MB).
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I''TABA 5. AJNIEPTHUYECKHUE 3ABOJIEBAHUSA

[To onpenenenuto B. U. Ilemikoro (2003): «anrepeus ecmv namonocuueckuil npoyecc, 8 oc-
HOB€ KOMOPO2O JIeHCUM NOBpeNcOeHUe, Bbl3blaeMoe peaKyueli UMMYHHOU CUCTNeMbl HA IK302eHHblI
annepzemny.
OcHoBHbIE IPyNNbI IK30T€HHbIX aJ1JIEPreHoB
1. AspoannepreHbl — HaXOSIIUECs B BO3yXE B 3HAUUTEILHOM KOJIMYECTBE aJlJIepreHbl:
— MBUIBLIEBBIE AJJIEPTeHbI (JIEPEBHEB, TPAB, COPHIKOB);
— aJulepreHsl JOMaIIHe Mbui (KOMIUIEKC aJUIepreHOB JIOMAalllHed MbUTH, aJlJIepreHbl KIemen a10-
MaIllHEeH MbUTH, aJJIepreHbl TAPaKaHoB);
— aJJIepreHsl rpuboB (BHEOMAIIIHKE, BHYTPHIOMAIITHUE);
— DMIUTEIHUN U IPYTHE aJUIEPTEeHBI )KUBOTHBIX.
2. [lumieBble ajiepreHsl.
3. JlekapcTBEHHBIE aNIEPTEHBI.
4. AnepreHsl sijia KalsX HaCEKOMBIX.

K annepruvyeckum 3a00/1eBaHUSIM OTHOCHT:
. Ionnnuo3;
. ATonMueckuil JepMaTHT;
. KpanuBuuna n orex KBunke;

1
2
3
4. AnapunakTHUECKHil 1I0K;
5. CeiBOpoTOYHast 60JIE3Hb;

6. Annepru4eckuii puHuT,

7. Jpyrue annepruyeckue 3a00J1eBaHNs BEPXHUX JbIXATENbHbIX MyTel ((hapuHTHT, JAPUHTHUT, Tpa-
XEUT),

8. bponxuanbHas acTMma;

9. DK30reHHbIN aIeprudeckuil aTbBEOIINT.

5.1. KpanuBHuua
KpanuBauiia — 3aboneBaHue, XapaKTepPH3YIOIIEeCs PacIpOCTPAHEHHBIM BBICHIIAHHMEM Ha
KOXK€ 3YASIIUX BOJIBIPEN, MPEICTABISAIOMINUX COO0M OTEK OrpaHUYEHHOT0 Y4acTKa, TJaBHbIM 00pa-
30M COCOYKOBOTO cJI0s1 KOXkH. OJTHUM U3 BUAOB KpalMBHUIIBI sIBiIETCS oTeK KBUHKE (aHTMOHEBPO-
TUYECKUH OTEK).
Kiaunnyeckue (popMbl KpanuBHUIIBI:
1) Aneprudeckasi KpanvuBHHUIIA,
2) XoomoBasi KpalMBHUIIA;
3) XonuHepruyeckasi KparnvuBHUIIA;
4) KpanuBHuiia GU3NUECKOTO HAMIPSIKCHUS;
5) ConHeuHast KpanuBHHILIA,
6) depmorpadudeckas (MexaHn4IecKas) KpauBHHLIA;
7) KoHTakTHast KpanuBHUIIA;
8) KpanuBuuna npu quddy3HbIX 00JIE3HIX COSTUHUTENFHON TKaHH (KOJUIareHo3ax);
9) KpanuBHUIA IpH TEIBMUHTO3aX U IPYTHX Mapa3uTo3ax;
10) Unnomatudeckast KparuBHUIIA,
11) Octpast KpalMBHHMIIA;
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12) Xpounueckast KpalMBHHIIA;
13) AuruoneBporudeckuii otek (oTek KBunke).

Kaaccupukanus kpamusaunbl (FINEMAN S, 1988)
1. UmmyHOOTHYeCKH 00YCIIOBIICHHAS .
- aHaUITAKTUYECKHUH THIT,
- IUTOTOKCUYECKUI THII,
- IMMYHOKOMIIJICKCHBIM.
2. AradunakTouHas:
- BBI3BAaHHAS] METUATOP-BBICBOOOKTAIOIIIMMU areHTaMH,
- acCTIMpUH3aBUCUMAS.
3. dusuyeckas.
- nepmorpaguyeckas (MexaHu4eckasi);
- TeMIiepaTypHas (X01010Basi U TEIUIOBas);
- XOJIMHAPTUYCCKas;
- KOHTaKTHas,
- BUOpAIIMOHHAS.
4. lpyrue BUbI:
- UAUONATHYECKAs,
- rmamyJse3Has;
- INTMEHTHAA,
- CUCTEMHBIH MacTOIUTO3;
- UH(PEKIIMOHHAs KPAITUBHUIIA,
- Ko)kHasi opMa BaCKyJIMTa U APYTUE CUCTEMHBIEe 3a00JIeBaHMUS,
- 00yCJIOBIIEHHAs HEOTUTACTUYECKUMU TMPOIIECCAMU;
- SHJOKpUHHAS;
- IICUXOT€HHasl.
5. HacnenctBenHsle (hOpMbI KPaMBHUIIBL:
- HACJIEJACTBEHHBIN aHTMOHEBPOTUYECKUI OTEK;
- HACJIEJICTBEHHAsI XOJIOJIOBasi KpAIMBHUIIA,
- nepunut Cs;
- HaCJIeICTBEHHBIN CHUHIPOM, XapaKTEPU3YIOIIUICS KPAMUBHUIICH, TIIYXOTON, aMHIIIONI030M.

Kaaccndpukannsa kpanusaunsl (B.U.IIbinxuii, 1987)

l.Anmnepruueckas:
1.1. be3 conyTcTBytomux 3a001€BaHMi OPraHOB MUIIEBAPEHUN;
1.2. C conyTcTBYIOUIMMH 3a001€BaHUSIMHI OPTaHOB MMUILEBAPEHUH.

2. IlceBnoannepruueckas:
2.1. B cBs3U ¢ mepeHeceHHBIMU IeNaTOTOKCUYECKUMHU BO3AEHCTBUAMU (MH(EKINN — remaTtuTsl A.
B, manspus, OpromHoii Tud, TU3eHTepHs; OTPaBICHUs — IPUOAaMH, STHINPOBAHHBIM OEH3UHOM);
2.2. B cBs3U C MOBBIIICHHOW YYBCTBUTEIHHOCTHIO K HEHAPKOTHUECKUM aHaIblreTHKaM (TPOU3BOI-
HbIE CAJIMLIMIOBON KHCJIOTHI, TUPA30JIOHY, HECTEPOUAHBIE MPOTUBOBOCHAIIUTEIbHBIE MPENApAThI),
TapTpasuHy;
2.3. B cBs13u ¢ mapa3uTapHbIMH 3a00JICBaHUSMHU.
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5.2. AHapuTaKTHYECKHH IIOK

AHapWIaKTHYECKHH MIOK — BHJI QJUIEPTUYECKON peaklui HEMEJICHHOTO THUIIa, BOSHUKAIO-
11| IpU OBTOPHOM BBEJICHUH B OPTaHU3M AJUIEPIE€HA, B PE3YyJIbTaTe KOTOPOM BBIIEISIOTCS MEANa-
TOPBI, BHI3BIBAIOLIUE YIPOKAEMBIC ISl KU3HU HAPYIICHUS IEITEIbHOCTU KU3HEHHO BaXKHBIX Opra-
HOB U CUCTEM (cepleuHo-cocyaucTou, asixarensHoit, [THC).

Kinunnyeckue BapuaHThI:
1. 'eMoguHAMWYECKHIA,
2. Acukcrdeckuit;
3. LlepeOpanbHbIii;
4. AGIOMUHATBHBII.

5.3. Ailepru4ecKuii puHUT

AnyiepruyeckuM puHUTOM IPAaBOMEPHO HA3bIBAIOT TOJIBKO TE Cllydyau pUHUTA, B [1aTOTE€HE3e
KOTOPBIX Beayllas posib MpUHAANSKUT aieprun. [locneanee H10mKHO OBITH B KXKIIOM ciydae J0-
Ka3aHO C IIOMOIIbI0 KOMILIEKCAa COBPEMEHHBIX METOJIOB JUATHOCTUKH.

Kanacendpukanus annepruveckoro punura (Mexaynapoanbiii KoHceHcye mo quarso-
CTHKe M Jeyenno punurta (1993 r.)
1. Ce30HHBII - PUHUT, BBI3BIBAEMBII NbUILIION PACTEHUI;
2. KpyrioroauuHslii - BbI3bIBAEMbIN PSAAOM 3K30T€HHBIX aJUIEPI€HOB, KOHTAKT C KOTOPHIMU BO3MO-
YKEH HE3aBUCUMO OT CE€30Ha roja.

5.4. Atonn4yeckuii nepmatur (AJl)
AJl— XpoHHYECKOe ajieprudeckoe 3a00aeBaHUe KOXKH, KOTOPOE, KaK MPAaBHUIIO, pa3BUBAET-
Csl y JIWII C TEHETUYECKOU MPEAPACTIONOKEHHOCTHIO K aTOMUH.
l. 1o 6o3pacmy:
Muanenueckas popma - 10 3 ner;
Jerckas ¢popma - 3-12 ner;
[ToxpoctkoBas popma - 12-18 ner;
B3pocnas popma — nocne 18 ner.
Il. 71o cmenenu mascecmu:
1. Jlerkas;
2. CpenHetspkenas;
3. Tsxenast.
1. I1o meuenuro
1. Octpslii nepron;
2. IlopocTphlil NEPUOLT;
3. Ilepuox kiMHUYECKOU pemMuccun 3a00sieBaHus (TIOJTHAS U HETIOJIHAs).

5.5. PecnupaTopHbie aj1epro3bl

K pecnupaTopHbIM ajieprosaM OTHOCAT 3a00JICBaHUs, B IMAaTOT€HE3€ KOTOPBIX peElIaromiast
POJIb MIPUHAUIEKHUT AJUIEPTHH, & B KIMHUYECKONW KapTHHE Ha TIEPBBI IUIaH BBICTYMAIOT MOPAKEHHS
OpTraHOB JbIXaHUH.

1. Annepruveckuit puHUT — 3a00JICBaHUE HOCA, BBI3BIBAEMOEC AJIIEPTeHAMH U
xapakrepusyroieecs IgE-3aBucumbiM BocnanienreM (MexxayHnapoanoe pykoozactso «Allergic rhi-
nitis and its impact on asthma initiative» — ARIA).
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2. Aniepruyeckue CUHYCHTBHI;

3. Anneprudeckue GapuHTHTHI,

4. Annepruyeckuii JTapuHIUT;

5. Anneprudeckuil Tpaxeur;

6. Armteprudeckuii OOCTPYKTUBHBIN OpPOHXUT.

Tabmuma 7

Knaccupukanus amiepruyeckoro punura* (ARIA, 2001)
NHTepMUTTUPYIOIIUI - CHMITOMBI
- MeHee 4 qHEH B HENEIO NN
- MeHee 4 Henens

IepcucTupyromuii - CHMITOMBI
- bostee 4 nHEN B HENETIO WIN
- bonee 4 HenENb

Jlerkmii Cpennersxenblit/ Tsikebli

- HOPMAJIbHBII COH; Haju4ue, 10 KpaliHell Mepe, OJHOrO U3 CIEAYIOIUX Npu-
- HOpMAJIbHbIE IIOBCEHEBHAs AKTUBHOCTb, 3aHATHUS | 3HAKOB:
CIIOPTOM, OTJIBIX; - HapyILEHUE CHA;
- HOpMaJIbHas MpOoQeCcCUOHANIbHAS JEATEIbHOCTh WIH | - HApyLICHUE ITOBCEJAHEBHOI aKTUBHOCTH, HEBO3MOKHOCTh
yue0a B IIKOJIE; 3aHATUH CIIOPTOM, HOPMaJIbHOI'O OTZbIXA;

- HapylIeHne MpoQecCHOHANBHON NEeATeILHOCTH WIN yde-

OBl B IIKOJIE;

- OTCYTCTBUC MYYUTCIIbHBIX CUMIITOMOB.

- My4UTCJIbHBIC CUMIITOMBI.

* 11 mpu MHTEPMUTTHPYIOLIEM, U TPU MEPCUCTUPYIOIIEM PHHUTE BO3MOXKHO Kak JIETKOE, TaK H
CPEAHETSKEIIOE/TAKEI0e TeUCHHE.

5.6. bponxnanbHas actma (BA)

BA — annepruueckoe 3a0ojeBaHME, XapaKTE€pU3YIOIIeecs MOBTOPHBIMHU SMU30/1aMH 00-
CTPYKIIMH OPOHXOB, MATOI€HETHYECKYI0 OCHOBY KOTOPOT'O COCTaBJIIET UMMYHHOE BOCIAJIIEHUE JIbl-
XaTeJNbHBIX IyTEeH U TUIEPPEaKTUBHOCTh OpoHXOB. HapyiieHune OpoHXHaNbHONW HPOXOJUMOCTH
MIPOSIBIISIETCS. OJIBIIIKON, CBUCTSIIMMH XPHUIaMH B JIETKUX, HEPEAKO CIBIIIMMBIMU Ha PACCTOSIHUM,
KalluleM, YyBCTBOM CTE€CHEHHMs B rpyau. BozHukaromas o0cTpykius OpoHXOB oOpaTtuMa moj Aei-
CTBUEM MPOBOJIUMOTO JICYEHUS JTUOO CIIOHTaHHO.

Tab6muna 8
Kaaccndukannsa OpoHXHaIbHON aCTMBI y AeTeH
(U.M. Boponuos, A./l. 3ucesibCoOH)

®dopma Benymue stuonorndeckue | TspxecTs Iepuon OcnoxxHeHus
(axTopsl
1. Ummynona- | I. Cencubunmzanmsi: 1. Jlerkas 1. Tpenmpuctyn- | 1. Atenexra3s

TOJIOTUYECKAsL:
1) aromnmue-
cKast

2)  WMMyHO-
KOMILICKCHAS

II. Heumysn-
Hasl:

1) maropermern-
TOpHAas

2)  nucMera-

1) uH)peKnuoHHAA, BIH-

JiepMasibHasl, MULIEeBas,
MBUIBLIEBAsI, MEIUKAMEHTO3-
Hasl, TIOMWBAJICHTHas (C Tie-
peUYHCICHUEeM TpYI Here-
PEHOCHMBIX aJIepreHOB)

2) nH(pEKIMOHHAS:

a) rpuOKoBast

0) GakTepuanbHas

II. MuadexkumonHas 3aBHUCH-
MOCTb

2. CpenHeTsoke-
nast

3. Tsoxenas

HBIN
2. [lpuctymHbIi
3. AcTmaTnye-

CKull cTaTyc:
I cragust - orHO-

CHUTENIbHAI  KOM-
MEHCALIMS;

II cramms - ne-
KOMIICHCAIIHS,

III cragust - runo-
KCHYECKast KoMa

2. [THeBMOTOpaKc
3. [TneBMOMEIMACTHHYM

4. Xponnueckas sMduse-
Ma JIETKHX

5. IIpaBoxkenymodkoBas
cepaeuHast
HEI0CTATOYHOCTh

a) TaTeHTHASI

0) sBHAsI
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Oosmueckas III. TlcmxorenHass 3aBUCH-

MOCTb

IV. 3aBucumocTs Apyrux
HEAHTUI'CHHBIX  (haKTOPOB
(mereodakropsl,  (u3MYe-
CKasl Harpy3Ka u Jip.)

4. Tloctmpucrym-
HBII

5. Pemuccns

6. HaagmoueunukoBass He-

JIOCTaTOYHOCTh
(ropMoOHaNbHAs ~ 3aBHCH-
MOCTb)

7. IlcuxoneBponoruue-

CKHe HapyIIeHU

Tabnuua 9
Knaccndpurxanus OponxmanbHoil actmbl y aereil mo crenenu Tsokect (HIT «BAy,
2004)
Jlerkas
Kpurtepuu
- WHTepMHUT- S —— CpenHersxenast Tskenas
THPYIOLIAs mas
Yacrora  npu- | 3-4 pazaBron | 1-3 pazaBmecan | Bonee 1 paza Heckonbko pa3 B Heemno
CTYIIOB B HEJIEIIO WU €KETHEBHO
3aTpyAHEHHOT 0
AbIXaHUS
Kumnnuyeckas Ommzonuye- Onm3oau4ecKue, [pucrynel cpeqneit TsKenple NPUCTYIIBI, acT-
XapaKTePUCTHKA | CKHE, KPaTKO- | MCYE3alOT CIIOH- | TSHKECTH, NPOTEKal0T C | MAaTHYECKHE
NMPHCTYIOB BpPEMCHHBIC, TaHHO OTYCTIMBBHIMI HAPYIICHH- | COCTOSHUS
HCYEe3al0T WIA TIOCJIe OMHO- | IMH (DYHKIMH BHEIIHETO
CIIOHTaHHO KpaTHOTO IBIXaHUs, TpeOyrT 00s3a-
WIN npueMa TENLHOTO Ha3HAYEHHSI
1ocjae  OAHO- | OPOHXONHUTHKA OPOHXOJIMTHUKOB
KpaTHOI0 KOPOTKOro  Jieii-
npuemMa OpoH- | CTBHA
XOJINTHKA
KOpPOTKOTO
JIeHCTBUS
Hounbie npu- | OtcyrctBytoT | OTCyTCTBYIOT MaM | PerymspHo ExenHeBHO MO HECKOJILKO
CTYHBI penKu pas
IMepenocumocty | He napymena | He Hapymena OrpaHuveHHas TMEPeHOCH- | 3HAYUTEIHLHO CHIKEHA
puznyeckoi MOCTh nepeHocumoctb  uznye-
HArpy3KH, ¢u3nIecKux CKHX
AKTUBHOCTb Harpy3oK Harpy3oK, OTMEYaroTcs
HapyIlIeHHs CHa
Ioxa3zarenn 80% u Goee 70-80% un Gonee 60-70% Memnee 60%
O®B,
IICB (or mosrx-
HOTO
3HAYEHUA)
Cyrounbie koje- | He Gosee 20% | He 6onee 20% 20-30% Bouee 30%
Ooanust
OpoHXHAJILHOM
MPOXOAMMOCTH
Xapakrepuctu- | CumMnTomsl OKBUBAJICHTHI Henonnas KIMHUKO- | HemosHas KiInHUKO-
Ka OTCYTCTBYIOT, | IIPUCTYIIOB (dyHKIMOHANbHAs peMuc- | QyHKIMOHANbHAS pEMHC-
NepHoi0B pe- | moxa3aTenu Ha Hecneuuduye- | cus cus
MU CCUH OB/ CKHE (IH pa3HOli cTermeHu BbI-
B HOpME TPHUITEPEI, PaKEHHOCTH)
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IIOKa3aTcIn

OB/ B HOpME
JINUTEJBbHOCTD Bonee 3-4 mec | Bonee 3 mec Menee 3 Mec 1-2 mec
NepruoaoB
peMuccuu
Cnoco6 kynupo- | CoHTaHHO CrHoHTaHHO WIH [pucrymne! KynupyoT [pucrymns! kynupyor
BaHUA W OJTHO- | OJTHOKPATHBIH OpOHXOJUTHUKaMU  (MHTa- | OPOHXOJUTHKAMHM B HMHIa-
NPUCTYNOB KpaTHBII TpH- | TIpHeM JISILIMOHHO, HEPEJIKO JSIIUSIX
eM OpOHXOJH- | OpOHXONHUTHKA MTOBTOPHO,W/MJIN TIapeHTe- | (IPEeUMYIIEeCTBEHHO
THKa (MHTANSAIIOHHO, paNbHO), TO TIOKa3aHWAM | depe3 HeOymaiiep) w/mim
(MHTaNMSAMOH- | BHYTPB) HA3HAYAIOT  KOPTHKOCTE- | MapeHTEepalbHO, 00s13a-
HO, BHYTPB) pOUAHBIE TTpEnapaTsl TEIBHO
B COYETAHUH C
KOPTHKOCTEPOUAAMH

(Hepenko B YCIOBHSX CTa-
I[IMOHAPa,0TACIICHUS

UHTEHCUBHOH Tepamnuu)

* Jlo Haya/1a 0a3UCHOM Tepanuu

Tab6muna 10

IToTeHuuaabLHBIE (l)aKTOpI)I PUCKa BOSBHUKHOBCHUSA 6pOHXHaJ'II)H0ﬁ aACTMbI

(T'106aapHAst HHHOHATHBA M0 OponxuaabHoii actme — GINA, 2004)

BuyTpennue dakTopsl

- FEHETUYECKasl [IPEAPACIIOI0KEHHOCTh
- aTonus

- TUIIEPPEAKTUBHOCTh OPOHXOB

- ot

- pacoBasi/3THHYECKas IPHHAJICKHOCTD
BHeniaue GpakTopsl

DakTOphl, CNOCOOCTBYIOIIUE PA3BUTHIO OPOHXUAIBLHOM

aCcTMBI Y IPeAPACHOJIOKEHHBIX K ITOMY JIIO/Iei
JlomalHue aniepressl:

- IOMaIIHSs TIbLTb

- aJJIepreHbl dKUBOTHBIX

- QJUIePIeHbl TAPAKAHOB

- TpUOKH

Bremrnue amiepreHsr:

- IBLTBLIA

- rpuOKH

[IpodeccronanbHble (CEHCHOMITM3ATOPHI)
Kypenue:

- IACCHBHOE KypeHHe

- aKTHBHOE KypEeHHUE

Bo3ayiHblie NOJUTIOTaHTHI:

- BHEIITHHE MOJUTIOTAHTBI

- MOJUTIOTAHTHI TOMEICHUH

PecniupaTtopHble nHpEKIUH

[Mapa3urapHble HHQEKIUH
CormaabHO-3KOHOMUYECKHUH CTaTyC

Yucino 4jaeHoB CeMbU

Juera u nexapcrBa

Oxupenue

DakTOpbl, KOTOPbIe NPOBOLMPYIOT 000CTPeHUE
OpPOHXMAJILHOM ACTMBbI M/WJIM SABJSIOTCA NPUYHHON
COXpaHeHHs CHMIITOMOB:

JloMariHue ¥ BHEIIHUE aJIepreHbl (CM. BBIIIE)
IlonnroTaHThl NOMEIIEHUII M BHELIHUE BO3JAYIIHBIE
MOJUTIOTAHTHI

Pecnimpatoprslie nHpEKIMU

duznveckast Harpy3Ka U TUIEPBEHTHIISLINS

H3MeHeHne NOrOAHBIX YCIOBUI

JIByoKHuCH cepbl

[Myma, mumessle 100aBKH, JEKapcTBa

UpesmepHble IMOLMOHAIIBHBIE HATPY3KU

Kypenmne (axTBHOE 1 TaCCHBHOE)

WpputanTsl (Takue Kak JOMAIIHHAE adpO30JIH, 3amaxu
KpacKm)

Tabmuma 11

Kpurepum oueHkH TAKeCTH NPUCTYNA OPOHXUAJBLHOM aCTMBbI y JIeTel

(I'enme H. A. u coaBT., 1999)

IIpuznakn Jlerkmii

CpenHersixenblii

AcTMaTH4YecKoe
COCTOsSIHHE

Tsxennrii
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Pe3ko CHH)KCHA,
duznyeckas  ak- II0JIOJKEHUE Pesko cHmkeHa unn
CoxpaHeHa OrpanudeHa
THBHOCTH BBIHYXJICHHOE OTCYTCTBYET
(opTomHO3)
OrpanuyeHa, mpo-
HU3HOCHUT
Peun pasrosopuas | CoxpaHeHa Peus 3aTpynnena OTtcyTcTByeT
OTZAENbHBIE
¢bpaszs
He usmenena, uno- Bo30yxnenue,
CrnyTaHHOCTb CO3HaHMS,
Coepa cozHanus raa Bo30yxnenue UCTIYT, «IBIXaTelb-
KOMAaTO3HOE€ COCTOSIHHUE
BO30y’KIeHNE Hasl TaHUKa
BripaxkxeHHass 3Kc-
Hopmanbnas  wmm Pe3ko BeIpaskeHHas
IpaTopHas
JIbIXaHHe SKCTIMPATOPHAs TaxurHO? i Opa-
YacroTa AbIXaHHS OJIbIIIKA - OoJee
YYaIIeHHOE 10 o OJIBIIIIKA - OoJIEee JIMITHO?
o 30-50% o1 HOpMBI o
30% HOpPMBEI 50% oT HOpMBI

Yyacrue Bcmomo-
ratejJbHoOI
MYCKYJIaTyphl,
BTSI3KEHHE
sIpEMHOM SIMKH

Hepesko BeipaxeHo

Bripaxxeno

Pesko BBIPAKCHO

Hapaz[m(caanoe TO-
paKOﬁ6,I[OMI/IHaJ'IBHOC
JABIXaHUEC

BeIpaxkeHHOE  CBU-

cTsLIee Pe3ko BbIpaxkeHHOE
«Hemoe nerkoe», oTcyT-
CBHUCTSIIIME XPUTIBI, | HA BIOXE U CBUCTSIIIEE UIH
JbIxanue npu CTBUE
OOBIYHO B KOHIIE | BBIIOXE HWJIM MO3a- | ociabJieHue
ayCKYJIbTALUHU JIBIXaTEIbHBIX
BBIJIOXA UYHOE MIPOBEICHUS
IIyMOB
IIPOBEJICHUE JIBIXaHUS
JIbIXaHHS
Bpanukapaus
Yacrora nmyjabca VYBenuueHa VYBenuueHa Pesko yBenuuena P P
ODB:*, [ICB** 70-90% 50-80% <50% -
Sa0z >95% 90-95% <90% -
PaC02 MM pT. cT <35 < 35-40 >45 -

O0bem  Oponxoc-
Ma3MOJUTHIECKOH
Tepanum B  TO-
cjeaHue

CYTKH, 0CO0OEHHO B

nocjaennue 4-6 4

Bponxocnazmonutuueckas

Tepanus He

MpoBOAWJIIACH HJIM HMCHOJIB30BAJIMCh HH3-

KHe/CpeTHHE A03bI PernapaToB

HWcronk30Baiich BBICOKHE 03Bl IMPEMapaTos.

Bo3moxHa mepeno3upoBka aApeHOMHMETHKOB

W/AM TeoUILTHHA

* O®B, — 06beM GopcHpOBaHHOTO BBIIOXA 32 1 MUH; ONpENeNsIoT y AeTel cTapiie 5 JeT.

**TICB — % OT JOJKHOM JTydlInX 3HAYE€HUH MHKOBOW CKOPOCTH BBII0XA OOJIBHOTO (MUK(MIOYMETPUS — HCIIOIb-

3YIOT Yy IETEH CTapIie 5 JIeT); ONpeAeIsIFOT TOBTOPHO B IIPOIIECCE TEPAITHHL.

5.7. Inmesasn aaneprus (ITA)

A — HCTMICPCHOCUMOCTD ,Z[O6pOKa‘-ICCTBCHHLIX MUIICBBIX MPOAYKTOB, HC CBsA3daHHAA C
HApyImCcHHUEM oOMmeHa BCIICCTB, O6YCJ'IOBJ'ICHHEUI HMMYHOJIOTUYCCKUMU PCAKIUAMHA WA J'II/I6epaI_[I/I-
eii OMOJIOTHYECKH aKTUBHBIX BCIICCTB 10 HCMMMYHHBIM MCXaHU3MaM (HO TUITY aHa(I)I/IJ'IaKTOI/IIlHLIX

peakuuii). [TumeBas HemepeHOCUMOCTh — OoJiee HMIMPOKOE IMOHATHE, YeM MUIIeBas ajuleprus, u

MOJKET OBITH BBI3BaHA HCAJUICPrUICCKUMHU PCAKIIUSAMU Ha MUY, BEI3BAHHBIMU:

— XUMHUYECKUMH BEIIECTBAMU (CANMITMIATHI, KODEHH, TapTPa3MHOBBIE KpacUTEIH, OCH30-
aThl, METaOUCYTb(OUTHBIE HATPHEBBIC COJIM, TIyTaMaT HATPUs, THPAMHH, T'€KCaxJIOpOOEH3IMPEH,
HUTPUTHI, HATPATHI, TIECTUIH/IBI, TUOKCHHBI, XJIOPUJIBI).
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— Uppurantamu (IpsSHOCTH, CIICIINH, THCTAMUH, (DEHUJIITUIIAMUH ).

— Tokcunamu (3TaHOJ, XMHUH, 000OBBIX, TPHOKOB — a(IaTOKCHH, TPHOOB — aMaHUTHH,
paKooOpa3HbIX — CaKUTOKCHUH, OAKTepHil — CTa(PHUIOKOKKOBBIH, CalbMOHEIUIE3HbIH, HEPCHHUO3-
HBIN, OOTYIMHUYECKUH).

— DepMEeHTONATUAMHU U HAPYILICHUSIMUA BCACHIBAaHUS:

® JIaKTa3HAas HEJOCTaTOYHOCTH;

® HEJOCTATOYHOCThH Caxapas3bl-M30MalIbTa3bl;

® HEJOCTaTOYHOCTH JIMMA3bI (KaK BPOKACHHAS, TaK ¥ MPUOOpETeHHAs);

® HEIOCTaTOYHOCTh TPUIICHHA-3HTEPOKUHA3HI;

® TJIIOKO30-TaJIaKTO3HAas MabaOCoOpOIHS;

®  IICIHMAaKUs;

® DH3UMOINCHUYECKUE TeMOJIMTUYECKHE aHEMHH W HACJEICTBCHHbIC HapyIICHUS aMHHOKHC-
JIOTHOTO OOMEHa, rajlaKTO3eMHS;

® DKCCYAATHWBHAs HTEPONATHSI.

— IlcuxoreHHBIMH peakusiMy Ha Uiy (hoOuu, ucTepusi, TPEBOKHBIE COCTOSIHHSA,
MICUXO03bI, TMIIEBbIC U3BPAIICHHS).

— IIpnobpeTeHHBIMH 3200JICBAHUSMH KETY0UYHO-KUIIEYHOTO TPAKTA:

¢ (yHKIHMOHAJTBHAS TUCTICTICHS;

® TaCTPHT M IacTPOIYOJICHHUT;

e 3BeHHAs 0OJIE3HB JKETy/Ka U IBCHAIATHIIEPCTHON KHUIIKH;

e ractpo33odareanbHblil pedIIIoKc;

®  XOJICUUCTONATHH;

® CHHJIPOM pa3apa)K€HHOM TOJCTOMN KHUILKHU;

® Tapa3uTapHbIC UHBA3UH,

® OIIyXOJIEBBIE TPOIECCHI C BBICOKOW AKTHBHOCTBIO PETYISTOPHBIX MENTHIOB(BUIIOMA, Ta-
CTPUHOMA, KApIMHOU U JIp.).

Kaacecndpunkannsa numesoii asepruu (M. M. Boponnos)

I Ilo cenesy:

1. [TepBuunbie GOPMBL:

a) CeMEIHO-HAaCTIeICTBEHHEIE;
0) mapaayyiepruueckue y eTei paHHEeTo Bo3pacTa (IKCCyIaTUBHO-KaTapabHasi aHOMaJIUsl KOHCTH-
TYLIHH).

2. Bropuunbie Gopmbl (TIATOJIOTHS JKETyTOYHO-KUIIIEYHOTO TPAKTa, KUIICUYHbIC HH(DEKITUH,
nucOaKTepro3bl, 00JIE3HU MEUEHH U MOKETYI0YHON JKeJe3bl, TeIbMUHTO3bI, JIAMOIN03bI, THHOBU-
TaMUHO3bI, JEePUIIUT MUKPOJIEMEHTOB, HACIEICTBEHHBIE OONIE3HU — MYKOBHUCIUI03, [EIUAKHS U
Jp.).

1. Ilo 6edyujemy UMMYHONAMONOSULECKOMY MEXAHUIMY .
1) ¢ npeobnaganueM peakiuit HeMeIJICHHOTO TUTIA,
2) ¢ npeobnagaHuEM UMMYHOKOMIUIEKCHBIX COCYAMCTBIX PEAKITUH;
3) c npeobnanaHueM TUIIEPUYBCTBUTEIHHOCTH 3aMEAJIEHHOTO TUIIA;
4) mpH coYeTaHHBIX UMMYHONATOJIOTHYECKUX PEAKIUX.

111. Ilo wupome cnekmpa ceHcubunuzayuu:
1) MoHoO- 1 onuroBaiieHTHas (1-3 MUIIEBBIX IPOAYKTA);
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2) monuBajICHTHAS;
3) coueTaHHas (C HEMUILEBOW CEHCUOMITH3AIIACH ).
1V. Ilo knunuueckum nposieLeHusIM:
— MePEUrCIISIOT CHHAPOMEI 00JIe3HH (HanmpumMep, sk3ema, bA u np.).
V. Ilo ¢aze knunuueckux nposseieHui:
— 000CTpeHHE, HETIOTHON U MOJTHOW KIIMHUYECKOW PEMHUCCHH.
VI Ilo nepuoody snumuHayuOHHbIX MEPONPUSIIMULL
— CTpOroi AIMMHUHALMKU, TPOOHOTO BBEIEHHUS alljiepreHa, KOJMYEeCTBEHHOTO OrpaHUYEeHHs, CBO-
00IHOTO MUTAHUSI.

5.8. JlekapcTBennas asieprus (JIA)

JIA — oObenuHsroNee MOHATHE U1l peakuii 1 O0e3HE!, BBI3BAHHBIX IPUMEHEHUEM Me-
JUKaMEHTOB U 00YCIIOBICHHBIX UMMYHOIIATOJIOTUYECKUMU MEXaHU3MaMH.
Bce nexxenatenbHbie () QEKThI JEKAPCTB AENIAT Ha ABE OOJBIINE TPYIIIBL:

L. Ilpenckazyemsie (puOIM3UTENBHO 75-85% BceX OONBHBIX C OCIIOKHEHUSMHU JIEKaPCTBEH-
HOM Teparnuu), 00yCIOBIEHHbIE TOKCUYECKUM WA MOOOYHBIM JIEUCTBUEM JIEKAPCTB, 3aBUCAIIUX OT
(dhapMaKoIOTHYECKIX CBOMCTB.

[I.Henpenckasyemsble, pa3BuBaroIiuecs Kak cieactsue JIA wim uanocuHkpasuu (reHeruye-
CKHE OCOOEHHOCTHM OOMEHa BEILIECTB MHAallMEHTa OMPEIEINIAIOT HENEPEHOCUMOCTh JIEKapCTBA U €ro

no6ouHblie 3 eKTor).

Tabmuma 12

OcTpble TOKCHKOA/LUIEPIrHYeCKHEe peaknuu Ha MeaukaMmMeHThbl (CTaHAapThbl AMATHOCTHKH M
Jedyenusi P@® «MmmyHonaToJiorust M ajjieprosorus», 2001)

Kannuueckne CreneHsp TsIKeCTH
NposBJIECHUSA JlerKkas cpe/iHel TAXKeCTH TsKeIas KpaiiHe TsKeaas
M (1 (1 (v
Jluxopaaka 37,5-38,0'C 38,0-39,0'C 39,0 °C Bermmre 39,0 °C
MHO€eCTBEHHBIE
I'enepanmu3oBaHHas CIMBHBIE OYyJIBI C
MynbTH(GOpMHAs CEepO3HO-
I'enepanu3oBaHHas Y $op P
sputemMa ¢ mpeodiaa- | TeMOpPpParHyeCcKiIM
I'eHepanu3oBaHHas MyJIbTH(QOPMHAs .
JAHWEM BH3UKYJIE3- | U THOWHBIM COAEPIKH-
Iopaxkenusi Ko- | S)pUTEMa, TaIyle3- | IpUTeMa, BE3UKYJe3-
HO-OYJUIC3HOTO  II0- | MBIM,
KA HO-3PUTEMATO3HEIC HblE .
PaKEHUSI CEPO3HOTO | AMUAEPMAIIbHBIH
BBICBITIAHUS BBICBITIAHUS, enu- o
Xapakrepa, snu- | Hekponu3 Oonee 10%.
HUYHBIE OYIIITBI N
JlepMabHbIN Cumnrom  Hukonb-
Hekponus 10 10% CKOI'O  IIOJIOXKHTEIb-
HBII
Dpo3uBHOE TOpaxke- | SI3BeHHO-
Hue 6onee HEKPOTUYIECKOE
Hopaxenus ciu- 30% Bcex CiIM3H- | TIOpaXXCHHE 6omee
3UCTBIX CTBIX 30%
He ormeueno He ormeueno
o0oJ104eK oboouex BCEX CIIM3UCTHIX 000-
JI04EeK
(BozmoxHbl kpoBoTeuenus: u3 JXKKI' n moue-
BOT'O TTy3BIPs)
[opaxxenne me- KparkoBpemeHHOE 3HaunNTENbHBIE W3- | 3JHAYMTENBHBIE H3MeE-
He otmeueno
YeHH MOBBIIIEHHE B CBIBO- | MEHECHUS HEHUSA
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H  TOIKeJIyA0Y-
HOH
JKeJ1e3bl

pOTKe
KPOBH aKTUBHOCTH
TpaHCcaMHHa3

ToKa3aTejell TpaH- | Moka3arejled  aKTHB-
CaMHHa3, HOCTH
ypoBHA Oenka, OW- | TpaHCaMWHA3, ypOB-

nupyOuHa, Hel pubpuHOTEeHA
CPB, xomectepuna U XOJIECTepHHA
u JIIp.

(BO3MO)KHa KJIIMHUKa OCTpOﬁ MEYCHOYHOM
HCOOCTATOYHOCTHU U HaHKpEOHerO3)

Iopaxkenuss Mo-
YeBbIBOASA I EH
CHCTEMBbI

He ormeueno

[Iporennypus, rema-

Typus
(KpaTKOBpEMEHHO)

IIporeunypus,
LTHHIPYPHS
U 1p. (pa3BUTHE Pa3IMYHBIX CTEIICHEH OCTpPOi
MMOYCYHON HEAOCTATOYHOCTH)

reMaTypusi, JEHKOLUTYPHS,

Ilopaxenune cep-
JIeYHO-COCY/TU-
CTOii cCTEMBI

He ormeueno

He ormeueno

HapymeHI/m réMOJUHaAaMUKHU HECBBIPAKCHHBIC

ITopaxenus KnuHMKa HHTOKCHKAI[MOHHOTO TOPaXXeHUS
He otmeueno He ormeueno
HC IIHC
. JlelikonuTo3 10
JlelikouMTO3 10
15 x 109/1, mano4ko- . . .
. 10 x 109/71 wnu . JleitkonMTO3 WK JEHKOTICHMS], BHIPAKECHHBIN
Kiannnueckuii SIISPHBIN
HOPMOITUTO3, MaJo4- CJIBUT BJIEBO
aHaJIN3 N CIBHMI BJIEBO, TOKCH-
KOSIePHBIH 0 IOHBIX (OpPM, TOKCHYECKas 3EPHUCTOCTH,
KpOBH yecKas
CIIBUT BJIEBO, TUM(OIUTOIICHUS, aHEMUs, TPOMOOIUTOIIC-
3€pHUCTOCTh,  JIUM-
TUMQOTICHAN HET HUS
¢domnennn
HET
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I'JTABA 6. 3ABOJIEBAHUSA OPI'AHOB ITMIIEBAPEHU A

6.1. 'acTpod3odareanbHas peduitokcHas 6o1e3nb (IIPB)

I'DPb — xpoHHYecKkoe pernuanBUpyomice 3a00IeBaHke, IPUIUHON Pa3BUTHS KOTOPOTO SIB-
JSIETCSL TTATOJIOTHYECKUH 3a0pOC COIEPKUMOTO JKeTy/IKa B MHILEBOJ — racTpod3odareaabHbIil pe-
dmokc (I'DOP).

Tabmwua 13
MesxkaynapoaHas kiaccupukanus 33o0parurta (Jloc-Anxkenec, 1994)

Crenensb | JHIOCKONMYECKAS KAPTHHA

A [Topakenue ¢ spo3usaMHU B Ipeaenaax CKIaJAKU MEHEE 5 MM

Pa3smep xoTs1 ObI OTHOTO y4acTKa OoJiee 5 MM B IpejiesiaX OJTHON CKIIAIKU

B
C CrnuBHBIC SPO3UH MEXIY IBYMS CKIIaJKaMH, HO He 6oJiee 75% OKpYKHOCTH
D Dpo3uu 1o OKpYKHOCTH Ooiee 75%

6.2. DyHKIMOHATbHbIE TACTPOAYOIeHAIbHbIE 3200/ 1eBaHU S

B cooTBeTCTBUM ¢ peKOMEHIAIMSIMHU COTJIACHTEIBHON KOMUCCHU MEXIYHAPOIHBIX dKCIep-
ToB (Pum, 1999), paznuyaror cremyromue ¢yHKIHOHATBHBIE TaCTPOyOICHAIbHBIE 3200ICBaHNS:
— OyHKUMOHAIbHAS AUCHETICHS.
— Anpodarusi.
— OyHKUMOHAIbHAS PBOTA.

DOyHKIMOHAIbHAA AUCTETICUS
TepmuH oucnencusa o3Hadaet HapymieHue (dys) nuiieBapeHus (pepsis), HO KOT/1a peub UAET O XKe-
JTYAOYHOHM ITUCTIETICHH, MOIPa3yMEBAIOT OTHIOAb HE (PEPMEHTATUBHYIO IUC(YHKIUIO BCIIEACTBUE
HEJ0CTAaTOYHOW BBIPAOOTKU COJISHOM KHUCIIOTHI U IENCUHOB, a, B NEPBYIO O4Yepeib, OOIEBON CHH-
JPOM ¥ MOTOPHBIE HAPYIICHUSI BEPXHHUX OT/IEIIOB MHUIIEBAPUTEIHHOTO TPAKTA.

Kaaccnduxanus
Knaccugukarus ®J] 6azupyercs Ha OLIEHKE BEAYIIETO KIMHUYECKOTO CHHIPOMA.
Pa3znuyarot 3 Bapuanra @/I:
— S13BEHHOIO00HBIH;
— JMCKHUHETUYECKUH;
— HecrnenuuyecKui.

6.3. Octpsiii racTpur (OI')
OI' — ocTtpoe BocmajeHne CIM3UCTON 0OO0JOUKH JKETyIKa, BEI3BAHHOE CUIIHBIMU pa3jpa-
YKUTEIIIMU TP YCIIOBUU HEMPOJOJKUTENBHOCTH UX AEUCTBHUS.
ITHONOTHSA
I. ITepBuyHbIii (3k30reHHBINH) OI'.
II. Bropuunstit (3H10reHHBIN) OI'.
[Tepuunbiit OI" MoXeT ObITH pe3yabTaTOM BO3EHCTBUS:
1) uapexkunoHHOro (pakTOpa HEMOCPEACTBEHHO Ha CIM3UCTYIO O0O0JIOUKY JKENy IKa;
2) XUMHUYECKUX pa3apakaloliX BEIECTB U MEIUKAMEHTOB;
3) MUIIEBBIX AJJIEPTeHOB, KaK OCIKOBBIX, TAK U HEOCIKOBBIX.

6.4. Xponnueckuii racrput (XI')
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XI' — qUTENbHO CYIIECTBYIOIIEE BOCHATICHUE CIIM3UCTON 000JIOUKH Kenmynka au¢dy3Horo
WA 09aroBOTO XapakTepa ¢ IMOCTEIIEHHBIM Pa3BUTHEM €€ aTpo(uu U CEKPETOPHON HEJOCTATOYHO-
CTH, IPUBOJALLEH K paCCTPOUCTBY ITUIIEBAPEHUS.
Kaaccndukanus racrpura (" Cuagneiickas cucrema'', 1990)
|. Mopghonocuueckas uacme
1) auarno3, OCHOBaHHBIN Ha SHOCIONMYECKOM HCCIIEI0BAHUU!
- SPUTEMATO3HBIN (TTIOBEPXHOCTHBIN )
- DPO3UBHBINA, FEMOpPParuueCcKuii
- aTpoUUYECKUIA
- TUIIEPIIACTUYECKUN (HOYJISIPHBIN).
2) AMar’o3, OCHOBAHHBINA HAa THCTOJIOTUYECKOM HUCCIICIOBAHUH CIM3UCTON 000IOUKH KeTyIKa:
- BOCHIAJIEHUE C 3PO3USMHU, KPOBOU3IUSHUSIMU;
- aTpo(PUUECKUiL;
- HapylIeHHe KJIETOYHOTO OOHOBIICHUS - METaIlIa3us AIUTEIHS.
II. DTonornueckas 4acTb:
- ayTOUMMYHHBIH (THIT A);
- H. pylori-accounupoBannslii ractpurt (tumn B);
- 0coObIe (HOPMBEL.
II1. Tomorpaduueckas 4acTb:
- TOTaJIbHBIN;
- (hyHIIATBHBII;
- QaHTPaJIbHBIN;
IV. AxtuBHOCTH nponecca:
- OTCYTCTBYET;
- YMEpEHHas;
- BBIpaKEHHAas

6.5. Xpounueckuii ractpoayoaenut (XI')
XT'J1 — XpOHHYECKOE pELHUIMBUPYIOLIEE, CKIOHHOE K IIPOIPECCUPOBAHUIO, BOCIIAIUTEIBHO-
TUCTPOPUUECKOE OPAKEHHUE CIU3UCTON 000JIOUKH JKeTyAKa (U JBEHAALATUIIEPCTHON KUIIIKH).
Kaaccndukannsa xponndyeckoro racrpoayonenura (Masypun A.B. u ap., 1984)
1. Ilo npoucxooicoenuro: epBUYHBINA, BTOPUYHBIH.
1I. Ilo pacnpocmpanennocmu u 10KAAU3AYUU:
I'actpur
- U30JINPOBAHHBIN aHTPAJIbHBIM;
- U30JIMPOBAaHHBIA (DYHIATBHBIN; - TAaHTacTPUT (PYHIANBHBIN U aHTPAJIbHBIH).
Jyonenur
- U30JIMPOBAaHHBINA OYIHOUT;
- pacpOCTpaHEHHBINA JyOACHHT.
1II. I1o ungpuyuposannocmu HP:
- HP-mo3uTuBHBIIi;
- HP-HeraTtuBHBbIN.
1V. Ilo xapaxmepy d#ceny0ouHOl ceKpeyuiL.:
- IOBBIILIEHHAS; - COXpAaHEHHAsI; - MOHM)KEHHASI.
V. Ilo ¢hopme nopasicenus sncenyoxa u 086eHaoyamunepcmuot KUUKU:
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A. DHIocKonnYecKas
- IOBEPXHOCTHBIN;
- runeprpodudeckuii (HOLYIAPHBIN);
- DPO3UBHBIN;
- FeMOpPparu4eCcKui;
- arpoduyeckuii (cydbarpoduyecknii);
- CMEIIaHHBIN;
- nmyonenoractpanbHblil peduroke I, 11, 111 ctenenu TsoxecTy.
b. Mopdonoruaeckas
- IOBEPXHOCTHBIN;
- maQPy3HBI;
- aTporUeCcKuil,
VI I1o nepuody 3abonesanusi:
- obocTpeHue;
- HeTOJIHAs KIIMHUYECKasi PEMUCCHS;
- TIOJIHASA KIIMHUYECKasi PEMUCCHS;
- KIIMHUKO-3HJIOCKOMMYEEKU-MOP(HOIOTHUECKasi PEMUCCHUS - BBI3IOPOBJICHHE.

6.6. sSI3Bennasi 6os1e3ub (S1b)

b — XpoHHYECKOE PEeIUANBHPYIOIIee 3a00JeBaHUE, XapaKTepusyromnieecs GopMupoBaHU-
€M SI3BEHHOTO Jc(eKTa B )KEIyIKE W JBCHAIIATUIICPCTHOW KHIIIKE, 00YCIIOBICHHOE HApYIICHUEM
paBHOBECHSI MEXKIY MECTHBIMHU (DaKTOPAMHU 3aIUTHI U arPEeCCUU.

Tabmuma 13
Kunaccndukanus a3BeHHOH 001€3HU y AeTel
(bapanos A. A. u coasr., 1996 1.)

Moxammsams Kunnunyeckas paza TsxecTb O CTOKHERHS
M JHIO0CKOMUYeCKAasi CTATUs TedyeHus!
Oboctpenne Jlerkoe KpoBoreuenue
Kemnynox | - cBexas s3Ba Iepdopartust
Il - HayamoRIUTEIN3 AT Cpenneit TsxecTH ITenerpauus
Cruxanue o00CTpeHUs CreHo3
AlBeHaIATHIICpCTHaS 11 - 3axuBIICHNE SI3BBI Tsoxenoe IepuBucuepur
KHUIIIKa - Ge3 py6ua
XKenymok u aBeHaAaTH- | - pyOIIOBO-sI3BeHHAs AehOpMAaIIHs
IIepCTHAs KUIIKa Pemuccus
6.7. OcrTpas nuapes
Tabnuma 14
ITaTorenes nuapei
Tun nonoca IIaToreHern4eckne MeXaHN3MbI Cryn
1 2 3
1.  TumepcekperopHnas | 1.1. ITaccuBHas cexpenus (yBeIHUEHUE THAPOCTATHUECKOTO J1aB-

OOuUILHEIH, BOAS-
muapesi  (TIOBBILICHHAS | JICHUS BCJCACTBHE MOPaKCHHS JTUM(ATHUCCKUX COCYIOB KHIICY-

HUCTBIH,
CEKpeUusi BOIBI U DIICK- | HHUKA)
B KOIIporpaMMme
TPOJIUTOB B IPOCBET 1.2. AKTUBHAas cexpeuus .
. HET JICUKOITUTOB
KHIIIKH ) 1.2.1. CekpeTopHble areHThl, CBSI3aHHbIE C aKTHBAaLUEH CUCTEMBI

aJICHWJIaTHKIIa3a - IIAM(D ()KCJ'[‘{HI)IC KHCJIOTHI, JKUPHBIC KUCJI0-
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u ap.)

TBI C JUIMHHOW IIENbIO; OaKTepHaIbHBIE SHTEPOTOKCHHBI - XOJIep-
HBI{, KUIICYHOW MAIOYKH, TEPMOIAOMITHHEII)

1.2.2. CekpeTopHBIC areHThl, CBSI3aHHBIE C JIPYTUMH BHYTPHKIIC-
TOYHBIMH BTOPHYHBIMH MecceHmKepamu (cimaburenpusie; BUIL,
TJIK)KaroH, CEpOTOHUH, IMPOCTArjaHAWHbBI, KalbIIUTOHWH; OakTe-
pHaIbHBIE TOKCUHBI - CTAQMIOKOKK, KIOCTPUINYM NepPpPUHTEHC

2. l'unepocmonsapHas
nuapest (cHMWXEHHas

abcopOImst  BOJBI
3JIEKTPOJIUTOB)

u

HBIE HETOCTATOYHOCTH H JIp.)

KoM

2.1. HapyuieHus nepeBapuBaHus U BCAChIBaHHSA

2.1.1. Hapymenus BcacbiBaHUs (TJIIOTEHOBAs 3HTEPOINATHUS, UIlIe-
MHUS TOHKOW KHUIIKH, BPOKICHHBIE Ae(heKTh abcopOmmn)

2.1.2. Hapymenuss meMOpaHHOTO THIIeBapeHus (mucaxapunas- | [lommgexanms,

2.1.3. HapymeHnns noioCTHOTO MUIeBapeHus (AeuIT maHkpe-
aTUYecKuX (pEePMEHTOB, )KEITIHBIX KHCIIOT)
2.2. HepoctarouHoe BpeMsl KOHTaKTa XUMyca C KHIIEYHOU CTEH-

crearopest

3. I'unep- U TUNOKHUHE-

THYCCKaA

Auapes (HOBLIH.IGHHaiI

3.1. IloBeimeHHas CKOPOCTb MNPOABHIKCHHUA KHIICYHOI'O COACP-
KHUMOTI'o (HeBpOFeHHafI CTUMYJIAAUA; TOPMOHAJIbHAsA CTUMYJISIUA
- CCKpPETHH, IMMAaHKPCO3UMHUH, CCPOTOHHH, (l)apMaKOJIOFI/IIICCKaSI

Kunkmii mnm  ka-

WIN TOHIKCHHAs CKO- muIeo0pa3HeIi,
CTHUMYJISALIUSA) N
pocThb HEOOMITBHBII
3.2. 3aMe/uieHHas CKOPOCTb MPOJBMXEHUS KHUIIEYHOTO COJIep-
MPOJBIDKCHUS  KHUINEU-
KHUMOTO (CKJIEPOJIEPMHUs, COUETAIONIAsCS C CHHAPOMOM OaKTepu-
HOTO COZIEPKUMOTO)
IBHOTO 00CEeMEHEHHS)
. Kugkuii, He-
4. I'nniepakccynatuBHas | BocranurensHbele 0one3HM KHIIEYHHKA (S3BEHHBIH KOJUT, 0O- 5 .
OOWJIbHBIN,

nuapest («cOpocy BOIBI U
JJIEKTPOJIUTOB B IPOCBET

KHIIKH)

Oenka

JIC3Hb KpOHa); KUIICYHBIC I/IH(l)eKLII/II/I C NUTOTOKCHUYCCKUM Z[Gfl-
CTBUEM (I[PISeHTepI/ISI, CaHBMOHeHHCB); OHTEpONaTuun ¢ HOTCpGI\/’I

KpOBb, CIHU3b, B
KOIIpoTrpaMMe -
JIEUKOIIUTHI

Tabmuma 15

Ouenka TsizKeCTH Jeruaparanuu y aerei (pekomenaanuu BO3)

IMpusznak Crenenn 00e3B0xuBaHus (% noTepu Macchl Tejia)
Jaerkasi (4-5%) cpeaueii TskecTH (6-9%0) Tsokesas (10% u 6oJiee)

1 2 3 4

Crya Kunxuii, 4-6 paz B | XKuakuii, 1o 10 pa3 B cyTkn BogsaucTerii, 6onee 10 paz B
CYTKH CYTKH

PBora 1-2paza IToBTOpHAas MHorokpatHo

Kaxna YMepeHHast Pe3ko BeIpakeHa Cnaboe >xenaHue MUTh

Buemnuii Bujg

PeGenok Bo30yxneH, | becrokoiicTBO M 3aTopmo-
Kalpu3eH KEHHOCTb, COCTOSIHHE Harps-
KEHHOCTHU U TPEBOTH

CoHIMBOCTB, peOSHOK MOXKET
OBITH B OECCO3HATEILHOM COCTO-
STHUU

IJIACTHYHOCTL KO-
KA

CoxpaHeHa CHmxeHa (KOXHasl CKJIaJKa

pacrpaBIg€TCA SaMeﬂHCHHO)

Pesko cHmkeHa (KOXKHas CKIIaIKa
pacmpasisiercs uepes 20 c)

I'naza Hopmanbhbie 3anasmme Pesko 3anagaror
Cae3bl Ectp Her Her
Boabmoii  poauu- | HopmanbHei 3amagaer Pesko BTAHYT

YOK

Can3ucrole 000-

Bnaxusie unu cnerka | CyxoBaTbie

Cyxue, pe3Ko runepeMupoBaHbl

JIOYKH CyXOBaThl
Tonbl cepaua I'pomkue IIpurnymenst I'myxue
Taxuxkapaus OTtcyTcTBYeT YMepeHnast Bripaxkennas

Iyasc Ha Jy4yeBoil

Hopmanbhbriit uni | BeICTpBIiA, cma0brit

YacTelii, HUTEBUIHBIM, HHOTIA HE
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apTepun CJIETKa y4allleH MPOLIYTBIBAETCS
Huanos OtcyrcTByeT YMmepeHHslit Pesko BeIpakeH
JAbixaHue HopmaineHoe ‘YMepeHHas oJblIIKa I'my6okoe, ygammeHHOe
T'onoc CoxpaneH OcnaGnen Hepenko adonus
Juypes HopmanpHblii CHuxeH 3HAUUTEIBHO CHIDKEH (OTCYT-
CTBYET B TeueHHH 6-8 u)

Temnepartypa Teqa | HopmanpHas nnu | YacTo nossInieHa Huxe HopmanbsHOM

TIOBBIIIIEHA

6.8. Cunapom masabadcopouumn

HOI[ CUHAPOMOM MaHBa6COp6HI/II/I IMOHMMAKT HApYUICHUA NHIIECBAPCHHA W BCACbIBaAHHUSA B
TOHKOH KHIOKEC, B OCHOBC KOTOPLIX JIC)KAT I'CHCTUYCCKH ACTCPMUHHUPOBAHHLIC WJIU C(l)OpMI/IpOBaB-
muecs 1pu CTOMKOM MOBPCIKACHUN I[C(beKTbI (I)epMeHTHLIX CHUCTCM, IIPUBOAAIINC K HAPYHICHUAM

npoIeccoB MeTaboIMu3Ma.

Tabmuma 16

Kanaccndpukanus cunapoma manbadbcopoumnu
(VIII BcemupHOM KOHIpecce racTpo3HTeposioros B 1977)

Ne Tun IIpusznak 3abosneBanus
| Buyrpunonocrsas Crearopest MaHKpeaTH4ecKOro - MYKOBUCLIUZI03
THMA (HEHTPAIBHBIIN XKHD) - BPOXJICHHBIC THIIOIUIA3UH MOKEIYIOYHOH XKe-
Je361
- e(PUIUT SHTEPOKHHA3HI
- XpOHUYECKUI TaHKPEaTUT
Il | DHTeporeTIONApHas | a) C HapyIIeHHeM MeMOpaHHOrO | - Aucaxapuja3Has HEJOCTaTOYHOCTh (JIaKTa3Hasd,
HHUIIEBAPEHUST caxapo-M30MalIbTa3Hasi, TperajazHasi)
0) c HapyIIeHHEeM BCaCBIBAHUS: | - MaTbaOCOPOIHS IIFOKO3BI-TaaKTO3bI
- YTICBOAOB - MababcopOIHs HPYKTO3HI
- )KHPOB - a-b-munmonporennemus
- AMMHOKHCIIOT - 6osie3Hp XapTHana, cuaapom Jloy
- TM3UHYPUS
- MHHEpaJIOB - DHTEPONATHIECKUH aKpOAEPMATUT
- XJIOpUIHAS uapes
- HaTpHUeBast Juapest u Jap.
111 | TTocTuenmtonsapHas CuHIPOM SKCCY/aTHBHOW 3HTE- | - IEPBUYHAS MHTECTHHAIbHAS JIUM(AHTUIKTA3US
pomnaTtuu - ONOK JNMMQOOTTOKA, XPOHUYECKOE BOCHAJICHHE
KUIIEYHHUKA

6.8.1. BuyTpunosaocTHast Majabadcopouus
BpoxaeHHbIe THIIONIA3HY MOAMKETYA0YHOH Kele3bl
Pa3znnuaroT cnepyroniye BapuaHThl BPOXKACHHBIX TMIIOIIA3UM MOHKETY104YHOM kene3sl [E.

M. Burebckuii u coaBt., 1990 r.]:
1. Tomanvnas eunonaa3zusi.

Il. Ilapyuanvras eunonnasus 6HeutHecekKpemopHo2o annapama.
1) n3buparenpHas HEJOCTATOYHOCTH TPUIICUHOTCHA;
2) u3buparenbHas HeIOCTATOYHOCTh MaHKpeaTudeckoi ymmasbl (cunapom lllennona—~Pes);
3) m3buparenbHas HeIOCTATOYHOCTh MAHKPEATUIECKON aMUITa3hl;
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4) coueTaHHasi HEIOCTATOYHOCTh MAHKPEATUYECKUX (DEPMEHTOB;

111. Bpooicoennas tunomamo3nas 2Unoniasusl:
1) c rematonoruueckumu Hapyuenusmu (cuuapom llIBaxmana—/laitmonnaa, cunapom bypke, cun-
apom [Mupcona—Illtonnapra);
2) B COUECTAHMU C MHOXKECTBEHHBIMH IIOPOKAMHM, ITyXOTOH M HAaHM3MOM (cuHapoM MoxaHcona—
brnunmap).

6.8.2. DHTEepoueIIOaAsIpHAs MAJba0COPONUA ¢ HAPYLIEHMEeM MeMOPAHHOIO0 NMUIleBAa-
peHust
JlakTa3Hasi HEAOCTATOYHOCTH
Ilepsuunas — reHEeTUYECKU JETCPMUHUPOBAHHAS:
— Bpoxnennas (peakas).
— Pannss (00bIYHO YacTUYHAs, TIOCIE 3-5 JIeT).
— To3nuss (B3pOCTblii TUI, STHUYECKH 00YCIOBICHHBIN).
Bmopuunas — pe3ynpTaT NOpakeHUs CIU3UCTON 000JI0UKH TOHKOM KUIIKH:
— NHdexnuoHHbIe SHTEPUTHI (POTABUPYC).
— JIamb6no3.
— Ilenuakwus.
— JIexkapCTBEHHBIN SHTEPUT.
— PanpnanmoHHBINA SHTEPUT.
— bone3np KpoHa TOHKON KUIIKH.

6.8.3. 3HTeponeaaroasgspHas MaabadcopOLUs C HApYyLIeHUeM NMUIeBAPeHUs] M BcacbiBa-
HUSA

[lenuakust (IVIFOTEHOBAsE PHTEPONATHUS) — XPOHMUYECKOE MOJIMCHHAPOMHOE 3a00JIeBaHUE,
00yCIIOBJIEHHOE MOBPEXJICHHUEM CIU3UCTOW OOOJOYKM TOHKOM KHUIIKM OEJKOM 3JIaKOBBIX TJIIOTE-
HOM.

®opmbI 3200/1€BaHNS:
— Tununynas (kaccuyeckast).
— AtunuyHas (MaJIOCUMIITOMHAs).
— JlaTentHas (6eccuMnToMHast).

6.9. Cungpom pasapaxennoro kumevynuka (CPK)

CPK — kowMmIiekc (yHKIIMOHATBHBIX PACCTPONCTB KHIIEYHHKA MPOAOIKUTEIHHOCTHIO
CBBIIIIE 3 MeC, OCHOBHBIMH KIMHHUYECKUMH CHMITOMAaMH KOTOPOTO SIBJISIFOTCS OONM B KHUBOTE
(0OBIYHO yMeHBbIIaroImuecs Toche aedexanuun), COMPOBOXKIAIONINECS METEOPU3MOM, a TaKKe
HapYIICHUSIMA €T0 (PYHKITUH: 3aII0paMH, IIOHOCAMH WJIH UX YepPEeIOBAaHHEM.

Bapuanter CPK:

— ¢ npeobuaganueM 0oJieit 1 MeTeopu3Ma;
— ¢ npeolI1aJjaHueM 3a0poB;
— ¢ npeolI1ajaHueM JTuapeu.

6.10. XpoHuuyeckue BocnaJuTebHbIe 3200/1eBaHus kuevyHuka (XB3K)
K aTo0if rpynme otHOcaTcss Hecnenududeckuii s3BeHHbIA Konmut (HAK) u 6omesns Kpona
(BK)
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HAK — BocnanuTenbHO-AECTPYKTUBHOE TIOPAXKEHUE CITUZUCTON 000JOUKH TOJICTOW KUIITKH,
UMEIOIIee XPOHMUECKOE TEUCHHE C YAaCTBIMHM PELUMBAMU U HEPEIKO — TSKEIBIMU OCIIOKHEHUSI-
MHU.

Kanaccnpurkanusa HAK (H. H. Kanmuna u O. A. Kanmun, 1974)

Ilo ghopme:

1) HenpepbIBHBIN (70 MEPBON PEMHUCCHH), 2) PEIHIUBUPYIOIINA;
Ilo cmenenu masxcecmu.
1) nerkas, 2) cpeaHen TshKeCTH, 3) TsDKeas;

1lo npomsoicennocmu nopasicenusi:

1) auctanbHbIN (IPOKTUT, TPOKTOCUTMOUIUT), 2) JIEBOCTOPOHHUM, 3) TOTaIb-HBIN;

Ilo meuenuto:

1) MoTHHEHOCHOE, 2) OCTpOE, 3) XPOHUYECKOE;
Ilo gpasze:
1) obocTpenue, 2) peMHCCHS.

BK — xponudeckoe penuauBupyroiiee 3a0ojeBaHUE, XapaKTepU3yIolleecs TPaHCMYypaib-
HBIM IPaHyJIEeMaTO3HBIM BOCHAJIEHHEM pa3inyHbIX oTAenoB JKKT.

Knaccugukayua BK nipennonaraer pa3innyaTh 3a00JeBaHUE:

I. [To mokanu3anuu: TEPMUHAIBHBIA HICHT, WICOTH(IUT, KOIUT, SHTEPUT, MOPAKECHUE TIe-
pUaHaIbHOMN 00s1acTH, IPYrUe JOKAIU3aUK (KeJTy10K, TUILEBO, POTOBas MOJIOCTh U T. 1.).

IL.ITo mpoTspxkennocTr: orpanudenHas (10 100 cm) u pacnpocrpanerHas (6omee 100 cm)

II1. TTo dpopme (coriacuo Benckoit kinaccudukarmu 1998 r.):

1. Crenozupyroias (¢ 00pa3zoBaHUEM CTPUKTYP).

2. [lenerpupyromas (neppopatuBHas, puctynoodpasyromias) — ¢ 00pazoBaHHEM a0 IOMUHAIbHBIX
UHQUIBTPATOB, MEKKHILIEUHBIX U MEXOP- TAaHHBIX CBUIIIEH, a0CIIECCOB.

3. HecteHno3upyrolas 1 HeleHeTpUpyoas (BocnaiuTenbHas) — OoJiee XapakTepHa Jisl opaxe-
HUS TOJICTON KUIIIKH.

Tabmuna 17

Kpurtepun ouenku crenenu tsxkectu HAK
CumMnTombl Jlerkasi CpenHersixenas Taxenas
Yacrora cTysaa Meuee 4 4-6 6-8 u bosee
IIpumech KPpOBH B CTyJIe Kanu Ilepemeriana ¢ kajiom Jlyxxuna
Temnepatypa Tena HopmansHas MoskeT OBITH HOBBIIIEHA [NoBbimena
Taxukapaus Her Ectb Ecte
IToTepst Mmacchl Te1a Her HesnaunrenbHas 3HaYnTeNbHAS
AHeMust Her | ctenenn II crenenn
CO3 HopmansHnas Yckopena 3HAaYNTEIBHO YCKOPEHA
JlelikonuTOo3 Her Mosxer OBITb Ectp

6.11. Octpoiii nankpearur (OII)
OIl — BocHaIMTEIHHO-IECTPYKTUBHOE MOPAKEHUE TTOHKEITYIOYHON KETe3bl, CBI3aHHOE C
aKTUBAIMeN MaHKpeaTHyecknX (PepMEHTOB BHYTPU CaMOH kene3bl U (hepMEHTAaTUBHOM TOKCEMUEH.
Paznuuatot 2 ¢opmsl (ctaaun) OI'l Ha OCHOBaHMM KIMHUKO-MOP(OIOTHYECKUX TaHHBIX:
1) uHTEepCTULIMATBHBIN (OTEYHO-CEPO3HBIi);
2) IeCTPYKTHBHBIN (TAaHKPEOHEKPO3).
ITankpeoHeKkpo3 MOKeT 1aBaATh PAHHUE U MO3/IHUE OCT0KHEHHS.
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Pannue:
1)mox;
2) neyeHo4Hasi HeI0CTaTOYHOCTb;
3) moveuHas HEIOCTATOYHOCTb;
4)[1BC, kpoBoTEUECHMUS;
5) caxapHblii 1Ua0eT.
Tloszonue:
1) MCeBIOKKUCTHI TTOKETYTOUHOM JKETIE3bl;
2) abcrecchl U GuIerMOHA TTOKETYIOYHON JKEJe3bl;
3) cBuy;
4) nepuTOHMUT.

6.12. Xpouunueckuii nankpearut (XII)

XIT — 3T0 penuIUBUPYIOIIEE MU JIUTSILHOE HEMPEPHIBHOE BOCIIAJICHUE MOKEITYJOYHON
JKEJe3bl, XapaKTePU3YIOIIeecsi HEOOPAaTUMbIMU MOP(OJIOTHYCCKUMU WU3MEHEHUSMHU TOCIICTHEH, B
TUIIMYHBIX CIIy4asX BbI3bIBaKoIee OOJIM W, y 4acTH OOJbHBIX, HAPYIICHUEC 3K30KPUHHOMU, DHIO-
KpUHHOM QYHKIUN MK UX 00euXx.

XII paznnyaror:

1) 1Mo MPOUCXOKICHHUIO: IEPBUYHBIN ¥ BTOPUYHBIH (Ha (oHE 3a00IeBaHN OPTaHOB MUIIICBAPCHNUS);
2) 10 TEYCHHIO: PEIUIUBUPYIONINH, C TOCTOSHHBIMH OOJISIMU U JIATCHTHBIH;

3) o nepuoay: 000CTpeHus, CyOPEMUCCHH U PEMHUCCHU;

4) 1o TSHKECTH: JIeTKasi, CpeIHeN TSKECTHU U TsKenasi (COOTBETCTBEHHO CTENEHU AK30KPUHHOW He-
JIOCTATOYHOCTH).

6.13. I'e1bMUHTO3BI

['eneMuHTO3BI (OT Trped. helmins — uepBb, TNIHUCT) — 3a00NIeBaHUs, BOSHUKAIOIIUE B pe-
3yJIbTaTe BHEIPCHHS TApa3WTHUSCKUX YepBEl B OPTraHW3M YeEJIOBEKAa, KHBOTHBIX W PACTCHHM.
['enbMUHTO3BI CPETHUX MIUPOT HAPYIIAIOT 30POBBE, TPOITMUECKUE TEITBMUHTO3BI HEPEIKO JIae
YTPOKAIOT KU3HU TAIMCHTA.

Bce rebMHUHTBI pa3IensioT Ha TPH KJlacca:
1. Nematoda (HemaTona) — KpyrJible YepBH.
2. Trematoda (TpemaTo/1a) — COCANBIINKH.
3. Cestoda (1iectosia) — JIEHTOYHBIC YEPBHU.

Tabmuma 18
dnuaeMuoJIornyeckas Kiaccupukanusa reJibMuHTO30B YesaoBeka (E. C. Jleiikuna)

I'pynna reJbMHHTO30B
O0MoreIbMHHTO- reoreJbMHHTO3bI KOHTAKTHbIE
3bl (00J1e3HH, reJbMHHTO3bI
(00J1e3HM, nepegaya KOTOPbIX (0oJ1e3HH,
Jlokaauza- | Mexanusm | DakTopsl nepena- nepegava Yyea0BeKy nepeaava
s BO30Yy- nepesavyu 4H KOTOPBIX 4Yes10- MPOHCXOTUT Yepe3 KOTOPBIX Ye-
JUTeJs HHBA3UH HHBA3HH YeJI0BEKY BeKy 3J1eMEHThI JIOBEKY
MPONCXOIUT C BHEIIHEH cpe/bl, NMPOUCXOIHUT
y4JacTuem r/ie pa3sBHBaIOTCH Henmocpen-
KHUBOTHBIX, B JIMYHHOYHbIE CTBEHHO
4YbeM CTA/IMH APa3nuTA) 0T 00JILHOTO
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opraHmsme WIH
pa3BuBaeTcs yepe3
BO30y1UTeEb) OKpYXalolue
ero
npeaMeThl)
Kumeunnk Kumeuno- DeMeHThI DXUHOKOKKO3 Ackapuzos DHTepoOuno3
u coolua- | opabHbINA BHEIIIHEH cpeibl ATBBEOKOKKO3 Tpuxouedanes I'mmenonenunno3
IoLuecs (nousa,
C HUM BOJIa, OBOIIY,
OpTaHbI SATOIBI U 1IP.),
PYKH, TIPEAMETHI
JTIOMAIITHET O
obuxona
Msicuele mpoaykTsl | TeHunapuuxos - -
Tenuos
Pri6ubie npoaykTel | Audpwmioborpuos | - -
OnucTtopxo3
Knonopxo3 u
Apyrue
TPEMaTO 03I
Kumreuno- [TouBa - AHKHUIOCTOMHUI03 -
TKaHEBbIN Hexatopos
CrpoHrunonnos
Bapocasie TkaneBo- Msicuble nponykTsl | Tpuxunesnes - -
ocobu B OpaNbHBINA
KUIIEYHUKE,
JTUYAHKA
B MBIIIIAX
TTonkoxxHas
KJIeTYaTKa
B3pocnsie Kumeu- Bona JpakyHkyne3 - -
ocobu B HO(MOYE)-
KPOBEHOC- TKaHEBbIN
HBIX  COCY-
Aax,
JUYUHKA B
KHIIEYHUKE
WA
MOYCBOM
Iy3BIpe
B3pocnsie Tpancmuc- UnenucroHorue DunspuaTossl - -
ocobu B CUBHBIH
TKaHAX, JIH-
YHHKH B
KpPOBEHOC-
HBIX COCY-
Jax
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I'nasa 7. 3ABOJIEBAHUS )KEJTYEBBIJIEJUTEJIBHOW CUCTEMBI

Kaaccudukanus 00Jie3Heil keJiueBbIIeTUTEIbHOI cucTeMbl (10 A.B. Masypuny, 1984)

I. ®yHKMOHAIBHBIE HAPYLIECHUSA:

1) JluckuHe3us: a) TUMOTOHMYECKas, TUIIOKWHETHYECKas, 0) TMIEPTOHUYECKas, TUIIEPKUHETHYEe-
CKasi; B) CMEIlIaHHasl.
2) JlnckpuHHS )KEITIHOTO MY3BIPS;

II. Mexannyeckue HapylleHUs: a) BPOXKJIEHHbIE aHOMAaNuu; 0) runepruiazus JuMmdarude-
CKUX JKeJe3; B) MUKPOKAaJIbKyJIe3; I') CHHIIPOM XOJecTasa.

III. BocnanmuTenbHble 3a00JIEBaHUS: a) XOJICIIUCTUT: C COXpaHEHHWEM (DYHKIIUU KEITIHOTO
My3bIPA, - OTKIIOYEHHBIN (HEe()YHKIIMOHUPYIOLIHIA) JKEITYHBIN My3bIph; 0) XOJIIAHTUT, B) XOJEIIHCTO-
XOJIAHTUT;

IV. 3abosieBaHust OOJBIIOTO JYOJECHAIBHOTO COCOYKA M OOIIETO KEIYHOrO IMPOTOKA: a)
(GyHKIIMOHATIBHBIC: TUTIOTOHHUSI; TUTIEPTOHMUS;

0) BoCIAJIUTENbHBIE; B) 00TYpallOHHBIE.

V. 1{oCcTXONMEeMCTIKTOMUYECKUN CUHIPOM;

VI. OOMeHHBI€ 32005I€BaHUS: KETUEKaMEHHasl O0JIE3Hb;

VII. ITapasuTtapHsle: OIIUCTOPX03, IXUHOKOKKO3, FEJIbBMUHTO3BI;

VIII. OmryxomneBbie 00pa3oBaHMsL.

IX. TpaBmaTH4eckue NOBPEXKICHHUS.

7.1. OcTpblii X0JeHUCTUT (OCTPBIH X0JCHUCTOXOJAHTHT)
- KaTapaJbHbIN;
- (prerMoHO3HBIi;
- TAaHTPEHO3HBIN (JeCTPYKTUBHOMN).

7.2. luckune3nu cucrembl xerueBbiaesenus (JC/KB)

JCXKB - xommiiekc KIMHUYECKUX cuMOToMOB (Pumckuii koHcencyce, Pum, 1999), pa3zpus-
IIMXCA B Pe3yJbTaTe MOTOPHO-TOHUYECKON AUCPYHKIMH JKETYHOTO IY3bIPSI U KEITYEBBIBOIAIINX
nyTel, 6€3 MPU3HAKOB OPraHUYECKOr0 UX MOpa)KeHus (BocrajieHue, KaMHH).

Kaaccndpukannsa pyHKIHOHAJIBHBIX paccTpoCcTB OnanapHoro rpakra (Pum, II).

a) 1O JIOKAIM3aUU — JUCHYHKIMS KETIHOTO My3bIpsi, TUCPYHKIUS chunkrepa Onau;
0) 1O TUOJIOTUH — NIEPBUYHBIE, BTOPUYHBIE;
B) 110 (YHKIIMOHATBHOMY COCTOSIHUIO — TMITOQYHKIUS, TUIEPPYHKIINS.

Knaccupukanus TuCKMHE3M i KeJT9eBbIAeJIUTEIbHON CUCTEMbI
1) OTnonaroreneTnyeckas XapakTepUCTHUKA: IEPBUYHbBIE; BTOPUYHBIE.

2) Tun HapyueHuss MOTOPUKH: TUIIEPTOHUYECKU-TUIIEPKUHETUUECKUN (TUIIEPMOTOPHBII); TUIOTO-
HUYECKU-TUTTOKUHETHYECKUH (TUITOMOTOPHBII ); TUCCOUUUPOBAHHBII.

3) Tun TeyeHus: TaTEHTHOE; C PEAKUMHU 0OOCTPEHHUSIMU; C YACTHIMH 00OCTPEHUSIMH.

4) Craausi: peMuccust; 000CTpeHuUE.

OtnenbHble GOPMBI:

- IUCKUHE3US KEITYHOTO My3bIps (THIEp- ¥ TUIIOTOHMS, YBEJIMUeHnE 00beMa MPU COXPAHEHUH 3Ba-
KyaTOpHOU (DYHKIIHH);

- nuckuHe3us cPUHKTEpoB (rureproHyc chuakrepa Ommu, auccuHeprus cpuukrepoB Ommam u
Jlrotkenca).
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7.3. AHOMAJIUM KeJT4YeBbIBOASIINX MyTel
1) aHOMaIMK MOJTOKEHUS KEITUHOTO ITY3bIPS;
2) runoIuasus >KeI4HOTo My3bIps;
3) areHe3ust )KEIYHOTO Iy3bIpS;
4) 106aBOYHBIH KETYHBIH My3bIPb;
5) nedopmarnyu KeITIHOTO MYy3BIPS;
6) aTpe3us KETICBBIBOIAIINX MTyTEH;
7) aHOMaJIHH >KETYEBbIBOIAIIUX TPOTOKOB.

7.4. Keaunoxkamennasn 0ose3ub (ZKKbB)

XKKbB - obMmeHHOe 3a005IeBaHNE CHCTEMBI JKETUCBBIICIICHUS, XapaKTepusylomieecs: oopaso-
BAHMEM KaMHEU B KEITYHOM IY3bIPE WM B HKETUHBIX MPOTOKAX.

Kaaccuduxamus. Y gereit oOmenpuHaTon Kiaccudukanuu Het. s mpakTHIeCKuX el
MOeT ObITh Mcrnonb3oBaHa kiaccudukauusa KKb, npunaras cwezgom Hayunoro oOmectBa ra-
ctpoanTeposioroB Poccuu B 2002 T.

[ cranust — HayasbHas WK IPEJKAMEHHAS;

- rycTasi HEOJTHOPOIHAs KEUb;
-popMupoBaHUEe OWJIMAPHOTO ClIa/PKa ¢ HAIMYUEM MHUKPOJUTOB; C HATUYHEM 3aMa3KooOpaszHOM
JKETYM; COYETaHUE 3aMa3KO00Pa3HOM JKETYH ¢ MUKPOJIUTAMU;
II cramus — hopMHUpOBaHUE KETIYHBIX KAMHEH:
- 110 JIOKQJIM3AIIMHU: B JKEITYHOM ITy3bIPE; B OOIIEM KEITYHOM MPOTOKE; MEUEHOYHBIX MPOTOKAX;
-I10 KOJIMYECTBY KOHKPEMEHTOB: OJJMHOYHBIE, MHOKECTBEHHBIC;
- 110 KIIMHUYECKOMY T€UEHHIO: JaTEeHTHOE, C HATMYHEeM KIMHUYECKUX CUMITOMOB — OojieBas ¢popma
C TUIMYHBIMH JKETYHBIMU KOJIMKAMU;
- mucnencuueckas (Gopma; moa Mackoi Apyrux 3a00IeBaHMid;
III cragus — XpOHUYECKUN PELUIUBUPYIOIINN KaJIbKYJIE3HBINA XOJIECIIUCTHUT;
IV cranus — ocnoxxHeHus.
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I''TABA 8. XPOHUYECKUE 3ABOJIEBAHUSA IEYEHU

Briensiror cnenyronie popMbl XpOHHYECKHX 3a00JI€BaHU TEYCHH.

1. Ilepsuunvie 3a601e6anus nevenu:

1. BpoxxaeHnble 3a00IeBaHUS:

1.1. BpoxxneHHnbi# ((eTanbHbIi) renaTuT (MIUONaTHISCKUN, UACHTU(OUIIUPYEMOM STHOJIOTHH ).

1.2. AHOManuu pa3BUTHS TIeYEHU (BpOKACHHBIC (PHOPO3 MEUEHHU, MOJUKUCTO3HAS 00JIE3HB), JKET4-
HBIX [TPOTOKOB (apTepUONeUeHOUHAs JUCIUIAa3Hs — O0JIe3Hb AJNaXKUIUIS, APYTrUe BapHaHThI aTPe3uu
BHYTPUIICUCHOYHBIX KEITYHBIX IPOTOKOB 0€3 MIIM B COUETAHUU C IPYTUMH aHOMAJIUSIMHU, B YaCTHO-
ctu cu"apomsl Llennserepa u baiinepa, 6one3np Kaponu) n BHyTpUIIeUeHOUHBIX Pa3BETBICHUN BO-
POTHO¥ BeHBI (BEHOOKKIIFO3UOHHAS OOJIE3Hb, TIEPErOPOJIKU U TPOMOO3HI IIEYCHOYHBIX BEH).

2. HacnencTBeHHBIE MUTMEHTHBIE Tenato3bl (0oe3nn XXuiboepa, Jlabura—/>xonca, Poro-
pa, Kpurnepa—Haiispa [ u 1l Tumna).

3. NudexunonHbie 3a0071€BaHUS TICUCHU:

3.1. XpoHHUUYECKHE reMnaTUThI.
3.2. luppo3bl NeUeHH.
3.3. [Tapa3uTapHubie 3a001eBaHMs IEYCHHU.

4. Tokcu4eckoe W JIEKapCTBEHHOE MOpakeHWe medeHu (adaaToKChH, YeThIPEXXIOPUCTHIN
yIaepoa, paAuallMoOHHble, UHAMMCKUM NE€TCKUN LUPpO3, CEICUC, rUunepBUTaMuHo3bl A u D, nuro-
CTaTUKH, IPOTUBOCYIOPOKHBIE TpernapaTsl — Au(eHnH, KapdaMa3enuH, mpenapaTsl BaIbIPOEBOH
KHCIIOTBI,

XJIOPIIPOMAa3HUIHHA, OTPABICHUS TpUOaMH, aHAPOTEHHBIE TIPenapaThl, OpalbHbIE KOHTPALICTITUBBI U
JIpYTHE).

5. Cunapowm Pes.

6. Onyxonu neueHu (KapluHoMa, renarodiacToMa, TeMaHTHoOMa, METacTashbl).

11. Bmopuunsie (cumnmomamuyecKue) NOpajcenuss ne4eHu:

1. I[TopranbHasi rUIEPTEH3USI IPH BHEMIEUEHOUHOM OJ10Ka 1€ TOPTaJIbHOTO
KpOBOOOpAIIeHHUS.

2. O6meHHbIE 3200I€BaHUS TIEUEHU:

2.1. I'enatonentuxynspHas nerenepanus (6one3np Bunbcona—KoHoBanosa).
. 2. T'anakrozemus.
. 3.I'muxorenossi 1, 111, IV, VI Tumnos.
. 4.CteaTopo3bl (;kMUpOBasi AUCTPOUS TTEUESHN).

. 6.Tuposzunemus I u 11 Tuna.
. 7. Myxkononucaxapuao3bl;
. 8. HacnencrBennsie aedeKThl 0OMEHA MOYEBHUHBI.
2. D3.lluctunos.
2.10. I'eMmoxpomaTto3.
2.11. HacnenctBeHHble HapylieHus oOMeHa unuaoB (6one3Hs BonbmaHa, XonecTeprHo3, 00JIe3Hb

2
2
2
2. 6.dpykTO3EMHSL.
2
2
2

INome, Humanna—IIuka tun C).
2.12. bone3ns Menkeca.

2.13. Jlepurut a,-aHTUTPUTICHHA.
2.14. MyKOBUCLIHI03.

2.15. Tleuenounas mopdupus.
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3. 3acToifHas TeYeHb MpHU OOJIE3HIX CEPCUYHO-COCYANCTON CUCTEMBI (aHOMATHS DIINTEHHA,
CIMITYMBBIN MEPUKAPIIUT, CEP/ICUHAST HEJOCTATOYHOCTH ).

4. I'emaTomeranusi Ipu 3a00JIEBAHUSX CUCTEMBI KPOBH (JICHKO3bI, THM(OTpaHyIeMaTo3, pe-
TUKYJIOTHCTUOIIUTO3bI, TOPPUPUN, CEPIIOBUIHO-KICTOYHAS aHEeMUsl, TUM(OMBI, Muenonpoudepa-
TUBHBIE 00JIE3HH, TEMOXPO- MaTO3bI).

5. UmmyHomaronorndeckue 00Jie3HH (AKTMBHBIM XPOHWYECKUNM ayTOMMMYHHBIM T€HaTHT,
00JIe3HU TOJICTOTO KUIIEYHUKA, CUCTEMHAs KpacHas BOJIYaHKa, aMUJIOU103, CAPKOUI03, IEPBUYHbBIC
uMMyHoAepUIUTHBIE Oosie3Hr — cunapoM llIBaxmana u apyrue).

8.1. Xponnueckuii renatut (XI')
XI" — BocmanmMTenbHOE 3a00JIeBaHNEe IIEUECHH, IIAIeecs 6 Mec 1 Ooee.
CorunacHo pexomenaannu BecemupHoro konrpecca renarosioros (oktaops 1994 r., Jloc-
AH:KeJec), pa3jJM4aoT:
Dopmvr XI:
1) XpoHu4eckuii BUPYCHBIN renaTtuT ¢ ykazaHUEM BbI3BaBllero ero supyca (B, nensta, C, G, F) nnu
OTMEYaeTCsl, YTO BUPYC HE UACHTU(DUIIUPOBAH;
2) ayTOMMMYHHBII renaTur;
3)XpOHUYECKUI TOKCUYECKUI WU JIEKAPCTBEHHO-UHYLIUPOBAHHBII renaTuT.
Axmuenocmo XI':
a) MUHHUMaJbHas (MpeBbllIeHne HOpMalbHOro ypoBHA AnT 1o 3 pas);
0) ymepenHas (akTuBHOCTh AT B chIBOpOTKE KpoBHU NoBbIlIeHa 10 10 pa3);
B) BbIpaxkeHHas (ypoBeHb AnT Gosee ueM B 10 pa3 npeBbllIaeT HOpMaJIbHBIN);
I') HEaKTUBHBIN renaTur.
B ocHOBe OIIEHKHM CTENEHH aKTUBHOCTH JIEXKHT, MPEXKJIE BCETO, ONPENEICHUE BbIPANCEHHO-
cmu Mop@onocuieckux usMeHeHui.
a) NepUNOPTATILHOTO HEKPO3a C HAIMYMEM MOCTOBHIHBIX HEKPO30B;
0) BHYTPHUIOJILKOBOM JIETCHEPALINH,
B) BOCTIAJICHHE B TIOPTAJIBHBIX TPAKTAX.
Cmaouu XT:
1)cnaGoBeIpakeHHBIN epUNOPTaNIbHBIN (GUOPO3;
2) ymepeHHbII (pUOPO3 ¢ MOPTOMOPTATBHBIMU CENTAMHU;
3)BBIpaskeHHBIN (PUOPO3 C MOPTOLEHTPATIBHBIMH CENTAMU;
4) napyieHue J0JIbKOBOH CTPYKTYpHI;
5) ¢popmupoBaHuE IUPPO3a MEUYEHH.
®as3vl pazBuTHs BUpyca (mpu BupycHoMm XI):
a) peTTUKAIINH;
6) MHTETpaltu.

8.2. Cunapom Pes
Cunnpom Pes — octpoe 3aboneBanue, onucanHoe B 1963 r., xapakTepu3yroleecs TsSKeNoi
sHIIe(aronaTuell B COUeTaHUU C )KUPOBOM JeTeHepanueil IeyeHn U oYeK.

Tabauma 19
Knunnueckue craguu cunapoma Pesi (banucrepepu V. @., 1994)

| Craagun | CHMIOTOMBI B MOMEHT IOCITHTAJIH3ALNH
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| OO6bI9HO OOBHOW CIIOKOCH, JIETAPTHYCH M COHJINB, PBOTHI; TAOOPAaTOPHBIE OKA3aTEIbCTBA TUCHYHKINU
MeYeHU

1 I'myGoxkast meraprusi, CIIyTaHHOCTb CO3HAaHUS, JCIUPHHA, BO30YKACHNE, THIIEPBEHTUIALNS, TUIIEppedIIeK-
cHs

1l 3aTOPMOKEHHOCTb, CITyTaHHOCTb CO3HAHMsI, HETITyOOKasi KOMa, CyJJOpOTH (MOTYT U HE OBITh), IEKOPTHKA-
IIMOHHAs] PUTHIHOCTh, HO PEAKIMs 3pa4KOB HA CBET COXpaHEHa

v Cynoporu, rirybokasi KoMa, JieniepeOpainoHHas pUrdAHOCTh, OTCYTCTBHE PEaKiiy 3payKoB Ha CBET, (PUK-
CHPOBAHHBIC 3PAauKH

\Y Kowma, yTparta riry0oKHuX CyX0XKHIbHBIX Pe()IeKCOB, OCTAHOBKH AbIXaHNUS, (PUKCHPOBAHHBIEC PACIINPCHHBIC

3payvKH, BSIIOCTD, AeliepeOparis (MHTepMHATTHPYIOIAs ), n303aeKTpraHas D20

8.3. lluppo3 neyenu

[Ton uuppo30M MEYeHH MOHUMAIOT BCAKHI XPOHUYECKUN BOCHAIUTEIBHBIN MPOLIECC B TIe-
YEeHH, KOTOPBIH COMPOBOKIACTCS THOENBIO U Y3TI0BOU mposdepalryeil mnapeHXxuMbl, a TAKKe peak-
TUBHBIM pa3pacTaHueM COeIUHUTENbHON TKaHU. B pe3ynpTaTe 3TOro MpoOMCXOAUT J1€30PpTraHU3aIHs
JOJIbKOBO-COCYIUCTOM apXUTEKTOHUKH TMEYEHU C MOSBJICHUEM MPU3HAKOB MOPTAIBLHON THUIIEPTECH-
3UH, IEUEHOYHO-KJIETOYHBIX U ME3CHXUMAJIbHO-BOCTIAIMTEIIbHBIX HAPYIICHUH.

Breigensior cieayromme TUIBI IUPPO3a MEUEHH.

l. ITo mop¢osiornueckomy nNpusHaKy:
A. MakpoHOAYJApHBIHA (KPYITHOY3JI0BOM, TOCTHEKPOTHUECKHIA);
b. MukpoHOAyIsIpHBIH (MTOPTaNbHBIN, CENTATbHBIN);
I'. CMmemranHelIi;
J1. bunuapusiii (Ha craguu GopMHUPOBaHHS CXOACH C MUKPOHOAYJISIPHBIM, HO Jajiee pa3BUBACTCS
BHYTPHUIICUCHOUYHAs OOCTPYKIIUS 32 CUET OPOKOB PA3BUTHS BHEMEYCHOUHBIX KEITUHBIX MyTEH MU
0€e3 HUX).

I1. ITo 3THOIOrHYECKOMY NIPU3HAKY:
1) undexnmonnsii (mocie ocrporo rematura B, C, B+D, G, XI', HI', ropa3mo pexke — mocie
BPOKJEHHOTO CU(UIIHCA, CETNICHCa, TeHEPAITU30BAaHHON IIUTOMETallnuN);
2) oOMeHHBII (HaclneACTBEHHbIE (PepMEHTONATHH: TeNaTOICHTHKYISPHAS JeTeHepalus, reMoxpo-
MaTo3, Ae(PUIIUT OI-aHTUTPUIICUHA, TalaKTO3eMUs, TIMKoreHHas 6onesss 11, IV Tunos, HenepeHo-
CUMOCTb ()PYKTO3BI, TUMUA03bI, TAPOIUHEMHS);
3) BciencTBUE OOCTPYKIIMH KETUHBIX TyTeH (aTpe3usi BHENMEYCHOUHBIX JKETYHBIX IMyTeH, KUCTa XO-
nef0xa, CAHAPOM ANaXWLIsA, 1eUIIUT a-aHTUTPHUIICKHA, 00s1e3Hb baitiepa, MyKoBUCITH03);
4) 3acTOMHBIN KaK CIIEJCTBHE CEPACYHO-COCYTUCTON MAaTOJOTUHU (CIUMUYUBBIA NEPUKAPIUT, JIETOU-
Has rurnepTeH3us, 6o1e3ub bagna — Kuapu, BeHOOKKITI03MOHHAs 00JIE3Hb) U IPYTUX BHUJIOB BHETIE-
YeHOYHOMU 0JI0OKabl MOPTAIBHOIO KPOBOOOpAIICHNUS;
5) aJIKOTOJNBHBIIA;
6) UMMYHOTIATOJIOTHYECKUH (ayTOMMMYHHBIN);
7) MHAMICKHUIA TETCKUH IIUPPO3;
8)uaronaTHIecKuii, HeKJIacCU(UIIMPOBAHHBIN (JIEKAPCTBEHHBI — METOTpEKcaT U Ap., KBAIIUOp-
KOp; SI3BEHHBIN KOJIUT U Jp.).

I11. TTo KTUHUKO-(PYHKIMOHAJIBLHOMY NPU3HAKY:
1) cragus (HavanbHasi, cHOpMUPOBAHHAS, TUCTPOPHUCCKast);
2) da3a (HeakTUBHAs, aKTHBHA);
3) Teuenue (mporpeccupyouiee, CTabuIbHOE, PErpecCHpyIoLIee);
4) napymenue GyHKIUU TIeYeHH (OTCYTCTBYET, JIETKOE, TSHKETI0e);

5) noprasibHas runepTeH3us (0OTCyTCTBYET, YMEPEHHAs, BbIpaXKCHHAs);
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6) TUnepCIUIeHn3M (€CTh, HET).

Ta6muna 20

CTa}IHI/I Ne4YeHOYHOM 3HIIe(l)aJ10HaT]/II/I

Craaun

Ipusnaku

XJionaoumuii TpemMop,
acTepuKcuc

HN3menenns Ha 90T

I (upoapomain-

Hast)

Oiidopus, nepuoandecKas gerap-
THsl, 3aMe/IJICHHAs

pedb, HapYIICHUS CHA, TPYIHOCTb
pHUCOBaHUS (QUTYpP, BBITOTHEHHS
YMCTBEHHBIX 337124

EnBa 3amereH

Her

II (mpexoma) COHIINBOCTB, HEaJIeKBaTHOCTh
NoBC€ACHUA, CMCHaA HACTPOCHU:,
JI€30pUEHTALIUA, TI€YEHOYHBIN

3amax, HeJlep>KaHue MOYH, KaJa

Nmeercs

I'enepanusoBanHoe 3amen-
JieHre 9-BOJHBI

III (ctynop) BonbHOW cmuT, HO MOXET OBITH 3ameTHbIe TpexdasHbie
pa30OyxeH, OeccBsi3Hast pedb, TH- | » BOJTHBI
nieppeIIeKCHst, pUrHAHOCTD
IV(rnybokas ko- | Apeduekcus, KOMa, CHIKCHHE
JIByCTOpOHHEE 3aMENICHUE
Ma) WIN OTCYTCTBHE peakuuu Ha 0o-
OOBIYHO OTCYTCTBYET D-BosHsl, «MOIT4aIas
JIEBBIC Pa3APAXKUTEIN, MbIIICUHAS
Kopa
THIIOTOHUS P
Tabmuua 21

PaGouas kinaccuduxanus 6os1e3Hell neperpy3Ku kejie3om
(Toxapes 1O. H. u coaBr., 2004)

I'pynna

3a0o1eBaHus

1. I'emoxpomaTo3bl
(mepBuuHBIEe 3a00NeBa-
HHUA, CBA3AHHBIC C IIC-
PETPY3KOH JKene30M)

- HacnenctBennslit remoxpomaro3s (tum 1; HFED).

- IOBeHunbHeIM remoxpomaros (tun 2; HFE 2).

- He ceszannsiii ¢ HFE remoxpomaro3 (tum 3; HFE 3).

- He cBszannsiii ¢ HFE remoxpoMato3 («IHKOTO THUTIAY),

- HeonaTanpHBII reMOXpoMaTo3 (HEOHATAJIbHbII TMTaHTOKJIETOUHBIN TeaThT)

2. BropuuHas nepe-
Tpy3Ka »ene3oM (BTO-
pHUYHBIE T€MOXPOMaTo-
3Bl U TEMOCHEPO3bI)

1) AHeMum, COTIPOBOKAAIOIIIECS TIEPErPY3KOH JKEIe30M:

- CBsI3aHHBIE C MACCHBHBIM HEd()()EKTUBHBIM SPHUTPONOI30M (TsDKETble Oerta-
TaJIACCEMUYECKUE CHHIPOMBI, CHACPOOIaCTHEIE aHEMUH, BPOXKACHHBIC TU3IPUTPOIIOI-
TUYECKUE aHEMUN);

- pedpakTepHbIC THIIONIACTHYCCKUEC aHEMUH (HAIPUMEp, IPH XPOHUIECKON TOYCUHOMN
HEIOCTaTOYHOCTH, YUCTOH KJIETOYHOH arlla3uy, alilaCTHYECKUX U MHUEIOIUIACTHYECKIX
CUH/IpOMaAX).

2) 3aboseBanus, MPOTEKAIOIINE C YMEPEHHOH MepeTpy3KOil jKene30M:

- XpoHUYEeCcKHue 00JIe3HH MeYeHH (ATKOTOIBHBIA IUPPO3, TOPTOKABAIBHBIN aHACTOMO3);

- BpPOX/IEHHAsI aTpaHCQEepPUHEMHUS);

- TO3/THsAS KOKHAS TOPUPHSL.

3) MectHas neperpysKa Keiae3oM:

- nerovyHast (MIUOMATHYSCKUH JICTOUHBIN TeMOCHICPO3);

- MovYeYHas (HarmpuMep, MpH MapoKCU3MAIILHOW HOYHOHN IreMOrIOONHYPHH, CEPIIOBHIHO-
KJICTOUYHON aHEMHH, COCTOSHHUSIX THIIA <KT'€MOJUTHICCKOMU noqlm>>);

- CHHPOM TUNIep(hEPPHHEMHUH C KaTapaKTO! Tias3.

4) Ipyrue BUIBI IEPETPY3KH JKEIE30M:

- aypuKaHCKas eperpy3Ka Kele30M;

- alepyIoIIa3MIHEMHUS
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8.4.CunapomM noprajbHOM rUMIIEPTEH3NH

ITo naToreHe3y NMOpTaJbHYI0 THNEPTEH3NI0 PA3INYAIOT (MOAM(PUIMPOBAHHAS KJIACCH-
¢puxanusa Osepa):

1. BHyTpunedeHo4Has:
a) UPPO3bI [ICUCHH;
0) pubpo3 neueHu;
B) OIYXOJIU TICYEHHU;
I') U30JMpOBaHHas 0J0Ka/ia BHYTPUIICUEHOUYHBIX PAa3BETBICHUI BOPOTHOI BEHBI.

2. lIpenneyeHounas Giokaza:
a) pyOLOBBIN CTEHO3, OOMUTEpaIysi WIK TPOMOO3 BOPOTHOW BEHBI, & TAKXKE CENIE3EHOYHON BEHBI
(TpoMOO(DaeOuTHYECKAs CEIe3CHKA);
0) BPOXKJICHHBII CTEHO3 WIIM OOIMTEpAIisi BOPOTHOW BEHBI HITH €€ BETBEIA;
B) CIIaBJICHHE BOPOTHOM BEHHI U €€ BETBEH pyOliaMu, OIyXO0JIsIMU, HHOUIBTPATaMHU;
') KaBepHO3HOE MepepokIeHNE BOPOTHOM BEHBI (4acTO SBISETCS CIEICTBUEM HEOHATAJIbHOM Karte-
TepHU3aIUH MMYIIOYHON BEHBI, MOXKET OBITh U OCTIOKHEHUEM IIMCTOCOMATO34).

3. brokana kpoBooOpaieHus Boilie neyeHu (6o1e3us bagna — Kuapu 1 BeHOOKKIIO3UOH-
Has 00JIC3HB).

4. CmemianHasi, 00yCIIOBIEHHAs IMPPO30OM MIEYCHH B COUETAHUH C TPOMOO30M BOPOTHOM Be-
HBI WM peKaHaJIM3aIei myrnoyHoit BeHsl (cuuapom Kprosense — baymraprena).

A. ®@. JleontheB u B. M. CensikoBu4 (1987) Ha ocHoBanuu HaOmoaeHus oonee 400 merei
¢ 0J0Ka/10¥ MOPTATLHOTO KPOBOOOPAIIEHUS pa3paboTaiy CASAYIONIYIO KIacCU(DUKAIIMIO:
|. Bnokaoda ocnoenozo cmeona 60pomHuoii 6eHwyl 6He neueHu.
A. [lexomnencupoganuas (88,4% ecex nabnoodasuiuxcs oemeti).
Io JiokaTU3aMU MOPaKEeHUs COCY/10B:
1) mpoKcUManbHBINM Y4aCTOK BOPOTHOM BEHBI;
2) BOpOTHAas BEHa Ha BCEM IPOTSKEHUH;
3) Bcex MarucTpaiabHbIX COCYJOB MOPTAJILHON CUCTEMBIL;
4) BeTBEl BOPOTHOM BEHBI BHE MTEYECHHU.
ITo Ts2xecTH TeyeHus: (4aCTOTa KPOBOTEYEHH):
1) nerkoe (ue 6omee 1 kpoBoTeuenus 1o 10 ner);
2) cpenueit Tspkectu (He 6onee 3 kpoBoTedenuii 1o 10 ner);
3) Tsokenoe (4 kpoBoTeueHus u Oosee 10 10 et WK paHHee UX BOSHUKHOBEHHE JI0 3 JIET).
ITo crenenu 0.10KkaabI:
1) nerkas (mopranbHoe nasnenue ot 200 qo 290 mm BoJ. CT.);
2) cpennss (mopraigbHoe gasienue ot 300 1o 390 MM BoOI. CT.);
3) Tsokenas (mopranbHOE JaBieHue Boiie 390 MM BOJI. CT.).
b. Komnencuposannas (1,4% nabirogaBmmxcst 1eTei) 3a c4YeT:
1) BoccTaHOBIEHHSI HOPMATBLHOTO KPOBOOOPAIIECHHUS;
2) pa3BUTHs TenaToyraibHBIX KOJUIaTepanei.
1I. H3o0nuposannas 6n0xkaoa enympuneuenHounsixpazeemenenuil eopomnoii éenvt (10,2%
HaO0II0IaBIINXCS OONMBHBIX C MOPTATBHON THIIEPTEH3UEH ).
1. NexomnencupoBanuas (5,5%);
2. KomniencuposaunHas (4,7 %).
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I'JIABA 9. BPOKJAEHHBIE IIOPOKH CEPAIIA
Bpoxnaennsie mopoku cepamna (BIIC) — 310 aHOMaiuu cTpoeHHsI cep/aiia U KPYIHBIX COCY-

JI0B, (GOpMHpPYIOILIHECS B IEPUO]T SMOPUOHATILHOTO Pa3BUTHUS (AMOPHONIATHN), B PE3YIIBTATE KOTO-

PBIX BOBHUKAIOT HAPYUICHUA TCMOJUHAMUKHA, YTO MOKCT IIPHUBCCTHU K CCpIIG‘-IHOfI HCAOCTAaTOYHOCTHU

nu [[I/ICTpO(l)I/I‘-IeCKI/IM HU3MCHCHUAM B TKAHAX OpraHrU3Ma

Knaccupurxanus

[Teguatpel 00bIYHO UCTIONBL3YIOT Kiaccudukanuto BIIC, moctpoennyo no narou3noiaori-
yeckoMmy npuHuuiy c pasnenenueM BIIC no xapakTepy HapyleHU TeMOJAMHAMUKH U 110 HATUYHUIO

HJIN OTCYTCTBHUIO [IMAHO34d.

Tabmura 22

Knaccupukanusi BpoxkaeHHbIX mopokoB cepana (mo S. N. Marder):

I'emoguHnamuka

be3 nuano3a

C muaHo3om

OOoraienue Maaoro Kpyra
KpOBOOOpaIeHus

Jledekr MexKenyqoIKoBOi mepe-
TOPOJKH, Ne(PEeKT MEXKIIPEACEPIHOM
MIEPErOPOAKH,
albHBIM NPOTOK, OTKPBITBIA aTPHO-

OTKPBITBIA  apTepHU-

BEHTPUKYJISIPHBIH KaHAJ, aHOMAaJlb-
HBII JpeHaX JErOYHBIX BEH

TpaHcro3uLMsT MarucTpaibHbBIX COCY-
JIOB,
IJIaBHBIA  JIETOYHBIHN

o0mmit  apTepHaibHbIIl CTBOI,
CTBOJI, €JUH-
CTBEHHBIN KeJIyA04YeK CepALa.

Kommnexc DizeHMenrepa

Ob6enHEHNE MAIIOTO Kpyra
KpOBOOOpaIeHus

CreHo3 1eroyHoi apTepuu

Terpana ®anno, aTpe3us TPEXCTBOP-
4aToro KJamaHa, TPAHCIO3UIUS Maru-
CTpPaNbHBIX COCYZOB CO CTEHO30M Jie-
TOYHOH apTepuH, JOXKHBIN OOIMiA ap-
TepUAILHBIN CTBOJ, 00JIe3Hh DOMITEH-
Ha

[pensaTcTBHE KPOBOTOKY B
OO0JIBIIIOM KpyTe KPOBOOOpAICHHS

CTteHO3 yCTBSl aoOpThl, KOApKTaIMs
aopTHI

be3 HapyiieHnii reMoguHAMUKHI

Jexcrpokapaus,
KEHUA AYru aopTel U €€ BeTBeﬁ,

a"HoMaJiluk I10JI0-

HEeOONbIION JedeKT Mex Kelrynou-
KOBOH IEPEropoJKH B MBIIIEYHON
yactu (601e3Hp TonmounHo-Ba-Poxe)
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TJIABA 10. IPHOBPETEHHBIE 3ABOJIEBAHUS CEPJIEYHO - COCYJIUCTOM

CUCTEMbI

10.1. MuoxkapanTsbl

MuokapauT — TMOpaXXeHHe cep/ila, BO3HUKaroIee Ha (GoHe WM mociie MHQPEKIMOHHOTO
nporecca, ONpeeNnsioniee HEPEAKO TKECTh COCTOSHUS PeOCHKAa M MMEIOIIee CaMOCTOSTENIbHOE

NaJIbHEHIIee TeUECHUE.
Tabmuua 23

Ilepuoa Bo3HMKHOBEeHHS 3200/ 1eBAHUS

Bpo:kaennblii (aHTeHATANbHBII) — paHHuii U no3auuii. [Ipnodpe-
TeHHBbII

Ortuonoruyeckuii paxkTop

BupycHbiil, BUpyCHO-OaKTepHaNbHBIN, OaKTepHANBHBIN, IMapasuTap-
HBIH, TPUOKOBHIN, MEPCHHHUO3HBIN, aJUIepPrHUecKuii (JIeKapCTBEHHBIH,
CBIBOPOTOYHBIN, TI0-CTBaKIIMHAIBHBIN ), MAHOTIATHIECKAN

®dopmMma Kapnaut

(mo mpeumymiecTBeHHON Jokanu3auuu | [lopakeHue npoBosIIei CUCTEMBI cep/ua
mpolecca)

Teuenue Octpoe - 10 3 mec

[omoctpoe - no 18 mec
Xponndeckoe - 6onee 18 mec (permauBupyromiee, IEPBUIHO XPOHUYE-
CKO€): 3aCTOHHBIH, THITEPTPOUICSCKUN, PECTPUKTHBHBIA BApHAHTHI

TspxecTs KapauTa

Jlerkuii, cpeIHETSKEIbIH, TAKENIbII

TOYHOCTH

@opMa M CTENEHb CepleuyHON HemocTa-

JleBoxenynoukosas I, I1a, 1116 creneHu
[IpaBoxxenynoukosas I, Ila, 1116 crenenun
ToranbHas

I/ICXO,Z[LI " OCJIOKHCHHUA

Kapanocknepos, runeprpodus MHOKap/a, HapyIICHHE pUTMa U IIPO-
BOJIMIMOCTH, JIETOYHAasi THIIEPTEH3Ms, TIOPaKeHNE KIJIATIAHHOTO arapa-
Ta, KOHCTPUKTHBHBIH MHOIIEPHKAPINUT, TPOMOOIMOOIMYECKUI CHH-
JIpOM

10.2. Un¢eKUMOHHBIA S3HAOKAPAUT

[Ton moHsATHEM UHDeKyUOHHbIE IHOOKAPOUMbl TIOHUMAIOT BOCTIATUTENbHbBIE TTOPAKEHUS DH-
Jokapaa (KJIamaHHOTO WM MPUCTEHOYHOTO), BhI3BAaHHBIC MPHUCYTCTBYIOIIMM B TKaHH JHJOKapa
MH(EKIIMOHHBIM ar€HTOM.

Tabnuna 24
Kuaacenpukanusi ”HPEKIUMOHHBIX JHA0OKAPAUTOB
Kimmnuko-
ITHOJIOrHYecKas IIaTorenernyeckasa | CremeHb aKTHB-
Bapuant TedyeHus Mopdosornyeckas
XapaKTepPUCTHKA daza HOCTH XapaKTepHeTHKA
I'pamnonoxurens- WndexmonHo- Bricokas (3) Octpsrit [lepBuynas (Ha WH-
HBIE OakTepuu: | TOKCHUYECKast TaKTHBIX KJIarlaHax)
CTPENTOKOKKHU, CTa-
(UITOKOKKH
I'pamorpunarensusie | UMMyHOBOCHAMN- VYmepennas AbGopTtuBHBIH (BbI- | Bropuunas (mpu Kia-
OakTepuu: KHIIEYHAsl | TEIbHAas 2) 3I0pOBIICHHE) MaHHBIX MOBPEXKJICHU-
Majyoyka, CHHETHOM- SX, BPOXJIEHHBIX [1O-
Has TMajlo4ka, Kieo- pokax cepima, Mocie
CHeNIa U Jp. oTiepanuii Ha cepaLe)
baktepuanpapie  ac- | Juctpodudeckas MunumanpHas (1) | Xponudeckuit (pe- | -
conmarmu: L-popmer, LUAMBUAPYIOIIHN)
rpUOBI, pUKKETCUH
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10.3. IlepuxkapauTol
[lepukapauT y neTeil MOXKET pacCMaTpUBATHCS KaK MPOSBICHUE WM OCI0KHEHHUE OCHOBHO-
ro 3aboneBanus. [lepukapIuThl y A€Teil BCTPEUAIOTCs PEIIKO U €IIE PEKe TUArHOCTUPYIOTCS
Kanacenpuxanus
1. Cyxue (¢pubpo3HbIe);
2. DKCCyIaTUBHbIE:
- CEpO3HBIE;
- THOWHBIE.
Kak pe3ynbTaT nepeHeceHHOT o NepuKapauTa, OTIAEIbHO PACCMATPUBAIOT aIT€3UBHBIN MEpHU-
KapJUT — CUMIITOMOKOMILUIEKC, OOYCIIOBICHHBIN CpalllecHHEeM JIMCTKOB IepuKapa

10.4. Aputmum y nereit
K paccmpoiicmeam asmomamusma cunyco8oeo y31a omuocam:
- CHHYCOBYIO TaXUKapJui0 U Opaaukapuio,
- CHHYCOBYIO apUTMHUIO,
- MUTPALIMIO UCTOYHUKA PUTMA U PsII APYrux Oosiee peKuX HapyIIeHUH.

Cunopom cnabocmu cunycogozo yzia (CCCY). CuHIpoM CBSI3aH C HECIIOCOOHOCTHIO CHHO-
aTPUAIBHOTO y3JIa BBHIOIHATH (DYHKIIMIO BOAWTENSI pUTMA U 00ECIICUNTH NMPOBEICHUE MUMITYJIbCa K
peaCcepansiM.

Paccmpoiicmea 6036yscoenus:

- OKCTPACUCTOJINS,

- Ha/IKEITyI0UKOBBIE (TIpe/icepIHble, CHHYCOBBIE, AB-3KcTpacucTonun) / eiy104KoBbIE;
- OJIMHOYHBIE / TApHBIE;

- CIIopaJIn4ecKue / peryspHbIe;

- aJUIOpUTMUS / perysipHble (OUTeMUHMS, TPUTEMUHUS, KBaJJPUTEMUHUS);

- MapOKCU3MaNIbHAsI TAXUKAP U

Mepyamenvhas apummus — 3TO CIO0XHOE HapyIIEHHE PUTMA, CBS3aHHOE C M3MEHEHHEM
NPaBUIBHON JEATENBHOCTH Tpeacepanii. Pa3mudaror Taxu- U OpanapuTMUIecKyro (POpMBI MepIia-
HUS Tpefcepanii. B HEKOTOpPBIX ciydasx MepraTtelbHas apUTMHS BCTPEUAeTCS B BUJIE MAPOKCHU3-
MOB.

Hapywenus ¢pynxyuu npogedenus — 610xadbi.

- CHHOATpHUabHast 0J10Ka/a,

- aTPUOBEHTPHUKYISIpHAs OJ0KaIa;

- BHYTPHIKEIIyI0UKOBasi OJIOKaja: MoJjiHasi / HEeToJIHas, JIEBOM HOXKKH / IPaBOil HOXKKHU (TiepeaHeit /
3aJIHEH BETBH).

Cunopom npesxcoespemennoco 6030yacoenus snenyoouxos (WPW- curnopom)

10.5. ®PyHkuuoHAJbHbIE HIyMbI CepaALa
QOyHKIIMOHAIBHBIMUA Ha3bIBAIOT IIYMbl, HE CBS3aHHBIC C HAPYLICHUEM aHATOMHYECKOMU
CTPYKTYPBI dHJ0KapAa.

Tabnuua 25
OT1auyms MrymMoB cepauna
CpoiicTBa myma @DYHKIMOHAIbHBII Oprannyecknii
TemOp Msirkuii, HeomnpeaeneHHbIH, My3bl- | JKecTkui, rpyOblit, Ayronui
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KaJIbHBIN

IIponomxuTensHOCTh KopoTkwmii, 3aHmMaer MeHbINyIO | J[IMHHBINA, 3aHIMaeT OOJBIIYIO YacTh
Y4acTh CUCTOJIBI CHCTOJIBI

Wppaguanus Pacnipoctpansiercss mano, He pac- | Xopomo pacnpocTpaHsercs mo obuna-
MpOCTpaHseTcs 3a MpeJelibl CepAlia | CTU cepAla U 3a ee IpeaeaMu

W3MmeHeHue npu Harpys3ke 3HayuTeNbHO U3MeHseTcs, dame | M3MeHsercs Mano, eciu HU3MEHseTcs,
ociabeBaer TO Yallle yCHJINBAaeTCs

CBs13b C TOHAMH He cBs3an OOBIYHO CBsI3aH

10.6. CepaeuyHasi HeAOCTATOYHOCTH

ITon cepnedyHolt HENOCTATOYHOCTHIO TIOHUMAIOT COCTOSIHUE, ITPU KOTOPOM CEpALIE, HECMOTPS
Ha JIOCTaTOYHbII IPUTOK KPOBHU, HE 0OECIIeUNBAET MOTPEOHOCTh OpraHU3Ma B KPOBOCHAOKEHHH.
Knaccugukanus XpoHUUECKol cepieuHON Hel0CTaTOYHOCTH
- JIEBOXKEITYJOUKOBYIO CepJieuHasi HeJOCTaTOYHOCTb;

- IPaBOKEIYJOUKOBYIO CEpJIeUHast HEOCTaTOUYHOCTb.

Jnis pa3aeneHus CTaauii cepliedHON HeIOCTaTOYHOCTH TONIB3YIOTCs Kiaccupukanueit B. X.
Bacunienko u H. [. Ctpaxkecko, KOTOPBIE MPEIIOKUIN BBIICIUTh YETHIPE CTAANH:

I cragus cepaedHOM HENOCTATOYHOCTH XapaKTEpU3yeTCs YMEPEHHOW TaxuKapaueH B IIO-
koe. Ilpu3Haku HEJOCTAaTOYHOCTH TOSBISIOTCS OOBIYHO JIUING NMPHU (PU3MYECKON Harpyske, Koraa
MOKHO KOHCTaTHPOBaTh OBICTPYIO YTOMIISIEMOCTb, OJBIIIKY, BBIPAKEHHYIO TaXxMKapAuto. Y rpya-
HBIX JIeTe OJHUM U3 NEePBbIX IPU3HAKOB SBJISIETCS 3aTPyIHEHUE NIPU KOPMIICHUH I'PyibIo: yepes 1-
2 MuH peOEHOK OTKa3bIBAaeTCs OT TPYAH, CTAHOBUTCS OECHOKOWHBIM, IMOSIBJISETCS BbIPAXKECHHAS
OJIBIIIKA, NHOT/1a — MEePHOPATIBHBIN IHAHO3.

[Tpu Ila ctagum oxplika U Taxukapaus HaOI0a0TCs B oKoe. PeOeHoK yToMIsieTcs gaxe
MIPH BBITIOJIHEHUH OOBIYHBIX (PH3MUECKUX HATPY30K. B 3TO#l cTagmm MOXKHO KOHCTaTHPOBATH MpPHU-
3HAKU BEHO3HOrO 3acTos. [Ipu mpaBokenya0YKOBOM HEIOCTATOYHOCTH ATO IMPOSIBISETCS YMEpPEH-
HBbIM YBEJIMUYEHUEM MEUYEHHU, Y IeTel MIIaJIIero Bo3pacTa — HEPEIKO aHOPEKCHEN, pBOTOH, O0IsIMU
B JKUBOTE; MPH JEBOXKETYA0UKOBON — BBIPAKEHHOMN OJIBIIIKOM, HE3BYUHBIMH BIAXXHBIMH XpUIIaMU
B HIKHMX J0JIAX Jerkux. Hepeako, oco6eHHO y neTell Miaaiiero Bo3pacra, 3aCTONHHbIE SBICHUS
HaOJII0AAI0TCA M B MaJIoM, U B OOJIBIIOM Kpyre KpoBooOpalleHus (ToTajdbHas cepAeyHas HelocTa-
TOYHOCTH). Y neteit npu |l cTanum 0OBIYHO OTMEUAIOT MACTO3HOCTb, K KOHILY THSI MOTYT MOSIBUTHCS
HeOOJIbIIINE OTEKH, Y CTApIIUX JeTel OOBIYHO HA HWKHUX KOHEYHOCTSX, Y TPYAHBIX — B 00JIaCTH
MOIIIOHKU M KpecTia (IpH JEBOXKETYA0YKOBOM HEAOCTaTOYHOCTH NEepU(epruieckiux 0TEKOB MOKET
1 HE OBITBH).

bonee rnybokue Hapymienus HaOmogarotcs npu |l cragum Hemoctatounoctu. PeGenok
HaXOJUTCS B MOCTENH, TaK KaK Jake HeOOJbIIOE JBM)KEHUE BHI3bIBAECT 3HAUMUTEIIBHOE YCUIIEHUE
OJIBIIIKYU U TaXUKapAuu. [leTn HepeaKo MPUHUMAIOT BO3BBIIIEHHOE MOJI0KEHUE, OOBIYHO KAallPU3HBI,
pa3ApakuTeNbHBI, MJI0X0 BCTYMAIOT B KOHTAaKkT. Pe3ko HapymieH coH, anmetuT. Ilpu mpaBoxeny-
JIOYKOBOM HEJIOCTaTOYHOCTH yBEIMUYEHA M 4acTO OOJIE3HEHHA Me€YeHb, KpOME CTaOMIIBHBIX nepude-
pHUECKUX, HAOMIOAI0TCA U MOJIOCTHBIE OTeKH (acuut). IIpu mpeuMyIecTBEHHO JIeBOXKeTyJ0UKO-
BOM HEIOCTATOYHOCTH, NepU(epHIecKre OTEKH MOTYT OBITh YMEPEHHO BBIPAXKEHBI WM JaKe OT-
CYTCTBOBaTh, B TO € BpeMs, BEAYUIUMHU OyAyT SBJICHUS 3HAYUTEILHOTO BEHO3HOI'O 3aCTOs B JIer-
KHX, BO3MOXKHBI SIBJIEHUS IPEJOTEKA U OTEKa JIETKUX. B 3Tol cTanum Hepeako y Aerell oTMedaeTcs
aKpOIMAaHO3, NHOTAAa — OOIIMI IMaHO3, 3HAYUTENIHO CHIKEH Iuype3. Pe3ko BbIpaXkeHbI HU3MEHe-
HUS CO CTOPOHBI Cep/lia: 3HAYUTEIBHO PAaCIIUPEHBI IPAHUIIBI, TOHBI ITyXHEe, YMEHbIIIEHA 3ByYHOCTb
IIIYMOB, HEpeIKO HAOII0AAI0T pa3IMuHbIe HAPYIICHUS PUTMA.
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[Tpu III cragum HEAOCTATOYHOCTH KPOBOOOPAIICHUSI K BBIIIICONMMCAHHBIM CUMITTOMAaM TIPH-
COCIUHAIOTCA TAXKCIIBIC H606paTI/IMBIC III/ICTpO(i)I/I‘-IeCKI/Ie HN3MCHCHHUSA CO CTOPOHBI BCCX OPraHOB U
CUCTEM.

10.6. IncTonuu

1. l'unepmonuueckue cocmoanus ( knaccudukamus o M. 5. CTyneHUKuH):
- Cocyamcrasi BEreTOAUCTOHHS [0 THIIEPTOHHYECKOMY THUITY;

- l'unepronnueckas 0OJIE3HB;

- CuMnToMaTruecKasi (BTOpUYHAsS) TUTICPTOHUSI.

2. ['unomonuyeckue cocmosHus
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I'JTABA 11. PEBMATHYECKHUE BOJIE3HU

Bcro rpynimy 3a6oeBanuii 00beIUHSIET MOPAKEHUE COSAMHUTEILHONM TKAHU.

Crona Hapsiny ¢ hopMaMu ¢ U3BECTHOM 3THOJIOTHEN — OCTpasi peBMaTHUYECKas TUXOPaIKa,
001e3ub JlaiiMa — BXOIUT OOJIbIIIAsS TPYIIA MATOJIOTHYECKUX COCTOSHUM, STHOJIOTHS U MTATOTeHE3
KOTOPBIX J0 HACTOSIIETO BPEMEHHU HE JI0 KOHIIA 3YUEHBI.

11.1. OcTpas peBMaTHYeCKasi JTUXOPAAKA

PexoMenaanuu no u3MEHEHHIO TEPMHUHA PEBMATHU3M HA OCTPYIO PEBMATUUYECKYIO JINXOPAAKY
(OPJI) B mocnequem 10-m mepecmotpe MKbB nMeeT onpeeneHHy0 JIOTHKY, TOCKOJIBKY B OOJIbIIeH
CTCTICHH TIPUBJIICKAET BHUMaHUE PAOOTHHKOB 3[paBOOXpaHEHHS K HH(EKIMOHHOMY (akTopy —
CTPENTOKOKKY, JIeKaIIeMy B OCHOBE 3a00JIEBaHNUs, KOTOPOE XapaKTEPH3yeTCs IPEUMYIIIECTBEHHBIM
nopaxenuem cepaua u cocynos. OPJI sBisercs Hanbonee 4acToil MpUYMHON NPUOOPETEHHBIX I0-
POKOB cep/lia y JeTei.

Taobnuua 26
B HacTosimee BpeMsi moJIb3yHOTCs padoueil Kiaccupuxkanneid 1 HoMeHkaarypoi OPJI,
npunsaToi B 1964 r. no noxiaany A. U. Hecreposa

®a3sa 6o- KianHuko-aHATOMHYeCKasi XapaKTePUCTHKA NMOPaKeHHs! Xapaktep Te- | CocTosiHHe Kpo-
JIe3HH YeHUs BOOOpAalIeHUSs
cepama* JIPYTUX OPTaHOB U CUCTEM
AxtuBHas | 1. PeBmokapaut mnepBudu- | Ilommaptput, ceposutsl (mies- | Octpoe, Ho - et Hepocra-
I, 11, 1l | =BIit Oe3 mOpOKa KJIANaHOB. | PUT, NEPUTOHMUT, AOAOMHHAIb- | MOJOCTPOE 3a- | TOYHOCTH KPOBO-
CTENeHN 2. PeBMOKapanT BO3BpaT- | HBIH CHHAPOM). TSDKHOE, oOpareHus
HBI C TOpOKOM KiamaHa | Xopes, SHuegaiuT, MEHHHIO- Hi - nenmocrarou-
(xakum). sHIedanmr, nepeOpaNbHEIA | BsIIOE. HOCTH | cTeneHn
3. PeBmaru3m 0Oe3 SIBHBIX | BAaCKYJIMT, HEPBHO-TICHXHYECKHUE H> - nenocrarou-
CepACYHBIX U3MEHEHUI paccTpoiicTaa. HenpeppiHO Hoctb Il crenenun
Backynutsl, HehpUTHL, TenaTtuT, | penuauBupyo- | HaHegoctatounoc
IIHEBMOHMS, IIOPAKEHUE KOXKH, | LIee. 16 Il cTrenenu
UPUT, UPUIOLUKINT, THPEOUIUT
Heaxrtus- 1. Muoxkapanockiepo3 | I[lociaencreusi u  ocratounsie | JlareHTHOE
Has pEeBMaTHYECKHUIA. SIBICHUSI TEPEHECEHHBIX BHE-
2. ITopox cepana (kakoi) CepJEUHBIX MOPAKEHUH
Kpurepun nmarsHoctuku pesmaTrudma paspadoranu A.A. Kucean (1940), Lxonc

(1944), nonoanusa A.U. Hecrepos (1963).
Ocnognvle npossienus:

1. Kapaur.

2. [lonuaptpwur.

3. Xopes.

4. TIoaKOXKHBIE Y3€IIKH.

5. KonbueBuaHast spuremMa.

6. «PeBmaTuyeckuii» aHaMHe3 (CBS3b C MEPEHECCHHOM HOCOTJIOTOYHON CTPENTOKOKKOBOM HH(GEK-
LMEW, HAJTMYKE CITy4YaeB PEBMAaTH3Ma B CEMbE).
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7. Jloka3zatenbCcTBO €X juvantibus - ymydIeHHue COCTOSIHHs O0BHOTO mocie 2-3HeAeNbHOr0 Kypca
crenupuIecKoro JCUYCHUS.
/Jlonoanumenvhnole nposagieHus
A. OGuue
1. [ToBbIlIeHUE TEMIIEPATYPHI TENA.
2. AnuHaMusi, yTOMJISIEMOCTb, CJ1Ia00CTh.
3. biiemIHOCTh KOKHBIX TOKPOBOB.
4. ITornuBOCTS.
5. HocoBbie KpOBOTEUYEHUS.
6. AOIOMUHAIBHBIA CUHPOM.
b. Cnenunanbhbie (J1a00opaTopHbIEe TOKA3aTEIH )
1. JletikounTo3 (HEUTPOPHUIIbHBIN).
2. Mucnporennemus: ysenudenne COD, runepdudbpuHoreneMusi, mosisienne CpeakTHBHOTO Oerka,
MOBBILICHHE KOHIICHTPAIMU 02 U Y-TI00YJIMHOB, MOBBIIIEHNE KOHLEHTPALUU CHIBOPOTOYHBIX MY-
KOIIPOTEUHOB.
3. 3MeHeHHsl CepoJIOTUYECKUX MOKa3aTeNel: MosiBIeHHEe AT CTPENTOKOKKOB B KPOBH, MOBBIIICHUE
TUTPOB aHTUCTpenToaN3nHa-O, aHTUCTPENITOKNHA3BI, AaHTUCTPENITOTHATYPOHUIA3BL.
4. IloBblllIeHNE TPOHUIIAEMOCTH KaITUJUIAPOB.

Tabnuua 27
B nacrosimee Bpemsi Haubos1ee pacnpocrpanenbl kputepun BO3 (1989), paspadoran-
Hble AMEPHKAHCKON PeBMATOJIOTMYECKON acCOHALMEH:

BoJbuine kpurepun Mauible KpuTEpHHU
Kapaut Knunuueckue:
ITonumaptpur IIpenmecTByromuii peBMaTU3M WIM peBMaTHdeckas 0o0-
Xopes Je3Hb cepaua
Konbuesuanas spurema Aptpanrun
ITonko>KHBIE PEBMAaTHUECKUE Y3EIIKH JInxopanka

Jlabopamopuvie noxkazamenu ocmpou ghazvl.
CO3
C — peakTuBHBIH Oel0K

JletikonuTo3

[ToBBIMIEHHBIH TUTP MPOTHBOCTPENTOKOKKOBEIX AT, aHTHCTpenTonm3nHa-O, BHICEB U3 3€Ba CTPENTOKOKKA IPYIIIIEI

A, HEOABHO NNIEPCHCCCHHAA aHTMHA

Hanuuue y 00sbHOTO ABYX OOJBIIMX MM OJHOTO OOJIBIIOTO U JIBYX MaJIbIX KPUTEPHUEB CBU-
JIETENIbCTBYET O BBICOKOW BEPOSATHOCTH OCTPOTO PEBMATH3Ma, OCOOCHHO MpHU MOATBEPKACHHBIX
JTAHHBIX O MEPEHECEHHONW MH(EKINH, BBI3BAHHOM CTPENTOKOKKAMU TPYIIIBI A.

11.2. FOBeHNIbHBINH XpOHHYeCKHHl apTpuT U 1uddy3Hbie 32001eBaHUS COCIMHHUTEIb-
HOM TKaHU

Panee 3Ty narosnioruto o0beIUHSIIN OOIIMM TEPMHHOM «KOJUIAr€HOBBIE» 3a00J1€BaHMS.

K #uM, kpoMe roBeHUIIbHOTO XpoHuueckoro aptputa (KOXA), oTHOCAT: CHCTEMHYIO Kpac-
HYIO BOJYAHKY, I€PMaTOMUO3HUT, CKIEPOJIEPMHUIO U Y3€IKOBBINA EPUAPTEPUNT.

O6miee onpenesaeHre 3TUX MATOIOTUUECKUX (OPM MOXKET OBITh CHOPMYIMPOBAHO CIIEAYIO-
oMM 00pazoM: 3TO 3a00JeBaHUS UMMYHONATOJOIMYECKON MPUPOIBI ¢ 005S3aTeIbHBIM HAIUYUEM
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ayTOMMMYHHOTO Mpoliecca, KOTOPbIE XapaKTePU3YIOTCS CUCTEMHBIMU MOPaKEHUSMHU, PELUINBU-
PYIOILUM XapaKTepOM U, KaK IIPaBUIIO, IPOTPECCUPOBAHNUEM.

IOBennibHbII XpoHnveckuii apTput (FOXA)

Tepmun FOXA B 1977 r. 6611 npunst EBponelickoii muroii no 6ops0e ¢ peBMaTu3MoM, a B
1983 r. — AmepHuKaHCKON accoIMalue peBMaToI0r0OB Jisi 0003HAYEHHUS B JICTCKOM BO3pacTe apT-
puTOB HnuTeNbHOCTHIO Oosee 3 Mec. B 1985 1. u B CoBerckom Coro3e MpenioskeHO BBIICIUTD JIBa
CaMOCTOATENIbHBIX 3a00JIeBaHUsl — IOBEHWIbHBIA peBMaTou bl aptput (FOPA) u FOXA. Takas
pEKOMEHIalls UMEET HE CTOJIBKO TePMUHOJIOTUYECKUH, CKOJIBKO CYIIHOCTHBIM cMbich. Habnroze-
Hue 3a OonpHBIME KOXA yOenuTenbHO MOKa3bIBAET, YTO AAJIEKO HE BO BCEX Clydasx y peOeHKa
MIPOUCXOIUT MPOTPECCUPOBAHME TpoIecca, 0 CyTu jena, obs3arensHoe ans FOPA. Hamuuue Ta-
KHX «100pokadecTBeHHBIX» (hopM FOXA TpeOyeT BecbMa OCTOPOKHOTO OTHOIICHUS K THATHOCTUKE
U, KOHEYHO, TAKTUKE aKTUBHOI'O TE€paleBTUUECKOI0 BMeUIaTeNbcTBA. B Hauane 3aboneBaHus Tep-
MuH FOXA sBasercs 00beInHAIOMUM Ui BceX (POpM XPOHUYECKUX apTPUTOB, B JAIbHEUIIIEM CTa-
BT auarHo3 FOPA npu:

1) mporpeccupoBanuu 3a0oJeBaHus (TeHepaIu3alus CyCTaBHOTO CHHAPOMA, BOBJICUCHUE B
MATOJIOTUYECKUH MPOIeCC BHYTPEHHUX OPTaHOB);

2)ripu3HaKax pa3pylleHUs MOPaKEHHBIX CYCTaBOB (pa3pyllE€HUE XPSILEBON TKAaHU, MEJIKO-
KHCTO3HAS TIEPECTPOKA CTPYKTYPHI SMU(U30B, y3ypalus CYyCTaBHBIX IMOBEPXHOCTEH, aHKUIIO3UPO-
BaHME);

3) cTOMKOM HapylIIeHUH U OCOOCHHO MPOTPECCHPOBAHUH HAPYIICHUH (PYHKIIUHN CyCTaBOB.

Tab6muma 28

Kuaacenpurxanus

B Hacrosimee BpeMsi HCIOJIB3YHOT TPH ajJbTepHAaTHBHbIe Kiaaccupukannu FOXA nin
IOBCHWJILHOT0 uaumonaruyeckoro aprpura (FOMA) — TepMmuHa, NpPeAI0KEHHOI0 MeEKIAyHa-
POAHON JUroil peBMaTojorudeckux accounauuii (1997 r.): kiaaccupukanuss AMepUKAHCKOR
accouuaunu pesmartosioroB (ACR), EBponeiickoii aturu nporuB pesmarusma (EULAR) u
BcemupHoii iuru pesmartoJiornyeckux acconnauui (ILAR).

AMepUKaHCKAasi KOJUIErusl peB-
matoJ10roB (ACR)

EBponeiickasi Jura nporuB peB-
matuzma (EULAR)

Me:xnyHapoaHasi Jura peBMaToJio-
ruyeckux acconuanuii (ILAR)

IOBeHMITBHBIN PEeBMAaTOUIHBIN apT-

KOBeHMNBHBINA XPOHUYECKUH apTPUT

IOBeHUNBHBI HOMONATHYECKUHA apT-

pur pur
CucTteMHbIH CucrteMHBIH CucrteMHBIH
[onuapTuxkynspHsii IonuapTuxynspHbIit HonnapTtuxynspusiii PO-

IOBeHUNBHBI pEBMATOUAHBIA apT-
pur (Pd+)

HonmmapTtuxynspHsiit PO+

Omnuro (naymm) Omnuro (aymm) OnUroap TUKYISIPHBII
apTUKYJISIPHBII ApPTUKYJISIPHBII Ilepcuctupyromuit
IOBeHMITBHBIN ncopuatudeckuil | Ilporpeccupyrommii
apTPUT IlcopuaTuueckuii apTput
IOBeHUNBHBIN aHKUITO3H- OHTE3UTHBIH apTpUT
pytomuii CIOHAMIUT Jlpyrue apTpuThI
Ta6nuua 29
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IIpu mocTaHoBKe AMATHO3A B HalIell CTPaHe MOKHO IO0JIb30BAThCHA KjaccH(PUKaLMeH,

NpeIJI0KeHHOH IrPyNnoii MOCKOBCKHX neauatpos (A. B. Jloaronosiosa, A. A. SIkosaesa, JI. A.
Hcaena) B 1980 r. n1as FOPA.

JIOYCK, KOXH, TJjas,
aMIJIOUJI03 BHYTPCH-
HUX OPIaHOB;

0)amieprocenTHIecK

U CUHJIPOM.

3. PeBMmaTonHbII
apTPHUT B COYCTAHHU:
a) C peBMaTH3MOM,;

6) c¢ auddysHpMu
3a00JICBAHUSIMH  CO-

€IMHUTEILHON TKaHU

cymue I-III crenenu, u
AQHKWIO3Bl (aHKWJIO3 B
LIEHOM OTZEJIE II03BO-
HOYHUKA HE OINpeAeisieT

CTaIMH TIpoIIecca)

Kiumnuko- Kinnuko- | Teyenue Crenens ak- | PenTrenosnoruveckas DYHKIMO-
aHaTOMH4YecKasi HMMYHO- 00J1e3HI THBHOCTH CTAMA apTPUTA HATbHasl  CIO-
XapaKTepUCTHKA Joruve- npouecca COOHOCTB
3a00J1eBaHUSA cKkag  xa- 60JbHOT0
paKTepu-
CTHKA
1. PeBmartonpnsnii | Tect  Ha | Brictpoe Beicokas (Il | I - okomocycraBroit | 1. Coxpanena.
apTput, npeumymie- | PO@*  mo- | mporpeccu- | cremeHs) OCTEOIOpPO3;  MPU3HAKH
CTBEHHO CYCTaBHas | JIOXKH- poBaHue. BBIIIOTAa B TOJOCTH cy- | 2. Hapymena mo
¢dopMa C TOBpEXIe- | TENbHBIH. Cpennss (Il | cTaBa, ymjIoTHEHHME IIe- | COCTOSIHHIO
HHEeM wWiH 0e3 mo- MenieHHOE | CTEIEHB) PHAPTUKYISIPHBIX ~ TKa- | OMOPHO-
BPEXKICHUSA T71a3: Tect  Ha | mporpeccu- HEH; yCKOpEeHHe pOCTa | JBUTATEIBHOIO
a)TIOJINAPTPUT; P® orpu- | poBanue. Huskas (I | snuduzoB nopaxkeHHOro | amnmapara:
0)omuroaptput (2-3 | HaTEIBHBIH CTEIEeHb) cycTaBa. a) CIOCOOHOCTh
cycTaBa); Bes 3amer- K  camooOciy-
B) MOHOAPTPHT. HOTO  TIpO- Il - Te ke M3MEHEHMA M | KHUBAaHHIO  CO-
rpeccupoBa- CyXXEHHE CyCTaBHOM Ile- | XpaHEeHa;
2. PeBmaronnnbiit HUS J; eANHUYIHBIE KOCTHBIE | ) CIOCOOHOCTH
apTpUT,  CyCTaBHO- Y3YpBL. K camooOcmy-
BucuepanbHas  ¢op- KMBaHHIO  4a-
Mma: Il - pacmpocTpaHeHHBIN | CTHYHO yTpaue-
a) C OTpaHWYCHHBIMU 0CTEOTNOpOo3, BBIPAXKEH- | HA;

BHCIIEpUTaMHU (IIOpa- Has  KOCTHO-XpSIIeBas | B) CIIOCOOHOCTH
KEHUE PETHKYJIOIH- JIECTPYKIMS;  BBIBUXH, | K caMooO0ciy-
J0-TeJIMAIBHOH  CH- MO/IBBIBUXH, CHCTEMHOE | KMBaHHUIO yTpa-
CTEeMBI, cepAaua, Co- HapylleHHe pocTa KO- | 4eHa TIOJTHO-
CyHOB, TOYEK, Jier- cTeil. CTBIO.

KHX, HEPBHOW CHCTe-

MBI, CEpO3HBIX 000- IV - mwmenenws, npu- | 3. Hapymena

o  COCTOSSHHIO
Trjia3 ujin BHYT-
PEHHUX OpPTaHOB

11.3. Cxaepoaepmust

CkuieposiepMust 3aHUMaeT BTOPOE MECTO IO YacTOTE BCTPEYAEMOCTH cpelr AudPy3HbIX 3a-
0OJIEeBaHMI COCTUHUTEILHON TKaHU y JeTel. B ocHOBe 3a00JIeBaHMS JIGKUT MOPAKEHUE COCAMHU-
TEIBLHON TKaHU ¢ TpeobiaganremM Gudpo3a U COCyIUCTas MaTOJIOTHs 1O THITy CBO€OOpa3HOro 00-
JTUTEPUPYIOLIETO dHAapTepunTa. Yaie 00JIeI0T JeBOUKH.
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Knaccupuxanus
Haunbonee pacipocTpaHeHHBIM SIBIISIETCS JIJIEHUE CKIIEPOIEPMUN Ha:
1) cucremnyio;
2)04aroBylo.

- OJIALIEYHYIO;

- JINHEHHYIO.

11.4. CucremHble BACKYJIHUTbI

K cucreMHBIM BacKylIuTaM MOKET ObITh OTHECEHa IpyImia 3a001eBaHuiil, B OCHOBE KOTOPBIX
JIEKUT MPEUMYIIECTBEHHOE MOPAXKEHUE COCYOB JII0O0r0 Kanudpa Mo TUILy 04aroBOTO MM CErMEH-
TapHOTO MOPAXEHUS M HeKpo3a. OOIIero »THOIOTHIecKoro (hakTopa mpu CUCTEMHBIX BACKyJIUTaX
HE CyIIEeCTBYET. B maToreneze 0OCHOBHOE 3HAYEHHE MPUIAIOT UMMYHOIIATOJIOTUYECKUM IIPOLIECCaM,
B MEPBYIO OUYepeb, IMMYHOKOMIUIEKCHBIM. Oco00e 3HaueHHE MOTYT UMETh PEOJIOTHUECKUE U MHUK-
POLIMPKYJIATOPHBIE HAPYLIEHUS, IPUBOASAIINE K TUIIEPKOAryJISILUUA C BOBMOXKHBIM pa3sutuem [IBC-
CUHpOMA.

Taomuua 30

Haub6oJiee npuemiieMoii MOKeT CUHHTATHCH Kjaccu(pukanmsi, OCHOBaHHasi Ha MopQo-
JIOTHYECKOI OCHOBE, B 3aBUCHUMOCTH OT JOMMHHUPYIOIIEr0 TUIIA MOPAKEHHBIX COCY/10B

JloMuHMpYyIOIIMIA THI TOPa-

IlepBuunsbIe Bropuunsie
JKEHHBIX COCY10B
Bbonbiue aprepun I'mranroxseTounsiii aptput bone3ns | AopTutsl, accoruupoBanHsle ¢ JOXA,
Takasicy cunapomamu Peiitepa, bexuera, Ko-
W3omuposannsie aHruuts! [THC rana CucremHble MHpEKIMH (HAIpU-

Mep, cuduiuc, TyOepKymes3, caabMo-

HeJuie3

Cpeanue aprepuu Knaccuyeckmii  y3enkoBbelii mepuapre- | MHekimn (HanpuMep remaTur)
puut bone3np KaBacaku
JlmmpomaTonHBIN TpaHyIIeMaTO3

Menkue cocynsl u cpeanue | ['panynemaros Berenepa * PeBmaTnueckue:

apTepuu Cungpom UYepmxka-Ctpoca * Mukpo- | FOPA, CKB, CJl u mp.
CKONMYECKUH OJIMAHTHUT * JlexapcTBeHHBIE

Wudexmmu (CTIAT)

Menkue cocyasl (neiixouuto- | bonesns llenneiina-I'enoxa I'unepuyBcTBUTENBHBIE

KJIaCTHYECKHUE) Cunnpom Myxu-Xabepmana Nudexnmonusle
OcceHnuanbHas CMellaHHas KpHUorio- | JlekapcTBEHHbIE TAHHUKYIUTHL:
OyuHEeMUS Bebepa-Kpucuena VYa3mosarast spure-
Ko>xHble aHTUUTHI Ma
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TJIABA 12. BOJIE3HM IIOYEK 1 MOYEBBIBOJAIIUX ITYTEMR

12.1. Beictponporpeccupyromue riaomepyaoHedpurs! (BIII'H)

BIII'H — o6beaunstomuit Tepmun g ['H, npexxae Ha3bIBaBIIMXCS MTOAOCTPBIMU, XapaKTe-
PU3YIOLINXCS OBICTPO Pa3BUBAOLICICS U CTOIKOW K OOBIYHON Teparnuy NoYeyHON HeI0CTaTOYHO-
CTBIO M PAa3BUTHUEM TEPMHUHAIBHON YPEMHUH B CPOKH OT HECKOJIBKHUX HEJENb /10 HECKOIBKUX MECs-
ueB. [larornomonnynseiil npuszHak BIII'H — nHanuuue «mmonynyHuii» 8 6uontate novex.

Knaccupurkauusa BIII'H
Ilepeuunwuii:

— bone3Hnp ¢ aHTUTENaMH TPOTUB TIOMEPYISIpHON Oa3anpHOM MemOpanbl (aHTH-I BM-anTuTen,
6ose3ns ['yamacuepa);

— ['panyinsipHbIe rI0MEpYIISIpHbIE OTJIOKEHUS UMMYHHBIX KOMILIEKCOB;
— MajouMMyHHBIH TTIOMEPYIOHEPPUT;

— OcnoxHsLuUN NepBUYHOE 3a00JIeBaHNE KITyOOUKOB.
Bmopuunuwuii:

— [MocTH(EKITNOHHBIN;

— IMocTCTpenTOKOKKOBBIN TIIOMEPYIOHE(DPHT;

— Bucnepanpnslii abcrecc;

— BackynauTHbIi.

Menkuti cocyo.

— Mukpockonu4ecKuii MOJIMAHTUUT;

— I'panynemaro3 Berenepa;

— Cunnpom Yapmxa—IllTpaycca;

— CucreMHas KpacHasi BOJTYaHKa;

— Ilypnypa lenneiitna—I enoxa;

— KpuornoOynunemusi.

Cpeonuii cocyo:

— Y3€NKOBBII IEpUapTEPUNT;

— Cunnpowm I'yanacuepa;

— Kapuunoma;

— JlexapcTBeHHBIH (aJUIONYPUHOJI, TIEHULIUIIAMUH ).

12.2. Hepporuuecknii cunapom (HC)

HC — ximHuKo-1a60paTopHbli CUMIOTOMOKOMILIEKC, BKJIIOYAIOUINI MACCUBHYIO MPOTEH-
Hyputo (40 mMr/m2/4 unu 1 /M ° B CyTKH, TO €CTh B 3aBHCUMOCTH OT BO3pacTa pebeHKa MPOTEeHuHY-
pust 1octuraer 2,5 r B CyTKU U Oosiee) U runoanbOyMuHeMuto (MeHee 25 1/11), TUIEPINITHAEMHUIO
(xonectepuH Ooisiee 6,5 MMOJB/IT) UM yBETMYCHHE TIOKa3aTels O0elok/KpeaTuHuH B Mr% Oonee 2,5
(mpu HOpMe y neteit o 2 ner menee 0,5 u menbie 0,2 — y nmereit Gosee crapiiero Bo3pacra), a
KIMHIYECKH — TIPEXKJIEe BCETO BBIPAYKEHHBIC OTEKH.

Knaccupurkauus H. JI. CaBenkoBa u A. B. [lanasu (1997):
|. Knunuuecxkue ¢popmor HC:
llepsuunwviii HC:

1) BpoxxaeHHbIi 1 HHPAHTUIBHBIN:
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— BPOXKJIEHHBIN «(PUHCKOTO THUITA» ¢ MUKPOKHCTO30M M «(paHIy3ckoro» Tuna ¢ 1uddy3HbIMU Me-
3aHrUMaNbHBIMU U3MeHeHusMU; — HC ¢ MUHUMalIbHBIMU U3MEHEHUSAMU (T€HYMHHBIN, UAMONIaTHYE-
ckuit HC);

— HC ¢ me3anruo-npoiudepaTtuBHBIMA U3MEHEHUSIMU WIH € (POKaTBHO-CErMEHTapHBIM TJIOMEpPY-
nockiepozom (OCI'C).

2) HC npu nepBruuHOMIIIOMEPYIOHEPPHUTE:

— HC ¢ MuUHUMAaNIbHBIMU U3MEHEHUSIMY;

— HC ¢ wmemOpanosapivu wm  DOCI'C, memOpaHO3HO-TIpoSM(EepaTUBHBIMUA, ME3aHTHO-
npoaudepaTuBHBIMH, SKCTPAKATWLISIPHBIMU, C MONYIYHUSIMH, (HUOpOIUIaCTUYECKUMU (CKIEpO3U-
PYIOILKMHU) U3MEHEHUSIMHU.

Bmopuunwviii HC:

1) Bpoxxnennsiii 1 uHpanTiabHbI HC:

— aCCOUMATUBHBIA C SHIOKPUHONATHSMH, KHCTO3HOW THUIIOIJIA3UEN JIETKMX U MHUKPOTHpPHUEH,
nopaHIedanuend, TpoMO030M MOYEUHBIX BEH, BHYTPUYTPOOHBIMH HHDEKIusIMU (cuduiuc, Tok-
corazmo3, uTomeranus, renatut B, BUU-uadexums u np.).

2. HC npu noyeuHom au3sMOpuorenese, peduirokc-uegponaruu.

3. HC nipu HacienCTBEHHBIX U XPOMOCOMHBIX 3a00JIeBaHUSX.

4. HC npu cucTeMHBIX BacKynuTax U IudQy3HBIX 3a00I€BaHUSX COCAMHU TEILHOW TKaHH,
peBMaTH3Me, pEBMAaTOUIHOM apTpUTE.

5. HC npu ocTpeix 1 XpoHHYECKHX MH()EKIMOHHBIX 3a00ieBaHmsIX (renature B, sHTepOBU-
pycHBIX, reprec-BupycHbix, BUU-undexuusx, cudumuce, tydepkynese, audrepun, MHPEKIHOH-
HOM 3HJIOKapJuTe), MPOT03003ax (JeHIMaHno3, Majspus), reIbMUHTO3aX (acKapua03, TPUXUHE-
J1e3, OIMCTOPX03, 3XMHOKOKK03). HC npu nepBu4HOM, BTOPUYHOM, HACJIEICTBEHHOM aMUJIOU103€.

6. HC npu capkounose, 3710Ka4eCTBEHHBIX ONMyXOJsiX (omyxoib BunbMmca), neiikoszax, aum-
¢bocapkome, TUMPpOrpaHyIemMarTose.

7. HC mpu >HIOKpUHHBIX 3a00J€BaHMIX (CaXapHbId IUa0eT, ayTOMMMYHHBIN THPEOHIUT),
rcopuase.

8. HC npu remornoOMHOIATHSIX.

9. HC npu TpoM003€ IOYEYHBIX BEH U TeMOJUTHKO-YPEMUIECKOM CHHAPOME.

10. HC npm ykycax 3mel, muen, oc, a Takke HC mpu BBeZIeHNH BakIMH U JIEKAPCTBEHHOM
MIOPaXEHUH MTOYEK.

II. Cmaouu akmusenocmu HC': akTUBHas, HEaKTUBHAs — KIMHHUKO-1a00paTopHasi peMHCCUs
(moJstHas WS YaCTUYHasl, Ha WK 0e3 MOJIep>KUBAIOIIEH Tepanun).

I11. Taxncecmov HC:

— cpeiHel TsKecTH — runoanboymuHemus 1o 20 r/im;

— TspKenasi — runoanboymunemus Hike 20 1/1;

— KpaiiHe TspKenas — runoanboymuneMus Huxe 10 r/im;

1V. Bapuanm omeema na 2n110KOKOPMUKOUOHYIO MEPAnUIo:

— ropMoHouyBcTBHUTENBHBIN HC;

— ropMono3aBucumsiii HC;

— ropMoHope3ucteHTHbI HC.

V. Teuenue HC:

— OCTpOE C UCXOJIOM B PEMHCCHIO 0€3 MOCIEAYIOIMNX PEIUIUBOB;

— XPOHUYECKOE PEeLMINBUPYIOIIEE, IEPCUCTUPYIOLIEE, TPOrPECCUPYIOLIEE;
— OBICTPO Mporpeccupyrolee — MoA0CTPOE, 37T0KaAUYECTBEHHOE.
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VI. @ynxkyua nouex:

— coxpanena — [THO;

— HapyuieHue (yHKIIMH MTOYEK B OCTPOM MEPHOJIE;

— OIIH, XIIH.

VII. Ocnosxcnenus HC:

— He(poTUUECKUN TUITOBOJIEMUYECKUI KpH3 (110K, a0JOMUHATIBHBINA O0JIEBOM CUHIPOM, POKEIIO-
JIOOHBIC APUTEMBI), TTOUCUHAS IKIAMIICHS, TPOMOO03bI apTepuaibubie U BeHo3nbie, OITH, XITH, Bu-
pycHasi, 0akTepuanbHasi, MUKOTHYECKast HHPEKIUH;

— OCJIOKHEHHSI, 00YCIIOBJICHHBIE MPOBOIMMON Teparuel TIFOKOKOPTUKOUIAMU, ITUTOCTATHKAMH,
AHTUKOATYJIIHTAMH, aHTUATPETaHTaAMK; HECTEPOUTHBIMU ITPOTUBOBOCIIATTUTEILHBIMU U 4-
aMHUHOXHMHOJIMHOBOTO psijia MpernapaTaMu.

12.3. Xponuueckue riaomepyiaonedpursl (XI'H)

Xponuueckuii rnomepynonedput (XI'H) — rpynna pa3sHOpOAHBIX IEPBUYHBIX TJIOMEPYJIO-
HaTUH, XapaKTepPU3YIOLIMXCS EPCUCTUPYIOIMMU NIPOTPECCUPYIOIIMMH BOCIATUTENbHBIMU, CKJIIE-
POTUYECKUMHU U JE€CTPYKTUBHBIMU MPOLIECCAMHU C MOCIEAYIOIIUM NOPaKEHUEM U APYTUX OTIENIOB
He(pOoHa, B YaCTHOCTHU, U TYOYJIOMHTEPCTULUATBHBIM CKIEPO30M.

Knaccupurxauus

Paznunuarorcs kimHIYecKrue GOpPMBI TEUECHUS:

- TeMaTypHuecKasi;
- OTEYHO-TIpOTEUHYpHUUecKas (HeppoTuyeckas);
- CMeIlIaHHas.

ITo cTanusm 3ab0sieBaHUS BBIACIAIOT IIIOMEpYyIoHEepUT O6€3 HapylIeHus! GYHKIUH MT0YEK, C
HapymeHueM ¢pynkuuu, XITH.

ITpu XI'H nanbonee gacto oOHapyxuBaroT MeMOpaHo3Ho-niposndepatuBHblil I'H, pokans-
HO-CETMEHTApHBIHN TII0OMepyIockiepos, IgA-uedponaruro, MeMOpaHO3HYIO HEPPOIIATHIO.

12.4. UnTepcTHIMAIBHBIA HeppuT (MH)

NH — o0benuHseT reTeporeHHyo Ipynny HecnenupUUecKux MOpakeHUud TyOylouHTEp-
CTHLIMAIBHOM TKaHU MOYEK MHPEKIHMOHHOIO, aJUIEPTUUYECKOr0 U TOKCUYECKOIro reHes3a, IpoTeKaro-
IMX, KaK IpaBuiio, ocTpo. OHaKo y psiia 60JIbHBIX 3a00J€BaHUE TPUOOPETAET XPOHUYECKOE Teye-
HUE C YMEHbIICHHEM Macchl (DYHKIMOHUPYIOIIMX KaHAJIbLEB, IMOSBICHHEM OYaroB CKIEpO3a,
Hekpo3a u pazsuruem XITH.

Tabnuna 31
Kaacenpukanus mareperunuaabHoro Heppura (Koposuna H. A., 1984; ¢ nusmenenu-
sIMH):
OcCHOBHBIC BADHAHTHI Xapakrep Crapus DOyHKIMA 0YEK
TeyeHUst 3a00/1eBaHNA

1.TokcWKO aynmepruuecKkuif, B ToM uncie uH- | Octpoe HeakruBHas 1. Coxpanena
(heKLIMOHHBIH, JIEKapCTBEHHBIH 2. C napyuieHueM (GYHKIMH
2. [lncMeTabonn4ecKui novek (TyOyJisipHBIX —H/WiIn
3. Ha ¢one noueunoro 1u3sMoOproreHesa XpoHuueckoe AKTUBHas TJIOMEPYJISIPHBIX)
4. IMMyHHBII: ayTOUMMYHHBIH, TIPH CapKOU- 4. OIIH (octpast moueuHas
J103€, CKJIEpOJICPMHU, CUCTEMHOMN KpacHOH HEI0CTaTOYHOCTh )
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BoJTYaHKe, 6one3Hu CTua u ap. 5. XIIH (xpoHmyeckas IIo-
5. Nnnomatnyeckui YeqyHas HEJOCTATOYHOCTD)

12.5. Iucmerabonyeckue HepponaTuu

I'pynna 3a0oneBaHMid, XapaKTepU3YIOLIasCs HHTEPCTULMAIBHBIM IIPOLIECCOM C IOpPAXKEHU-
€M KaHaJblIEB [IOYEK B pe3yJbTaTe HapyleHUs 0OMeHa BEIIECTB.
- OkcanaTtHas
- Yparnas

12.6. TyOynonatum
TyOynonarun - 3aboneBaHusi, OOYCIOBICHHBIE CTOWKMMHU HapYIICHUSMH MEMOPaHHOTO
TPAHCIIOPTA PA3IMYHBIX BEIICCTB B MOYCYHBIX KaHAIBIIAX.
- HacnencrBennslii hochar-auader;
- bonezns ne Tonu-Jlebpe-Dakonu;
- [ToueuHplil KaHANBIEBBIN aAllU103;
- ['mroxo3ypust moueunas (moueyHbli AUa0eT);
- [IceBnorumnoansa0CTepOHU3M.

12.7. Inenonedpur (IIEH)

[IEH — MukpoOHO-BOCHIANIMUTENBHOE 3a00J€BaHME IOYEK C MOpPaKEHHEM YalleyHO-
JIOXaHOYHOM CUCTEMBI, UHTEPCTULIUAILHON TKAHU MAapEHXHUMBI [TOYEK U KaHaJIbLIEB.

Kaacenpukanus:

Ilo namocenesy:
1) nepBUYHBIHA
2) BTOPUYHBIN
a) OOCTPYKTHBHBII
0) HeoOCTPYKTHUBHBIN

Ilo meuenuro:
1) ocTpslii,
2)XpOHUYECKUIA

Ilo nepuooy:
1)akTUBHAs 1 HEAKTUBHAs CTAIUH

Ilo ¢pynxyuu nouex:
1)6e3 HapymieHus QyHKINUN TOYEK
2)c HapylieHueM (QYHKIUU TOYeK
3)XITH

Ilepsuunviii IIEH — MUKpOOHOBOCTIAUTENBHBIN MPOIECC B MOYEUHON MapeHXume, Korja
IIPU UCTIONIB30BAaHUM COBPEMEHHBIX METOJIOB UCCIIEIOBaHUS HE YAAETCs BBISIBUTH (PAaKTOPBI U YCIIO-
BUs1, CIIOCOOCTBYIOIINE (PUKCAIIMA MUKPOOOB M Pa3BUTHIO BOCHIAIIEHUS B TYOYJIOMHTEPCTULIMAIBEHON
TKaHU MTOYEK.

Bmopuunwiti oocmpykmuenwviti [IEH — MUKpOOHOBOCTIAIUTEIBHBIN MpoIlecc, pa3BUBAO-

IIMHACSA TPU HAJIMYUKM OPraHUYECKUX (BPOKAECHHBIX, HACJIEACTBEHHBIX WM NMPHOOPETEHHBIX) WIH
(GYHKIIMOHATBHBIX (HEHPOTEHHBI MOUYEBOM MYy3BIPh C BE3UKO-YpeTepaTbHBIM pPe(IIOKCOM) Hapy-
MIEHUN YPOJANHAMUKH.
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Bmopuunwiii neoocmpykmuenwvii [IEH — MUKpOOHOBOCTIAIMTEIBHBIN MPOIIECC B MOYEU-
HOW TKaHW, BOSHUKAIOMIHIA Ha (DOHE TOBPEXKICHUS HHTEPCTUIUS TAPSHXUMBI ITOYEK MTPH OOMEHHBIX
HApYIICHUSX (OKCaTypuu, yparypuu, hocaTypuu, TUCTHHYPUH U T. [I.), AU3IMOPHOTEHE3e MOYKU
KaK HACJICJICTBEHHOTO, TaK U BPOXKJIEHHOTO XapaKTepa MpH BHYTPUYTPOOHBIX BUPYCHBIX WH(EKIIN-
X U Jp., BPOXKIEHHBIX MPU MPUOOPETCHHBIX UMMYHOACPHUITUTHBIX COCTOSHUSAX, SHIOKPUHHBIX 3a-
OoJeBaHUIX.

XpoHuueckuil nuenrone@pum IAATHOCTUPYIOT B T€X CIydasiX, KOTJa KIMHUYECKUE U (HUIIN)
nabopatopubie pu3Haku [IEH naGmrogarorcs y pebenka 6omee 1 roga. B muarnose o0s3aTenbHO
clelyeT yKa3aThb HaJU4Me M XapaKTep MaTOJOTUU BEPXHHX M HIDKHUX OT/EJIOB MOYEBBIX IMYyTEH,
BYP u ero crenens.

12.8. Undexuun moueBbiBoasimux nyreii (MMBII)
NMBII — BocnanurteiabHbI MPOLIECC B MOYEBBIBOASIIUX MYTAX (MOYETOYHUKU, MOYEBOMI
Iy3bIpb, ypeTpa) 6€3 BOBJICUEHUS IOYSUHONW NapEHXHUMBI.
OUCTUT
Knaccupuranus:
Ilo meuenuro:
- OCTPBIX
- XpOHMYECKUI
Ilo smuonoeuu:
- HHGEKIMOHHBIN (crienurIecKuil 1 HecTieUpHUIECKuil),
- XUMHYECKUI
- TEPMUYECKUN
- JIEKapCTBEHHBIN
- AJUIEPrUYECKUN
- paIralMOHHBIN
- IOCJIEOTIEPALIMOHHBIN
- Mapa3uTapHbIA
Ilo pacnpocmpanennocmu:
- i dy3HBIHI
- 04aroBbIH (II€EYHBIN, TPUTOHUT)
I1o xapaxmepy mopghonozuyeckux uzsmeHenuti npu YUCMOCKONUU:
- KaTrapaJjabHbII
- FEMOPPAarun4ecKuil
- SI3BEHHBIN
- TpaHyJISILUOHHBIN
- puOpuHO3HBII
- HEKpOTHUYECKUN (TaHPEHO3HBIH )
- (hIeTMOHO3HBII
- IIOJIUIIO3HBIN
- KUCTO3HBIN
- UHTEPCTULIMAJIbHBII

12.9. Bpo:xneHHble U HACJIeICTBEHHbIE 3200/1eBAHUS MOYEK
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Ipennoxena ciaeaywinasi Kiaccupukamusa HACJEACTBEHHbIX U BPOKIEHHBIX He(po-
natuii (mo M. C. UrnaroBoii)

1. AnamomuyecKkue aHoManuu OpeaHo8 Mo4esol CUCHEMbL:
a) aHaTOMUYECKHE aHOMAJHMH TOYEK: KOJUYECTBEHHbIC (areHe3us, aruia3us, J100aBOYHBIC MMOYKH);
MO3UIMOHHBIE (AUCTOMNUS, HEPPONTO3, poTalus); aHOMAIUU (GopMbI (IOJIKOBOOOpa3Has, S- u L-
oOpa3HbIe MTOYKH);
0) aHOMaJTMM MOYETOYHHKOB, MOUYEBOI'O MTY3BIPSl U YPETPHI;
B) aHOMaJIMH CTPOCHUS U PACIIOJIOKEHHUS TOUYEYHBIX COCYIOB (BKIIOYAS
TUM(}aTHIECKYIO CUCTEMY);
') aHOMaJIMM WHHEPBAI[MH OPraHOB MOUYEBOW CHCTEMBI C CHHIPOMOM HEHPOT€HHOTO MOYEBOTO Y-
3bIps (BKJIIOYAST MUETIOAMCIIIA3HH).

2. I'ucmonoeuueckuii Ouzsmopuozenes noyex:
a) C KUCTaMU: MOJIMKUCTO3HAs1 00Je3Hb; HeppoHopTH3 Pankonu; 6one3np Cennopa, puHCKU THI
BPOKICHHOT'O HE(hPOTUYECKOTO CUHIPOMA; IPYTUe BUABI KUCTO3HOU OOJIE3HU;
0) 6e3 KHCT: OMUroHePOHHS; CerMeHTapHas runoriasus (0oae3us Acka—Ynmapka); Hedponatus
MIPY TUIOIIACTUYECKON JUCIIa3HuHU (Suigeneris) ¢ aHaTOMUYECKOW aHOMallieid MOUYeBOI CUCTEMbI U
(unu) ¢ nucMeTaboIMYeCKUMH HAPYUICHUSIMH, C TII0MepYyIoHehPUTOM U (W) C UHTEPCTUIUAIIb-
HBIM HEPUTOM.

3. Hacneocmeennwiii negppum:
a) 6e3 TyroyxocTH;
0) C TYrOyXocCThi0 (CHHIPOM AJIBIIOPTA).

4. Tybynonamuu:
a) IEPBUYHBIE: C MPEUMYIIECTBEHHBIM MOPAKEHUEM MPOKCUMAaIbHBIX KaHAJBIEB (pEeHAbHAS TII0-
KO3ypusi — TOouedHbId auadet, pocdar-nuader, 6one3np Ae Tonn—D»aHKOHU, IUCTUHYPHUS, HMH-
HOTJIMIMHYPHSI, TTOYEUHbIN TyOynsipHbli annao3 I Tuna u ap.); ¢ mpeuMyIecTBEeHHBIM MOPaKeHU-
€M JUCTAIIbHBIX KaHalbIleB (MOYEYHBIH HECaXapHBIM W COJEeBOW AWa0eT, MOYEeYHBIH TYOYISPHBII
aruo3 [ tuma);
0) BTOpHUHBIE: MPU HACJIEICTBEHHOM MaTOJIOrMM OOMEHa BEIIECTB (rajJlaKTO3eMHUsl, LIUCTUHO3, T0-
narpa, anruokeparoma ®abpu u 1p.);
B) AucMmeradonnyeckass HeyporaTus ¢ KpUcTaulypuel pu ceMeMHON HeCTaOUIbHOCTU KJIETOUHBIX
MeMOpaH (OKcanaTHas ¥ ypaTHas HedponaTus).

5. Hegpo-, yponamuu 6 cmpykmype XpoMOCOMHBIX U MOHOLEHHbIX CUHOPOMOS.

6. Dmbpuonanvras onyxons novek (onyxoas Bunvmca).

12.10. Octpasi noueuynasi HegocrarouHocTs (OITH)

OIIH — KIMHWYECKUH CHUHAPOM PA3IMYHOM ATHOJOTHH C BHE3AITHOW TPaH3UTOPHOW WIIU
HeoOpaTUMOM yTpaToil roMeocTaTHUecKuX (QYyHKIUH moueK, 00yCIOBICHHbBIN THIIOKCHEN TOYEeYHON
TKaHHU C TOCJIEAYIOIIUM MPEeUMYIECTBEHHBIM MOBPEXACHUEM KaHaJIbIEB U OTEKOM HHTEPCTHIIM-
anbHOM TkaHu. OIIH xapaktepusyercsl HapyllIeHHEM BBIICIEHUS U3 OpraHW3Ma BOJbI, HapacTaro-
el a3oTeMuei, SIEKTPOTUTHBIM TUCOaTaHCOM, JEKOMIEHCUPOBAHHBIM META0OIMYECKUM aluI0-
30M. OCHOBHBIM KinMHHMYeckuM mposiBienuemM OIIH sBrsercs onurypus — aumype3 menee 1/3ot
HOpMaJILHOTO WM MeHee 300 Mi/M? TOBEPXHOCTH TeJjla 3a CYTKH, TO ecThb 10-12 MJI/KT B CyTKH WiH
MeHee 0,5 MJI/KT B 4ac.

Paznuyaror OIIH:

- IPEPEHAIBHYIO
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- PEHAJIbHYIO
- IOCTPEHAIBHYIO (0O0CTPYKTHBHYIO)
Teuyenne OITH 00bIYHO 1€JIAT HA YeThIPE CTAAUU:
- HAaYaIIbHYIO (MPeAaHypUIECKYI0 — (YHKIIMOHAIbHAS TIOYEYHAS HEJOCTATOYHOCTB)
- OJIMTOAHYPUYECKYIO
- CTaIN0 BOCCTAHOBJICHUS AUYype3a C Pa3BUTHUEM MOJUYPUHU
- BBI3JIOPOBJICHUE

12.11. Xponnueckasi noueyHasi HegocrarouHocts (XITH)

Xpouuyeckas mnoyeuHass HegoctatoyHocTh (XIIH) — kiuHUYEeCKui CUMOTOMOKOMILIEKC,
0OYCIIOBJICHHBIN YMEHBIICHHEM YHUCJIa U U3MEHEHHEM (YHKIIUU OCTaBIIMXCS JIEHCTBYIOIIUX HE-
(GpOHOB, YTO MPUBOANT K HAPYIICHUIO TOMEOCTATUICCKONW (DYHKIIMU TOYEK, B YACTHOCTH, CHIDKE-
Huto CK® Gosnee uem Ha 50%.

XIIH cnenyer nuarHOCTUPOBaTh y JAeTeil ¢ 3a00I€BaHUSIMH MMOYEK M MOUYEBBIBOISAIINX ITY-
Tell MpHU ypoBHE CHIBOPOTOYHOTO KpeaTnHuHa 6onee 0,177 MMounb/n B Teuenue 3-6 mec. Ocmorsip-
HocTh Mouu nipu XITH cHukaercs n3-3a yMEHbIICHUS MaCChl JEHCTBYIOMIUX HEPPOHOB.

Tabmuma 32
Knaccupukauus XpoHUYECKON MOYeYHOH HEAOCTATOYHOCTH:
Oo0BeMm
Kpeatunun OcrtartouHoe
Kay6oukosas MOYeYHbIX Kunnuyeckue
Crapms puasTpanua® ChIBOPOTEH, bynkumi ueito MPOSABJICHUS
MMOJIb/JI % > | nedponos, %

1 (xommencuposan- | 70-50 0,088-0,265 80-50 50-30 OcHoBHOe 3aborne-
Hast, impaired BaHUE
function)
Il (cybxommencupo- | 50-30 0,120-0,530 80-50% 30 Aszoremus, 3a-
BaHHaf, JIepIKKa pocTa
chronic renal insuffi-
ciency)
Il (mexommencupo- | 30-10 0,485-0,800 30% 10% OTuernuBbie
BaHHaA, HpOHBHeHI/IH
chronic renal failure)
v (TepmunanbHas | 10 0,620-1,1 5 5 Ypemus
WM KOHeuHas, end-
stagerenaldisease)
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I'JTABA 13. BOJIE3BHU CUCTEMbI KPOBU

13.1. AHEMUH

Amnewmus (anaemia: armr — oTpHIlaHHE + rped. haima — KpoBb; CHHOHUM — MaJIOKpPOBHE) — COCTOSI-
HHE, XapakTepu3yroleecss CHUKCHHEM COJICPKaHUs TeMOTJIOONHA B eIUHUIIE 00beMa KpOBH (MeHee
110 r/n y mereii paHHEro UAOMIKOILHOTO Bo3pacTta u MeHee 120 1/11 y IIKOJIBLHUKOB), Yalle Mpu OJ1-
HOBPEMEHHOM YMEHBIIEHHH KOJIMYecTBa 3pUTporuToB (MeHee 4 x 10'%/11 ) u remaTokpuTHOTO IMO-
kazarens (Hmwke 35%).

Knaccupuxanus
1. Ilocmeemoppazuueckue anemuu (8cireocmsue KaK HAPYICHbIX, MAK U GHYMPEHHUX KPOBO-
nomepy):
1. Octpsle.
2. XpOHUYECKHE.
1I. Anemuu ecnedcmeue HeOOCMAMOYHOCIMU IPUMPONOI3A:
1. HaciencTBeHHbIe anjiIacTHYeCKHe AaHEMHU:
A. ITannuroneHus (B COYETaHUU C BPOXKIEHHBIMH [TOPOKaMU PA3BUTHS —
tun @ankoHu; 0€3 BPOKICHHBIX aHOMAIHN — TN DcTpeHa—/amereka).
b. C napuuansHbeIM nopaxeHUEM SPUTPOUIHOTO pocTKa (anemus brnexdena—/laiimonna)
2. [IpuodGpereHHbIe aNJIACTUYECKUE AHEMUU:
A. C mannuronenueit (ocrpas, mogoctpas, XpoHu4ecKue Gopmabl).
b. C mapuuanbHbIM HOpa)k€HHEM 3PUTPOII033a, B TOM YMCJIE TPAH3UTOPHAs SPUTPOOIACTONECHHUS
MJIa/IEHLIEB.
3. Iu33puTpono3dTHYecCKre aHeMHH (HacJleICTBeHHbIe U IPHOo0peTeHHbIe).
4. Cuepo6yacTHbie aHeMUH (HACJIeACTBEHHAN, IPUOOPeTEeHHbIE).
5. lepuuurHbie aHeMHUH (AHEMHUH BCJIEACTBHE Ae(pUMUHUTA cieu(PHIeCKUX
(ppakTopoB):
A. Mezanobracmuueckue anemuu (céazantvle ¢ Hapyulenuem cunmesa J[HK u PHK):
a) ponueBoaeduUTHBIE (HEIOCTATOK B MUTAHUH WU MallbaOCOpOIIHs);
6) BuTamMuH Bio-gedunutHble (ManbabCcopOIMst WM HApyILIEHHE TPAHCIOPTA);
B) BPOXJICHHbIE U TpHOOpeTeHHbIe HapyleHus cunteza JIHK;
I') ATPOreHHbIE (JIEKAPCTBEHHBIE).
b. Muxpoyumapnvie anemuu:
a) xene307eUIUTHBIC;
0) MmeapaeUIIUTHEIE,
B) OTpaBJIEHUS CBUHLIOM;
I') CHHJIPOM TajacceMHuH (6eCCUMIITOMHOE HOCUTEIbCTBO FeHA TaJIACCEMHUN ).
6. ®u3nonornyeckas aHeMusi MJIAICHIIEB.
7. PaHHAA aHeMUs HEJIOHOILIECHHBIX.
1II. I'emonumuueckue anemuu:
1. HacaeacrBeHHbIe:
A. MeMm06paHomnatuu:
a) 1eUIAT WK HApYIIIEHUE CTPYKTYPHI OeiKa MeMOpaHbl (MUKPOC(EPOIIUTO3, OBAIOIIUTO3 — dJI-
JUOTOLUTO3, MUPONONKUIIOLUTO3, CTOMAaTOLUTO3, KCEPOLUTO3);
0) HapylIeHHE TUIHI0B MeMOpaHbl (aKaHTOLUTO3 | JIP. ).

64



b. ®epmenTonaTuu (HapylieHUs aKTUBHOCTH (PePMEHTOB MIEHT030(0CHaTHOTO NTYHTA, TITUKOIUTH-
4YeCKOro LMKJIa, 0OMEHA HYKJIEOTUOB, INII0TAaTHOHA).
B. dedextsl cTpykTyphl 1ienei rioouna (remornodunonaruu S, C, D, E
U JIp., HeCTaOMIIbHBIC TEMOTJIOOMHBI) U CHHTE3a IIeTIei TII00MHA (TalacCEMUN ), CMEIIaHHbBIE (POPMBI.
2. IIpuodpereHHble:
A. UmmyHOnaTonoruyeckue (M30MMMMYHHbBIE — TeMOJUTHYECKas 00JIe3Hb HOBOPOXK/IEHHBIX, Tie-
peliiBaHUe HECOBMECTUMOM KPOBU; ayTOUMMYHHBIE; TalITEHOBBIC; MEINMKAMEHTO3HbBIE).
b. Undexunonnsie (0akTepualibHble, IUTOMETATOBUPYCHAS U IPyTHe
BUPYCHBIE, Tapa3uTapHEbIE).
B. Butamunonepunurasie (E-ButamMmunonepuuTHas aHeMusi HETOHOIICHHBIX ).
I'. Tokcudeckue (OTpaBICHUS TSHKEITBIMU METAJUIAMH M JPYTUMH XUMHUYECKUMHU BEIIECTBAMHU, OK-
CHJIaHTaMHU).
J. Bonesup MapkbsdaBsi—Mukene (mapokcu3MalibHasi HOYHAS TeMOTIIOONHYPHS).
E. IBC-cunapom pa3HOW ATHOJIOTHH U MEXaHUUECKOE MOBPEXKICHUE
SPUTPOLIUTOB.
1V. Anemuu cmewannozo 2enesa:
1. ITpu ocTpbIX HHGEKLIUAX, CETICUCE.
2. Ilpu oxorax.
3. Ilpu onyxomsix u Jeiko3ax.
4. Ilpu 3HIOKpUHONATHSIX.
1lo pazmepam spumpoyumos gvioensom:
- Mukpouurtapssie aneMuu (MCV menee 75 ¢, cpenuuii nuamerp sputpouuton (CAD) menee 6,7
MKM),
- HopmouuTapHble (MCV 75-100 ¢, CID — 7-8 Mkm),
- makporutapasie (MCV 6osee 100 ¢u, CID — Gonee 8 MKM).
Ilo cmenenu masxcecmu.
- nerkue (Hb B mpenenax 90-110 /71, a 4uciio SpUTPOIIUTOB CHIDKEHO 10 3,5 X 10'2/1),
- cpenneit Tsokectr (Hb menee 90, o Gonee 70 1/11, a unciio sputpouutos 2,5-3,4 x 1012/m),
- Tsokensie (Hb menee 70 1/5, a uncino spurporutoB menee 2,5 x 10,2/m).
I1o yeemosomy nokaszamenio (L{I1) — cmenenu nacvluyeHus 3pumpoyumos 2emoeio0UHOM:
- runioxpomusle — III menee 0,85 u MCHC numxe 32 1%;
- Hopmoxpomubie — L{IT—0,9-1,1 1 MCHC — 32-36 r%;
- runiepxpomusie — [{H 6onee 1,1 1 MCHC 6Gonee 36 r%.
Ilo pecenepamopHoii cnocobHOCMU KOCMHO20 MO32A: - D
- pereHepaTopHbIe (YUCIO PETHKYIONUTOB — 15-50%0, peTukynouutapHbiii nHAEKC O0jee 1, HO
MeHee 2),
- THIIOpETeHePaTOpHBIE (PETUKYIIOIMTAPHBIN HHACKC | 1 MeHee),

- TUIeppereHepaTopHble (YUCI0 PeTUKYIoUUTOB 6osee 50 %0, peTUKYIOUUTAPHBIA UHAEKC OoJee
2).

Tabmuma 33
Kaaccndukanusa aneMuil B 3aBUCHMOCTH OT cpeHero odbema spurpouutos (MCV) n
nokaszareis creneHd anuzouurtosa (IICA) (mo Ax. A. Crokmeny, 1994)

XapakTep 3pUTPOLIUTOB 3a0oseBanne
Muxporurapabsie romorensasie (MCV - nuskuid, [ICA- | Tanaccemust reTepo3uroTHas. XpoHUYECKue 00JIC3HU
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HOpMa)

Muxponurapasie rereporeaasle (MCV -  HU3KHH,
TICA - nmoBbIIeH)

Kemezomepururaas amemuss B pasrape, HbS, p-
TajacceMus, reMoriaoonH H, ¢parMeHTHpOBaHHBIE IPUT-

pouuTs! (ABC-cuagpom)

Hopmonutapusie rereporennbie (MCV - Hopma, [ICA | Cmemannbie aedunutsl. XKenesoaedunutHas aHeMus Ha

- TIOBBIIIIEH) paHHe#l ctaauu, Muenopuopo3, cuaepodIacTHEIE aHEMHH,
reMorioouHonaTuu ¢ anemuei (to ecte SS, SC)

Maxponurapasie  romorennele (MCV - moBwimeH, | Amnactudeckne anemun. [Ipenerikemus

[ICA - HOpM™Ma)

Maxponurapasie rereporenasie (MCV - mOBBIIIEH,
TICA - moBbImeH)

Butamun B1z - n ponmeBonedunTHEIE aHEMUH, HMMYHO-
MIATOJIOTHIECKNE TEMOJMTHUYECKHE AHEMHH, XOJOIOBBIC
arrJIOTHHUHBI, XpOHWYECKas JMM(pOUUTapHAs JICHKeMUsl,

NOJIMIUTEMUSA, TUIIOTUPCO3

13.2. HacjeacrBeHHBIE TeMOIJI00MHONIATHH

['emoroOMHOTIATHSIMEA HA3BIBAIOT HACIEACTBEHHO OOYCIIOBIICHHBIC aHOMAJIMU CHHTE3a Te-
MOTJIOOMHOB YE€JIOBEKA.

Knaccuguuxayus:
— TeMOTJIOOMHOMATHH, TPH KOTOPBIX HapylieHa CTPYKTypa Iernei rio0uHa (CeproBHIIHO-
KJICTOYHasi O0JIE3Hb U HOCUTEIBLCTBO, a Takxke C, D, E — remoriioOnHonaTny, HeCTaOMIbHBIC TEMO-
TJIOOUHBI);
— TajacceMuH, OOYCJIOBJICHHBIC HapyIICHHWEM CHHTE3a LENed TJIo0MHA: Majias Tajlaccemus /
Oonbias Tanaccemus (6onesns Kynn);
— cMelIaHHbIe (OPMBI.

13.3. JIeiiK03bI
Jleilko3pl — TeTeporeHHasl rpymna 3J0Ka4eCTBEHHBIX KJIOHAJIbHBIX 3a00JIEBaHUN KpOBe-
TBOPHOUW TKaHU, OTHOCSIIUXCS K TPyIIe reMo0IacTo30B.

Tabmuna 34
Mopdosorunvyeckas FAB-kiaaccupukanuss ocTpbix HeJuM(OOIACTHBIX J1eHKO30B
(1976)
LuToxumMuyeckast XapaKkTepuCTHKA
Bapmant OHJLI Mopdoaornyeckne Kkpurepuu (1o IO
JAHHBIM MHUEJIOTPAMMBI) > XAD HD
Cya. B
MO - octpeiii MuenobmactHbiit | > 30% wmwuenobiactoB 0e3 TpaHyil. | - -
Jeiiko3 ¢ MUHUManbHOW audde- | [Tamouku Ayapa (-)
PEHLUPOBKOI
M1 - ocTpsiit MuenobiaacTHeIN Jei- | > 30% muenobIacToB ¢ OTCYTCTBHEM | + +
K03 0e3 co3peBaHus WA CKyIHBIMH TpaHynamu, < 10%
CO3PEBAIOMINX IpaHyJIOLUTAPHBIX
kietok. [Tanouku Ayspa (%)
M2 - octpslii MuenobnacTHeli nei- | >30% MuenodiacToB ¢ rpaHysIaMH, ++ +
KO3 C CO3pPEBaHUEM > 10% npoOMUENOLUTOB HIU CO3pe-
BAIOIIMX TPaHYJIOLMUTAPHBIX KIIETOK,
< 20% monouutos. ITamouku Ayspa
*)
M3 - octpslit mpomMuenony- TapHsiil | > 30% Mueno0nacToB u mpommeno- | +++ +++
JIEWKO3 LIUTOB.
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10% co3peBaromux TpaHyJIOLUTAP-
HBIX KIIeToK. [Tamouku Ayapa (++)

NeiKo3 ¢ auhepeHIIupOBKOH

o0najaHueM INPOMOHOLMTOB M MO-
HOLIUTOB.
[Mamoukn Ayapa (%)

M4 - ocTpeiii MuenoMoHommrap- | > 30% mmenobiacToB, MOHOOIACTOB, | ++ ++ ++
HBIN JI€i1KO03 IIPOMHUEIOLHUTOB,

> 20% MOHOUMTApHBIX KiIETOK. [la-

no4ku Ayapa (£)
MS5a - octpblit MOHOOaCTHBIN Jel- | > 80% KpymHBIX MOHOOJACTOB C BHI- | + — +++
K03 0e3 mudepeHIIMPOBKH PaKEHHOH IIMTOILIaA3MOH.

[Manouku Ayapa (-)
MS5b - octpelii  MoHOOmacTHbIM | >80% MOHOLMTApHBIX KJIETOK C Ipe- | + — +++

MG — octpas SpuTpOICHKEMUS

Muenobmacter> 30%. DpurponnHsie
MPEALIECTBEHHUKH C MerajaobiacTa-
Mu> 50%.

[Mamoukn Ayapa (+)

M7 - ocTphlif Merakapuo-0J1acTHBIN
JIENKO03

bnactel ¢ «mmMbounmHOW» MOpdoIto-
rMeH U OT- LIHYPOBKOW IIUTOIUIA3MBI,
>30%,
CTHYECKHE MerakapuouuTsl. llamod-
Kd Ayapa (-).

MerakaproOJacThl JHCIIIa-

[Tpumeuanus: MIIO — muenonepokcunasa; Cya.B — cynan yepnsiif; XAD — xjopaierar- cre-

pasza; HO — necnenmduueckas screpasa.

Tabnuna 35
FAB-ki1accupukanus ocTpbix JUM(p001acTHBIX Jeiiko30B (1976)
Mopdonornyeckue
po L1 L2 L3
NpPU3HAKHA
Pasmep knetku Manenbkuit Knerku xpynusie, rerepo- | Knetku kpymHsle, romoreH-
TeHHbIE HBIE
KommuectBo  muromnas- | CkyaHoe Cpennee nin BeipaxkeHHOe | CpenHee WM BBIpaKEHHOE
MBI
Hyxkieonst HesamerHnbie 3ametHble, Opocaromuecs | Umetorcs, MOTyT OBITH XO-
B I'J1a3a POLIO 3aMETHBIMHU
[uTomnazMarndeckue BapwuaGenbHbie BapuatGenbHbie 3ameTHbIe, Opocaromuecs B
BaKyOJIl riiasa
Tabmua 36

HNMmyHodeHOTHIIHYECKAA KIACCHPUKALMA OCTPBIX

poobeB A. U. u coast., 2002)

JuM(po0IacTHBIX JeiiKko30B (Bo-

Bapunant OJLJI XapakTepHble MapKephI Yacrora, % IIpornos Turoreneririeckue
aHOMAJIUM
Pannwmii pe-B t CD 10,C D 19% clg, slg, | 5-10 (netu 13%) TTnoxoi** (4;,11)*
cCD796°,
cCbh22*
Common-OJIJI CD10%,CD19, clg, slg 40-45 (netu 60%) Cpennnit 1(9;22)*
Ipe-B CD10* CD19*,clg*, slg 20 (detu 15%) Cpennnit t(9;22)*
t(4;11)*
t(1; 19(
B CD10*-,CD19% clg, slg* 4-5 (metu 3%) TInoxoi*** (8;14)
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t(8;22)
t(2;8)
Ipe-T CD7*, cCD3* 5 (metu 3-5%) ITmoxoit 14911
T CD1*, CD3*, CD4*, CD7", | 2 (metu 13%) Xopormuit 7934
cDsg*

Ilpumeuanusn: sxcupHovim wpugmom evioenenvl Kirouesvle OJisi QuhhepeHyuposanus UMMYHOI02U-
yeckux noOMun08 aHmMu2ensl, ¢ — YUMoniasmMamuyeckull, S — n08ePXHOCMHbLL, MeMOPAHHBI.

* [Ipoeno3 3HAUUMENbHO YAYUUAemcs npu 0OHAPYHCEHUU VKA3AHHBIX MPAHCIOKAYUL HE 3A6UCU-
mocmu om ummynogenomuna OJL/L

** [pu ucnonv308anuu 8b1COKOO03HOU KOHCOMUOAYUU NPOSHO3 XOPOULULL.

***[Ipu ucnonvsosanuu npozpamm mepanuu B-numgocapkom npocnos 6iaconpusmmblil

Taobnuua 36

Ocrtpsle Jieiiko3bl (BopoobeB A. U. u coasr., 2002)

Kaaccuduxanus A. . Bopodsesa, M.
J. bpunnauant(2000)

Kaaccuduxauus BO3 (1999)

DAB-
Kjaaccupu-
kanus (1976)

OCTPBIE MUEJOUJIHBIE JIEUKO3BI (OM.T)

Muenopudposzom

OcTprlit MHET00JIaCTHBIN JTeHKO3 ¢ OMJI ct(8;21 )(q22;q922) M1
t(8;21)(q22; q22) u Bapmant c¢ nepe- | OMJI ¢ nmepectpoiixamu 1123 M2
cTpoiikamu 1123 OMIJI ¢ MynbTUIHHEHHON AUCIUIa3nueit M2Baso
C TPEeALIECTBYIOIIMM MHEJIOAUCIIIACTUIECKIM CHH-
JpOMOM
0e3 NpeAIIeCTBYIOIET0 MHEIOANCIIIIACTHYECKOTOCHH-
JpoMa
OMIJI ¢ MurEMaNbHOM auddepeHInpPOBKOI
OMJI Ge3 pHU3HAKOB BBHI3PEBAHUS
OMUJI ¢ npu3HaKamMu BBI3pPEBAHUS
OMUJI ¢ 6azodunueit
OcCTpHIif MPOMHUETOIUTAPHBIN JEHKO3 C IIpomuenonnTapHbIi JerKo3 [OMJT ct | M3
t(15; 17)(922;9 11 -12) u BapranTamu (15;17)(922;911—12) u BapuanTamu]
OcTpelii MHEITOMOHOONACTHBIN JeiKo3, | OCTphIil MEEITOMOHOOIACTHEIHN JICHKO3 M4
BapuaHT ¢ inv(16)(p13;q22) umm OMJI Bapuanrte inv(16)(p13;q22) wm M4Eo
1(16;16)(p13;022) t(16;16)(p13;922) 1 ¢ NaTOIOrU4ECKON KOC
M C NaTOJOTWYECKOW KOCTHOMO3IOBOW | HOMO3rOBOH 303MHOGMINEH
so3uHOGMINEH, BapuanT ¢ mepectpoii- | OMIJI ¢ nepecrpoiikamu 11q23
kamu 11q23
OcTtpriif MOHOOTACTHBIN JelKo3, Bapu- | OcCTpbIil MOHOIIUTAPHBIN JIEHKO3 Mb5a (menud-
aHT C OMIJI ¢ nmepectpotikamu 11q23 dhepenmupo-
nepectpoiikamu 11923 BaHHBIH)
M5b (muddde-
PEHLIUPOBaH-
HBIN)
OcTpslil 3pUTPOMUENO3, OcTpsblil 3pUTPOUAHBIN TEHKO3 Mo
OCTpBII SPUTPOMETaKapHoOIaCTHBIN | - -
JIEUKO3
OcTpblli MOHOOJIACTHBIA JIEHKO3 HOBO- | - -
POXKICHHBIX
OcTpblii MerakaproOIacTHBIN JIEHKO3 OcrTpelii MerakaproOIacTHBIN JIEHKO03 M7
Ocrtpblii MerakapuoOyacTHbIN J1eliko3 ¢ | OcTpblil MerakapuoOIacTHbIH JIeHKo3 M7

OcTpbIii MHEITOOJACTHBIN JIEHKO3 ¢ MHe-

OcTperit manMueno3 ¢ MueaoGpudpozoM
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nopudpo3oM

OcCTpBIif MaJOTIPOIICHTHBIA JIEWKO3, Ba-
puaHT ¢ 5q°

MpuenoaucnnacTH4ecKue CHHIPOMBI
pedpakTepHas aHeMUs

C KOJIBLICBUIHBIMH CHAEPOOIacTaMU

0e3 KOJIbLIEBUIHBIX CHIEPO0IacTOB

¢ U30BITKOM 0J1acTOB

pedpaxTepHast TUTOTICHHS

C MYJIbTUIMHEHHOU JUCILIA3HEH
CunzapoM 5q MuenonucmiacTudeckue Cu

JPOMBI

BropuuHbIe MHETOOIACTHEIC JICHKO3EI Bropuuasie OMJI 1 MueNIOINCIOIUIACTHYECKHH cHH- | M1
JpOM, pa3BUBIIHECSA [TOCIE XUMHOTEPANIUU M2
M1 M4
M M5

Mo
M7

Ocrtpelii MakpogaranbHbIil JeHK03 - -

OCTPBIE JIUM®OBJIACTHBIE JTEHKO3bI

Octpriit  B-mum¢oObmactaerit neii- | Octporid B-mumdobnactaerii/mumdoma 3 npenmectseHHn- | L1

KO3 B3pOCJbIX, IUTOTCHETHIECKHE | KOB B-KiI€TOK, BApHAHTHI C 12

BapUAHTBI C 1(9;22)(q34;911),

t(9;22)(q34;911) t(1;19)(423;p13),

t(1;19)(g23;p13) 1(12;21)(p12;922)

t(12;21)(p12;q22) ¢ nepectpoiikamu 11923

¢ nepectpoiikamu 11q23;

UMMYHO(EHOTHIINYECKHE BapHaH-

THI

panauii mpe-B (po-B)

pe-B

B

justrightOcTpsIit B-| - -

M oOIIaCTHBIN JIEHK03

JIeTeii, [UTOTeHETHYEeCKue BapHaH-

THI

-1(9;22)(q34;q11)

t(1;19)(g23;p13)

t (12521 )(p12;q22)

¢ nepectpoiikamu 11q23;

NMMYHO(EHOTHIINYECKHE BapHaH-

THI

pauuuii mpe-B (po-B)

pe-B

B

OcTprlii m1a3MO0IACTHEIIIEIKO3 - -

2635 Ocrpeiii T-nmum¢pobnactHelil | T-muMdobaacTHLIH neiiko3/mumdoma u3 KIETOK- | -

JIeKo3 MpeANIeCTBEHHHIT

Ocrpeiii T-mumdoodaacTasii neiiko3 | T-nmumdobnacTHbIN neiiko3/mumdoma u3 KIIETOK- | -

JeTen IIpeALIECTBEHHHUIL

T-mumdobOnacTHbIN Neiiko3 ¢ amna- | - -

CTHYIECKUM CHHIPOMOM

OcTtpble OM(EHOTHITHYECKHE JTIEHKO3BI MO

Ocrpeie HequdhepeHunpyembie JIeHKO3bI MO
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Muenooucnnacmuueckue cunopomwvt (M/]C)— reteporeHHas rpymma 3a00jeBaHUM, Xa-
PaKTEepU3YIOIIUXCS JUCIIIa3uen reMormnos3a c HedPPEKTUBHON
OPOAYKIIMEH  KJIETOK  KpPOBH,  pPa3BUTUEM  TAHLUUTONEHHM U BBICOKMM  PHCKOM
TpaHnchopMallMi B OCTPbIM, Kak MpaBWUJO, MHeNOUAHBbIH Jseiiko3. MJC 'y nereit
BCTPEYAETCS JOCTATOYHO PEAKO U cocTaBisgeT okoio 3-9% Bcex omyxouneit [Topydaposa H.A., Ou-
nuna O.H., 2004].

Knaccupurkanus nerckux M/IC (npunsita Ha KoHrpecce Me:KIyHAPOIHOT0 001eCTBA
JeTCKHX reMaroJioros, 2000).
Muenooucniacmuyeckue/muenonponughepamusnvie 3a001€6aHUA:
— IOBEHWIbHBII MUEIOMOHOIUTAPHBIN Jeiiko3 (FOMMJI);
— XPOHHMYECKHH MueIoMOHOLUTapHBIM seliko3 (XMMJI Tonbko pa3BuBLIMIiCS HOcie IMpeale-
CTBYIOILIEH XUMHOTEPAIINN);
— XPOHUYECKUI MUCTIONIHBIN JIeliko3, Ph-HeraTuBHbBIN.
Cunopom /layna:
— TPaH3UTOPHOE HAPYLICHUE MUEIION073a;
— MUEJIOIUCIUIACTUYECKUI CUHAPOM/OCTPBIA MUETOUIHBIHN JIEHKO3.
Muenooucniacmuyeckuti cunopom suigeneris:
— pedpaxrepnas anemusi (PA);
— pedpakrepHas aHemus ¢ KoiblieBeiMucuepoonactamu (PACK) u Ge3KoJIbIeBBIX cHaepobia-
CTOB;
— SQ-cUHAPOM;
— pedpakTepHas aHeMus ¢ yBenuueHueM koinuuyectna 6mactoB (PAYD);
— pedpakTepHas aHEMHs C YBETUUYEHUEM KOJMUYecTBa 01acTOB U TpaHchopMaIiel B OCTphIA Mue-
nouanbi neiiko3 (PAYB-1); OMJI nuarHocTupyroT Ipu KOJM4ecTBe 06JacTOB B KOCTHOM Mo3re 00-
nee 20-25%.

Xpouunueckuii muestoeinko3 (XMJI)
1. FOsenunvnwiti mun;

2. B3pocawiii mun;

3. Tepmunanvruoe obocmperue XMJI.

13.4. 'mcTnouuTo3bl U3 KiIeTOK JaHrepranca (I'KJI)

['KJI — rpynma KOHCTUTYHHOHAIEHO O0YCIOBIEHHBIX 3a00JI€BAaHUIN HESICHON 3THOJIOTHU C
BBIpXEHHOW Mpoiudepannell KJIeTOK MOHOLUUTapHO-MakpodaralbHONH CHUCTEMBbI M KIIETOK JIEH/I-
PUTHOM CUCTEMBI B PA3JINYHBIX OPraHax M TKaHSX.

Tabmuma 37
Kaaccndukanmus ructnonuro3os
Kaacewr A’ | 1 ]
Tun xnerok Kierku P. Jlanrepranca | MoHOHyKIeapHble  (aromWTHI- | 37I0KaYECTBEHHBIE KIICTKH
(menapuUTHEIE) Makpodaru MOHOIIUTAPHO-
MakpodarajibHONH CHUCTEMBI
Hopmanbhsie IIpencraBnenue aHTUreHa [Tepepaborka anturena, ¢aro- | -
¢GyHKIMH  KITe- LUTO3
TOK
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Jmarnoctude-
CKHE

TIpU3HAKHA (KpH-
TEpUN)

C1 -rmuKonpoTeHH U

S -100-mefiponporens+,
rpanyisl bupbeka mpu 3iek-
TPOHHON MHUKPOCKOIMHM MakKpo-
(aroB ovara mopaxeHus

OrcytcTBHe TpaHyll bupbeka u
CA1 -rmukonporenna u S -100-
HEHpONpOTENHA,
MOJOKUTEIbHAsT OKpacka Ha

HECTICIU(PUIECKYTO ICTEepPasy

Ilpu3Haku 370Ka4eCTBEH-
HOCTHU

bonesnu JlaHrepraHcoBOKIETOYHbIE Cemelinblit remodaronutapHbiii | OcTpblii MOHOOIACTHBIN
THCTHOLMTO3bl  (THCTHOLMTO3B! | JIUM(OTUCTHOLUTO3 JIEKO03
X) Hcrunnple  ructuonurap-

I'emo¢aronurapusiii uMdoru- | Hele TUMGPOMBI U CAPKOMBI

CTHOLIUTO3,

ACCOIMUPOBAHHBIA ¢ MH(EKIH-
MU

IOBenunbHas KcaHTOrpaHynemMa

Perukynorucruonuroma

CHHYCHBIA TMCTHOLIUTO3 C Mac-

CHBHOM JInMdajieHonaTuei

13.5. JIum¢orpanysnemartos (JIF'M)
Jlumdorpanynemaros (0osne3nb XompKKUHA, TUMPoMaXOoIKKIHA) —
37I0Ka4eCTBEHHAs JIMM(pOMa, ObUT BIIEPBBIC OMUCAH AHTIUHCKUM BpadoM T. XOKKHHOM B

1832 .

Tabnuma 38

Kaaccnduxanus

B 1989 r. MexayHapoaHbIii MHOTONMPOMUIBHBIA KOMUTET MOAU(DUIIMPOBAT MPEIIIECTBY-
romue kinaccudukanun JII'M crnenyrommm odpa3zom:

Cragus puznaku

I [Mopaxenue TUMQOY3II0B OJHOM 00JIACTH WK OHOM JTUMPOUTHON CTPYKTYPHI (HAIPUMED, CEIIC3CHKH,
TuMyca, BanpaeitepoBa kosbiia)

1 INopaxkenue aAByx wiu Oosee obnacteidl TMM(OY3JIOB MO OAHY CTOPOHY AHadparMbl; CPEIOCTCHUE —
oJlHa 00JIaCTh MOPAXKEHMs, JIATEPaAJIbHO OrpaHUyueHHas JIUM(POY3JIaMU BOPOT JIETKHX; KOJIMYECTBO aHa-
TOMHYECKHX 00J1acTel I0JKHO OBbITh yKa3aHo 1udpoit (Hanpumep, 113)

Il [opaxenune MUMQOY3I0B WK THMPOUTHBIX CTPYKTYp 10 06e ctopors! quadparmsr (111-)); ¢ mopaxke-
HHEM BOPOT NEYEHU U CEJe3E€HKH, LenaKaabHbIX JuMdoysinoB min 6e3 Hero (I112); ¢ mopaxennem
rapaaopTajIbHBIX, TO/IB3JIOUIHBIX WIIM ME3eHTEepHaIbHBIX TuMdoy3ioB (1113)

v [TopaxeHne >KCTpaHOIANBHBIX Y4acTKOB (Kpome 0003HaueHHBIX B MyHKTE E), Hapsmy nim 6e3 mopa-
KeHUS TUM(OY3II0B

A - 6eccuMIiToMHOE TeueHue, B - muxopajka, MPOJUBHBIE TIOTHI, IOTEPS] MacChl Tena; X - MaCCUBHOE
MOpaXeHHUEe: pacITUPEeHNE CPEIOCTeHHS Oojiee ueM Ha TpeTh WK pazMep jauMdoysia 6omxee 10 cm; E -
BOBJICUEHUE €IMHUYHOTO IKCTPAHOAAIBHOTO y4acTKa MO MPOTSKEHHOCTH WJIM NPOKCHUMAJIbHO K U3-
BECTHOMY HOJIaNbHOMY yuacTKy; CS - kimHuueckas cragus; PS - marorucronorndeckas cranus; Jlo-
Kamu3anus nopaxeHus B [V cragum o0o3Havaercs cumBoiamu: H - medenb, M - KoCcTHBINH MO3T, 0 -
kocTy; P - mnespa,

D - xoxka, moIKOKHAs KieTyaTKa

T'ucmonozuueckue eapuanmuor JII'M:

1. HonynspHslil ckiepo3

2. Bapuant ¢ iumpouHbIM npeodiiaanieM
3. JlumpoumHoe uctomeHne
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4. CMenaHHO-KJIETOYHBIN BapHaHT
13.6. 'emopparnueckue quare3bl 1 reMopparnueckue 3a601eBaHusi

13.6.1. I'emopuius

['emodunus - naciencTBeHHas 00Jie3Hb, MepeiaBaeMasi 0 PEieCCUBHOMY, CLEIIJICHHOMY C
X-XpOMOCOMOH THITY, XapaKTepU3YIOLIascs pe3KO 3aMEeICHHON CBEPThIBAEMOCTBHIO KPOBH U TIO-
BBIIICHHOW KPOBOTOYMBOCTBIO M3-3a HEIOCTATOYHOM KoaryasuuoHHOW akTuBHOCTH VIII mmm IX
IJ1a3MEHHBIX (PaKTOPOB CBEPTHIBaHMS KPOBU. boJeloT uiia My»KCcKoro mouia.

I'emoduiausa A obycnosnena nedpunurom VIII mrasmeHHoro gakTopa cBEepThIBAHHS KPOBU.

I'emoduiausa B oOycnosiena aedururom IX mrazmeHHoOro akTopa CBEpTHIBAHHS KPOBU.

Femoduauio C, odycinoBnennyo aedumurom XI miaazmeHHOro (akTopa CBEpPTHIBAHUS
KpPOBH, B HACTOSIIIIEE BPEMsI OTHOCST K TPYIIE reMO(PIONIHBIX COCTOSHUH.

Taonuua 39
3aBucuMocTh TsKecTH remopparuid ot  ypoBHs VIII  ¢gaktopa B KpoBHM

(mo nanabIM Komurera s3xcnepros BO3)

Yposens VIII pax-
TOpa I'emopparuyeckue nposiBJjeHust
(B % ot HOpMBI)

50-100 [NoBrITIEHHOH KPOBOTOYMBOCTH HE HAOMIOACTCS

25-50 KpoBoTeueHus TOJIBKO MOCiIe 3HAUYUTENbHBIX TPABM M OOIIMPHBIX XUPYPrUYECKUX BMella-
TEJILCTB

5-25 Jlerkast remodunus. JnuresbHble KPOBOTEUCHUsI TIOCIE JIFOOBIX XUPYPrHYECKUX BMeIlla-

TEIbLCTB U HEOOIBIINX TpaBM

1-5 Cpez(Heﬁ TAXKECTHU FeMO(I)I/IJ'II/IH. Tspxensie u JUIMTEJIbHBIC KPOBOTCUCHUSA OCJIC MUHUMAJIb-
HBIX HOBpe)KZ[CHPIﬁ, TeMapTpO3bl U «KCIIOHTAaHHBIC)» KPOBOTCUCHUS

0-1 Tsoxenas remounns, TeMapTpO3bl ¢ BO3ZMOXKHON MOCHEAyIOLIed HHBAIUAN3anuei, riyoo-

KHEC€ TKAHCBBIC T€MATOMbI, KDOBOTCUCHUA

13.6.2. bosae3nb Buiuieopanna

boae3nb Busuiedbpanaa (anruoreModuinusi) — HacleACTBEHHOE 3a00JieBaHUE, TIepeiaBae-
MO€ OOBIYHO TI0 ayTOCOMHO-JIOMHWHAHTHOMY THITY, XOTSI BO3MOXXHO W ayTOCOMHO-PEIIECCHBHOE
HaCJIeJIOBaHKE, XapaKTePU3YIOIIeeCs MOBBIIICHHOW KPOBOTOYHBOCTBIO B COUCTAHUU C YBEIIHUCHUEM
AJTATCIIBHOCTU KPOBOTCUCHU A, KOTMUCCTBCHHBIM MJIN KaUCCTBCHHBIM I[ereKTOM IIJIa3MEHHOT'O (1)a1<-
topa Bunmnebpanna (OB) u oueHb HU3KUMU BETHMUYMHAMHU (MJIU OTCYTCTBHEM) aJAre€3uH TPOMOOIIH-
TOB K CTEKITY, arperaiuu TpPOMOOITUTOB C PUCTOIIETUHOM.

13.6.2. TpomOouuTONEHHYECKAsI MypHypa

Beinensitor  nepsuunvie  u 6MopuyHbLle ~ TPOMOOIUTOIIEHUYECKHE  ITYPITypPHI.
K nepsuunvim oTHOCAT:

— WIMOTIATUYECKYI0 TPOMOOIIUTONIEHUYECKYIO Mypnypy (0one3ns Bepasroda);

— HaCJIe/ICTBEHHBIE;

— HM30MMMYHHBIE (BpOKJIEHHAsi — MPU HECOBMECTUMOCTH IUIOJA U MaTepu MO TPOMOOLHU-
TapHbIM aHTUTEHAM, NOCTTPAHC(PY3UOHHAS — TIOCIIE MEPETUBAHUN KPOBH M TPOMOOLIMTHON Mac-
CBl);
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— BPOXJICHHYIO TPAHCUMMYHHYIO (TpaH3UTOpHAs TPOMOOIMTOIEHUS HOBOPOKIECHHBIX OT
MaTepeit, O0JBHBIX UIUOMATHYCCKON TPOMOOIIMTOTICHHYECKOH MypITypoi, KpaCHON BOTYAHKOM).

Bmopuunsie (cuMnTOMaTHYECKUE) TPOMOOLIMTONIEHUH Y IETEH pa3BUBAIOTCS Yalle MepBHY-
HBIX U MOT'YT HaOJIFOaThCA:

— B OCTpBIi mepuoi HHPEKIUOHHBIX 3a001eBaHmi (OCOOCHHO YacTO MPU MEPUHATATIBHBIX
UH}EKIUAX);

— MpU aJUIEPTUYECKUX PEAKLIUIX U OOJIE3HAX, MPOTEKAIOUINX C TUIEPPEaKTUBHOCTHIO HE-
MEJIEHHOTO THUIIa;

— KOJUTareHo3ax U JAPYruX ayTOUMMYHHBIX PacCTpOMCTBaXx;

— MAaCCOBBIX KPOBOTEUEHUSX (TPOMOOLIMTONICHHS pa3BeICHUS);

— JABC-cunapowme;

— 3JIOKQYEeCTBEHHBIX 3a00JIEBAaHUSIX CUCTEMbI KPOBU (JIEHKO3, TMITOIIACTUYECKHE W BUTA-
MuH B12-nedunutHeie anemMun);

— 00J1e3HsIX, COITPOBOXIAIOIIINXCSI CIUIEHOMeTalne u JUCCIIIEHU3MOM
(mopTanpHas TUIIEPTEH3MS NP LIUPPO3axX MEUESHU U JIp.);

— BPOKJIEHHBIX aHOMAIMSIX COCYAOB (reMaHrnoMbl) U oOmeHa BemectB (I'ome, Human-
Ha—TIluka u ap.).

I1lo meuenuro BBIIETSIOT ocmpule (IPOIOIDKAIOIIUECS MEHEe 6 Mec) U xpoHuyeckue GopMeI
NTII; nocnennue noapasaeisitoT Ha BAPUAHTHI:

a) C pEAKUMH PELUIMBAMH;

0) c YacTbIMM pEeLUUBAMU;

B) HEIIPEPBHIBHO PELIUIUBUPYIOLIHE.

I1o nepuody 601€3HM pa3nuyaroT obocmpeHnue (Kpu3), KIUHUYECKyro pemuccuio (OTCyTCTBHE
KPOBOTOYMBOCTH IPU COXPAHSAIOLIECHCS TPOMOOLIUTONIEHUH) U KAUHUKO-2EMAMON0SULECKYIO PEMUC-
cuio.

Ilo knunuyeckoli kapmune Pa3NUYAIOTC «cyxuey» (MMEETCsl TOJIbKO KOXHBIA remMopparuue-
CKUH CUHAPOM) U «871adcHbley» (IIypIypa B COYETAHUH ¢ KPOBOTEUEHUSIMH ) TypPITYPHL.

13.6.3. TpomGounTONaTUM

TpomOGouuTonaTH— paccTpoiicTBa remMocTasa, 0OyCIOBICHHbIE KaueCTBEHHON HEIOJIHO-
[IEHHOCTHIO KPOBSIHBIX IUIACTUHOK TPU HOPMAJIBHOM HX KOJMYECTBe. PazinnuaroT HacieCTBEHHBIE
U 1npuoOpereHHble TpomOouuronatuu. Cpeau nepeuuHbviX HACIeOCMEEHHbIX TPOMOOIMTAPHBIX
TucyHKIME Hanboiee 4acToO BCTPEYAIOTCS TPOMOOIMTONATUU € JedeKTOM rpanyn (aeduuurom
TpaHyJl WK peakuil BLICBOOOKICHMUS).

Bmopuunvie nacneocmeennvie TpOMOOLMTONIATHM THUIHMYHBI Ipu Oosie3Hn BunieOpanza,
a¢ubpuHOreHeMuu, anpouHu3Me (cuHapoMm XepmaHckoro—Ilynnaka), cuHIpOME THIIEpPAIaCcTHY-
HoM koxu (Dnepca—/lannoca) u Mapdana, MHOTHX aHOMAIHUSIX OOMEHa.

IIpuobpementvie TPOMOOLIUTONIATHH C TEMOPPATHUYECKUM CHHAPOMOM MM 0€3 HEro Xapak-
TEpHBI U1 MHOTUX OoJie3HeH KpoBM (JIEHKO3BI, TUIOIUIACTHUECKUE U MEranodjJacTUYecKue aHe-
muM), ypemuu, JIBC-cunapoMa, MMMyHONaTOIOTHYECKUX OoNie3HEeH (reMopparudyeckuii BacKyJsuT,
KpacHasi BoJ4aHKa, 1 y3HbIH riioMepyaoHedpuT U ap.), Ty4eBoil 00Je3HH, JeKapCTBEHHOM 00-
JI€3HU MIPU IIPUEME CATMINIATOB, KCAHTUHOB, KapOCHULIMIIIIMHA, HEHPOLUUPKYIATOPHBIX TUCHYHK-
L.
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Kaaccudukauus HacaeacTBeHHbIX TpomoonuTonaTuii [R.Colman, 1993]

I.  Jedext B3auMomeWCTBUS  TpOMOOUMT —  arperadT (AedexT pernenTopa):
— CeJIEKTUBHBIC 1e(DEeKThl aAPEHATMHOBBIX, KOJUIATr€HOBBIX, TPOMOOKCAHOBBIX/ 3HIOMEPOKCUIHBIX
peLenTopOoB.

I1. JledexT B3auMoAeicTBUS TPOMOOLIUT — COCYIUCTAsi CTCHKA!

— 06one3np Bueopanaa (nedunut umu aedexkrnocts OB);

— cunapom bepuapa—Cyinbe (aedummr T 1b).

III. JledekT MEXTPOMOOIIUTAPHOTO B3aUMOICHCTBHSI:

— BpoxaeHHas apubpuHoreHemus (neuuT GuOpUHOreHa);

— tpombactenus ['nannmanna (nedurut win agedext ['TI b / 111a).

IV. Hapymenust TpOMOOIIUTAPHON CEKPEIHN:

1) nepuumt mymna XpaHeHUs:

— neduuut o-rpanyi (IUIOTHBIE TPAHYJIBI);

— JIe(ULUT o-TPaHyIl;

— neUuuT ad-TPaHyII;

2) Hapy1ieHus oOMeHa apaxuAOHOBOW KUCIIOTHI:

— HapyUIeHHs BBICBOOOXKICHUS apaXyuJOHOBOM KUCIIOTHI;

— He(UIUT HUKITIOOKCUTEHA3BL;

— ne@uuuT TPOMOOKCAaHCUHTETA3HI,

3) mepBUYHBINA JEPEKT CEKpEH ¢ HOPMAIBHBIM IYJIOM XPaHEHUS U HOPMaJbHBIM CHHTE-
30M TpOMOOKCaHa:

— nedexT MOOMIIN3aLuH KalbIus;

— nedext MeTabonuzMa GochaTHIMINHOZUTONA;

— nedext dhochopunpoBaHus OEIKOB.

V.Hapymenus B3auMoieiicTBUS TPOMOOIIUT — (aKTOp CBEPTHIBAHUS.

VI. CoueranHble BpoXKACHHbIE HapyIIeHuss — aHoMmanus Mes—Xerrauna, 6one3Hs JlayHa,
CUHJPOMBI Me3eHXUMalIbHOM auctuiazuu (Mapdana, Dnepca—/lannoca), TAR-cungpom.

13.6.4. BazonaTumu

Knaccupuxauus

- HacneocmeeHuvle sazonamuu (Oone3nbp Panmgro—Ociepa, aHTHOMATO3 CETYATKH — CHH-
apom ['mnmens—IJIuHaay; CHHAPOM THIEPAIACTUYHON KOXKHM — CUHApPOM Dnepca—/lannoca; re-
MaHTHOMBI B COYETaHUH ¢ TPOMOOIMTONIEHUEH, aneMueit — cunapom Kazabaxa—Meppurra; temne-
AHTUIKTA3UM KOXKU C aTakcueld — cunapom Jlyn-bap)

- npuobpemennvle sazonamuu(TeMOPPArHUESCKUA U APYTUe BUIBI AJTICPTHYSCKUX BaCKYIIH-
TOB; CUMIITOMAaTHYECKHE BACKYJIUTHI IPH KOJUTATCHO3aX, MEIUKAMEHTO3HBIX U MHIIEBBIX aJIepPro-
3ax; MH(PEKITMOHHBIC ¥ TOKCUYECKHE Ba30NaTHH, THIIOBUTAMHUHO3HBIC Ba30IMaTH — JNEe(OUIIUTHI BU-
tamuHOB C, P 1 1p.).

13.6.5. 'emopparnueckuii Backyaut (I'B)

I'B (6one3ns llenneitna—I enoxa, anadumakTouaHas mypnypa, KanmuuUIIpOTOKCUKO3) —
MMMYHOIIaTOJIOTHUECKOe 3a00JIeBaHNe, XapaKTEePU3YIOIIEecs] CUCTEMHBIM BACKYJIUTOM (ITOpaXKaroT-
Csl MEJIKAE COCYJbI: KallWJIJISAPbI, BEHYJIbI, apTEPUOJIBI C OTJIOXKECHUEM B MX CTCHKaX UMMYHHBIX J€-
MO3UTOB, COCTOSIIMX MPEUMYLIECTBEHHO U3 MMMYHOITIOOYJIMHOB Kiacca IgA) m mposBistomeecs
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CHUMMETPUYHBIMH, Yallle MEIKOTOUYCYHBIMH KPOBOM3ZIUSHUSAMH Ha KOXKE, OOBIYHO B COYETAHHH C
0O0JIBIO0 U OTEYHOCTHIO CYCTABOB, OOJISIMH B )KUBOTE, TOPAKCHUEM MOYCK.
Kaaccuduxanus (I'. A. JIpickuHa u coaBT. (2000)):
1. @opma (360a10Yus) 60E3HU:

- HAYQJIbHBIN NIEPUOT;

- peMuccus;

- peluIuB;

2. Knunuueckue ghopmui:

- MpocCTas;

- CMeIIIaHHAs.

3. Knunuueckue cunopomi:

- KOXKHBIM;

- CyCTaBHOM;

- a0JOMUHAILHBIN;

- IOYEYHBIH.

4. CmeneHnv mascecmu.

Jleckas:

— 0011ee COCTOSIHHE YIOBICTBOPUTEIIBHOE;

— HEOOMJILHBIC BHICHITIAHUS;

— BO3MOXHBI apTPAJITHH.

Cpeonemsicenas:

— 00111ee COCTOSIHUE CPETHEN TAKECTH;

— OOWIIbHBIC BHICBHITIAHUS;

— apTpajiruu, apTpHuT;

— MepuoauvecKre 00U B )KUBOTE;

— MUKpPOTEeMaTypusi;

— Hebomb1Ias NpoTenHypus (cieasl 6enka B Moye).
Taxcenas:

— 00111e€ COCTOSIHHE TSKEIIOE;

— BBICBINTAHUS OOUIILHBIC CITMBHBIC C 3JIEMEHTAMH HEKPO3a;
— PEIUAUBHUPYIOIINE aHTHOHEBPOTUYECKUE OTEKH;
— YHOpHBIE OOTH B )KUBOTE;

— JKENTYA0YHO-KHUIIIEYHOE KPOBOTEUCHUE;

— MakporeMaTypus;

— HePOTUUECKHUI CHHIPOM;

— OCTpast TOYEYHAs HeJJOCTATOYHOCTD.

5. Xapakmep meuenus:

- octpoe (10 2 mec);

- 3aTsDKHOE (710 6 Mec);

- XpOHUYECKOe (peluANBUPYIOIIICE).

13.6.6. IncceMnHnpoOBaHHOE BHYTPUCOCYAUCTOE cBepThiBaHue KpoBH (IBC-cunapom)

Juccemunuposannoe snympucocyoucmoe ceepmoisanue (JABC-cunapom) — oOuienarono-
TUYECKH MPOLIECC, CYThI0 KOTOPOTO MEPBUYHO SBISETCS
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YCUJIICHHAsA BHYTPHUCOCYAUCTAs KOAarysnus, akTUBallUA KJICTOK KPOBU U COCYAUCTOTO SHIO-

TN, MPUBOISAIIAS K OJ0Kae MUKPOILMPKYIISAUN CTYCTKAMUA/TPOMOAMHU U TIOBBIIICHHUIO BA3KOCTH

KpOBH.

Bre3BanHas »TuM aKTUBalus KaCKaHHOﬁ CUCTCMbI IIJIASMCHHBIX IIPOTC€Aa3: KaJUIUKPC-

WH/KUHUHOBOM, (PMOPHUHOIUTUYECKOH, CUCTEMBbI KOMIUIEMEHTa («IIPOTEOJIMTUYECKUN B3PBIB») U

MOBBIIICHHOE TTOTpebeHne (HakTOpoB CyOCTpaToOB (MPO- M AaHTHKOATYJISTHTOB), TPOMOOIIUTOB TPH-

BOJAT K IMMOPAKCHUIO SOHAOTEIINA, KAPAUOBACKYIAPHOMY KOJIJIAIICY U TEMOPPAri4€CKOMY CUHAPOMY.

Taomuua 40
Broipa:xkennocts nunteHcuBHocT JIBC (bokapes U. H., 2003)

Crenennb

Kpurepuu

1-s1 crenens

YpoBeHb MapKEpOB CBEPTHIBAHUS KPOBHU B IIPEAETaX HOPMEI

2-51 cTeneHb

YpoBeHb MapKepoB CBEPTHIBAHUSA KPOBH IOBBIIMIEH. DTO COCTOSHME MpEeXojdllee UM He BIUAET Ha
(YHKIMIO OPraHOB M CHCTEM OpraHu3Ma

3-1 creneHn

YpoBeHb MapKepOB CBEPTHIBAHUS KPOBU MOBBIIIEH. DTO COCTOSHUE MOCTOSHHO HO HAa KIMHUYECKYIO
KapTHHY 3a00JICBaHUS HE BIUACT

4-g cTeneHb TloBBIICHHE BHYTPHUCOCYAUCTOI'O CBEPThIBAHHS KPOBHU MMPOUCXOAUT 6BICTpO 1 CYHICCTBCHHO BJIUSCT
Ha QYHKIIUH OPTaHOB YTPOXKasi )KU3HU OOJIHHOTO
Cmaouu /IBC-cunopoma:

| — eunepxoazynayusa (BO3MOXXKHO CHIKEHUE arperalfuoOHHON (yHKITHH
TPOMOOIIMTOB U aKTUBAIUS (HUOPUHOIIN3A).

Il — nepexoonas (c HapacTaroleil koarynonartueit 1 TpoMOOLUTONEHUEH,

XapaKTepU3yeTcsl pa3HOHANPABICHHBIMU CABUTaMHU B OOLIEKOAryILUMOHHBIX TECTAX).

Il — eunokoacynayus (BIIOTH 10 HECBEPTHIBAHUS KPOBH) C MATOJOTUYECKUM (prOpUHOIH-

30M.

IV —soccmanosumenvnas (wnu pu HEOJIArONMPUSITHOM TEUCHHH (ha3a MCXOJIOB M OCIIOXK-

HEHUIN).

Teuenue /IB C-cunopoma:
— Ocrtpoe.
— Ilomoctpoe.

— XpOHHYECKOE.
— Peumausupyroiee.
Ilo cocmoanuw zemocmasa:

— KomneHncupoBaHHBIH.

— JlexomMnieHCUpOBaHHBIN.
— CBEpXKOMIIEHCUPOBAaHHBIMN.
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I''TABA 14. DOHAOKPUHHBIE 3ABOJIEBAHUSA

14.1. Caxapuslii 1uader
ITo onpenenennro Komurera sxcnieproB BO3 (1985), caxapusrii quadet (CJ]) — 3abomnena-

HHUC, pa3BUBAIOLICECA BCIICACTBUC OTHOCHUTEILHOMN UIX a0COIIOTHOMN HEAOCTATOYHOCTH MHCYJINHA, [IPUBO-

JIIel K HapyIIeHUIO YTHIIN3AIUK YIIIEBOOB, )KHUPOBOI'O M OEIKOBOr0 0OMEHa, IPOSIBIISIOIIEECs] XPOHUYE-
CKOM TMIIEPIIIMKEMUEH U IIOPaKEHUEM COCYIOB.

Bb1ensrot 1Ba OCHOBHBIX THIIA CaXapHOTO quadeTa:
— uncyaunzasucumvii(UI3C, Tan 1)

— uncynunnezasucumvi (MHCI, Tum I1).

B nocnennee Bpems mpeuiarailoT MCIONb30BaTh TepMHUHBI «Caxapublii quabet I tuma» u

«Caxapnslii quader Il Tunay.

Tabauua 41

ITHOJOTHYECKAs KIaccu(PUKanms caxapHoro quadera:

Tun nuadera

MexaHu3M pPa3sBUTUA

Caxapubliii Anader
1 Tuna

- ayTOUMMYHHBII

- UANOTIATHYECKUH

Jectpyknus B-KI€TOK MOPKEITyJOYHON Kee3bl, OOBIYHO MPHUBOAAIIAS K a0COIIOT-
HOHM MHCYJIMHOBOH HEZOCTATOYHOCTH

Caxapubiii auader II Tuna

C npenMyIiecTBeHHON WHCYJIMHOPE3UCTEHTHOCTHIO U OTHOCUTEIHHONW MHCYJIMHOBOM

HEAOCTATOYHOCTBIO HJIKM C NPCUMYIIECCTBECHHBIM Zle(beKTOM CCKpelnu HHCYJIMHA C

MHCYJIHMHOPE3UCTEHTHOCTBIO HIIH O€3 Hee

Jpyrue THNBI C€axapHOIo
nuadera

I'enernueckue Je(eKTHI

(yaknnn B-xinetok

MODY-1, MODY-2, MODY -3, MODY -4, muto-
xoHapuansHele MyTauuu JJHK, npyrue

Ienetmueckue nedextsl B neii-
CTBHUH WHCYJIHHA

Pe3nCTEeHTHOCTh K MHCYIUHY THIA A, JTHIIOATPO-
(uveckuit nrader, CHHZIPOM
MeHieHX0I11a, JeMPeUyaHusM, Ipyrue

Pa6Gcona-

Bbonesnu 3K30KPHUHHOMI

YaCTH MOJIKETYI0YHOM JKeTe3bl

[NanKpeaTuT, TpaBMa/lIAHKPEATIKTOMUS, HEOILIa-
3UH, MYKOBHUCITU03, TEMOXpPOMAaTo3, (hubpoKasb-
KyJIe3Has ITAHKPEaTOMATHs

OHIOKPHUHOIATHI Axpomeranus, TITIOKaroHoma, cuaiapom MHieHko-
Kymmara, ¢eoxpomonuTomMa, THPEOTOKCHKO3,
cOMaTocTaTHHOMa, allbJI0CTEpOMa, APYTHUe

Juaber, WHAYLIUPOBaHHBIN | [leHTaMUAMH, QUIAHTHH, [IIIOKOKOPTHKOCTEPOU-

JIEKapCTBaMU WJIM XUMHYECKH-
MU BeliecTBamu Bakop, Thasu-
BT

JIbl, HUKOTHHOBAs KHCIIOTa, a-MHTepdepoH, P -
aJIpeHOOI0KAaTOPBI, THPEOWIHBIE TOPMOHBI, -
A30KCH/I, IpyTHE

Wudeximm

BpoxneHnnas kpacHyxa, UTOMETaJIOBHPYC, APY-
rue

HeoObrunbie (opMbl MMMYyHO-
OIIOCPEIOBaHHOTO TMabeTa

«Stiff-manx-cunapom (cuHIpPOM 00€37BHKEHHO-
CTH), aHTHUTENa K PELEeNnTOpaM MHCYJIHHA, aHTHTe-
J1a K MHCYJIMHY, IpyTHe

Jpyrue TeHEeTUYeCKUe CHHIAPO-
MBI, COYCTAOIIHECS CCaXapHbBIM
IrnabeToM

Cungpom J[layna, cunzapom Kiaiindenbrepa,
cuaapom Tepuepa, curmpoMm Bombdpama, BTak-
cua®@puppeiixa, xopes ['€HTHUHITOHA, CHUHAPOM
Jlopenca-Myna-bunsnsa, MuOTOHHUYECKast ITUCTPO-
¢us, nophupus, cuaapom [panepa-Bummu, apy-
Tue

I'ecTanuoHHbI caxapHbIA
auader

Bo3znukaer Bo BpeMs GCpGMCHHOCTI/I
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14.2. Oxxupenue

Oxwupenne — yBenudeHrne Maccel Tena Ha 10% u Gonee 0T MaKCUMaJIbHOM IO POCTY H Oy
3a cyeT )KMPOBOM TKAHMU.

Kiuacenpukanus ¢gopM okMpeHus:

1. ITepBuyHOE

- KOHCTUTYLHOHAJIbHO-3K30T€HHAs;

- DK30TeHHas;

- TUIIOTaJaMHYecKas;

- cMenranHas popma.

2. BropuuHoe (pH SHAOKPUHHBIX 3200JI€BaHUX)

3. HacnencTBeHHBIE CHHAPOMEI C OKUPEHUEM

- Cungpowm [Ipanepa—Busnan

- Cungpome bapne—buis

- CungpoM AnbcTpema

14.3. boJie3HU rUNOTAJIAMO-TUNIOPU3MPHON CHCTEMBbI

14.3.1. N'unonutynTapusm (runogu3apHblii HAHU3M, THIOTAJAMHYECKH HAHU3M)

['unonutynutapusm — 3aboseBaHue, 00YCIOBIEHHOE HEAOCTATOYHOCTHIO COMAaTOTPOITHOIO
ropmona (CTT'), mposiBiisironieecst y A€Tei 3HaUUTEIbHON 3aJepP>KKOM pocTa. AOCONIIOTHAS WM Ya-
cruyHast HeoctaTouyHOCTh CTI™ MOXKeT pa3BHBATHCS HE TOJNBKO BCIEICTBUE MATOJOTUU TUNOBU3a,
HO Y IPU HApyLIECHUM TMIOTATAMHUYECKONW Peryisiuu ero cekpeuuu, nedexrax ouocunreza CTI,
CHIKEHMH YyBCTBUTEJIBHOCTH NepUdepruecKknx TKaHel K TOpMOHY. Y 4acTH OOJIbHBIX OOHapyKu-
BAIOT M30JIMPOBaHHBIN (a0CoMOTHBINA M yacTHuHblid) qeguuut CTI, HO B OONBIIMHCTBE CilyyaeB
MMeeTCsl HeJOCTaTOYHOCTh U JIPYTUX TOPMOHOB TUIO(H3a B pa3HBIX COUETAHMSAX, YTO MPUBOAMUT K
(GOpMHPOBAHHIO MHOXKECTBA KIMHUYECKMX BapHaHTOB 3a00JIEBaHUS C PA3IMYHON KOMOMHanuen
SHJOKPUHHBIX 1 OOMEHHBIX HapyIICHU.

Tabmnuria 42
ITHoJoTHYecKas KJIaccuPuKanus TUMONMUTYUTAPU3MA:

BposkaeHHbI TMIONUTYUTAPU3M

1. Hacneocmeennwiii

A. N3omupoBannas Hegocratounocts CTT

1. dedextsl rena CTT: Tum [A: ayTocoMHO-peLieCCUBHBIN THIT HACIIETOBAHUS
Tun 1b: ayTocoOMHO-peniecCUBHBII THIT HACEIOBAHUS

Tun II: ayTocOMHO-TOMUHAHTHBII THUIT HACJIEJOBaHUS

Tun III: X-cuenieHHbli peuecCUBHBIN TUI HACIEA0BAHUS

2. Medexr rena penenrtopa CTI-PT°

3. Apyrue dopmsl (nedext rera CTI-PI')

b. MHOXecTBEeHHAs! HEIOCTATOYHOCTH TOPMOHOB aJieHOTUIodu3a

1. Hedexr rena Pit-1 (rumoduzapHOro TpaHCKPUITOPHOTO (aKkTopa), ayTOCOMHO-PEIIECCUBHBIATHUIT HACTIETOBAHUS
2. ledext rena Prop-1, ayTocOMHO-pEIECCUBHBIN THIT HACTIETOBAHUS

3. Apyrue dhopmsl

2. Bpooicoennvie nopoxu paseumus LIHC

A. MHOXECTBEHHAs! HEZI0CTaTOYHOCTh TOPMOHOB aJICHOTUITO(H32a
1. Ansnnedanus, rononpo3’Huedatus, IUKIONHs, OpOUTATILHBINA TUIIEPTEIOPH3M
2. BpokaeHHast arasusi, THIIOIUIA3Us I 3KTOMNus runoduza

3. Cenrro-ontuieckas nucruiasus (cuaapom Jle Mopsbe)
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4. B coderannu ¢ neekramu HeOa

5. CHHAPOM €JMHCTBEHHOTO IIEHTPAIILHOTO pe3na

b. B couerannu ¢ ApyruMu HacleICTBEHHBIMHU 3a00I€BaHUIMHU
1. Cuanpom Purepa

2. [Taamuronenns ®ankoHn

B. BayTpuyTpoOHBIE HHpEKIINT

1. Kpacnyxa

2. lluromeranus u ap.

IHepugpepuueckasn neuyscmeumenvrnocmo k CTI

1. dedexr rena penenropa CTT - cuaapom JlapoHa, ayTOCOMHO-PEIIECCUBHBIN THIT HACIICTOBAHHS
2. Nedexr rena NOP-1

3. PesuctentHOCTh K UDP-1 - KapIUKOBOCTH MUTMEEB

4. buonornuecku veaktuBHBIH CTT - curnpom KoBapckoro

IIpuoGpeTeHHbIl THNONMUTYUTAPU3M

1. Onyxonu runortajamyca, rUnoQu3a Wik APYyrux OTAETIOB Mosra (KpaHuodapHHreoMa, raMmapToMa, Helpoduopo-
Ma, TepMUHOMa, TJIMOMa 3pUTENLHOTO HepBa, aJieHoMa runodusa u jap.)

2. TpaBma uepena, Ipexae BCEro NepHHaTainbHas (TsDKeas THIIOKCHUS, BHYTpUYEPEHbIe KPOBOU3IUSIHUS ), XUPYPTHU-
yecKast

3. UndunerpaTrBHBIC 1 HHGEKIMOHHBIC 3a00J€BaHUS MO3ra (THCTHOIUTO3 X, CApKOUI03, TEMOXPOMATO3, TYOepKy-
J1e3, TOKCOIUIa3MO03, HeHpONH(EKINH, ayTONMMYHHBIH THIIO(U3UT U 1p.)

4. IlocnencTBus Ty4eBOH TEPAITUH, JICUCHHS IIUTOCTATHKAMH H T. II.

5. IIpnobperennas pesucreHTHOCTh K CTI (arTHTena k CTI mpum BBenennu npemaparoB CTI, mpu ayToMMMYHHBIX
3a0o0JieBaHUsX; TOJI0OJaHUE, IPEXK/IE Bcero neduuur oenka)

Nanonarnyeckuii THINONMUTYUTAPU3M

14.3.2. Hecaxapubliii nuader

Hecaxapnslii quaber xapakTtepusyercs NOJuypuei U MOMUIUIICHE B pe3ylibTaTe HelocTa-
TOYHOCTH aHTHAMYpeTudeckoro ropmona runopusa (AJI', BazonpeccuHa) WM CHUKEHHOH 4yB-
CTBUTEJIBHOCTH ITOYEYHBIX KaHAJIbIIEB K HEMY.

14.4. Bojie3Hu IUTOBHIHOM JKeJie3bl

14.4.1. 'mnotupeos

'umotupeo3 — rpynmna 3aboneBaHUid, COMPOBOKIAAOIIMXCS CHIKEHHOM MPOIYKIUEH TH-
PEOUIHBIX TOPMOHOB.

Tabnuua 43
ITHOJIOTHYEeCKAas KIaccuPpuKauus runoTupeosa:
®opma I'enes JTnonorus
IlepBuuHsblil runotupeos | BpoxkaeHHbIi - Ilopok pa3BUTHS IIMTOBUAHOM XKEJIE3bl: aIlla3usi, TUIOIUIA-

37, PKTONUS B pe3ynpTare oOmydeHus OepeMeHHOH, mpuema
PannoaKTUBHOTO HOfa, THPEOCTATHYECKHUX IIPEraparoB, ayTo-
HMMYHHOTO THpeonauTa y bepemennoit, BYU.

- AreHe3us WIN JUCTeHe3Ms IUTOBUAHON JKele3bl Haclen-
CTBEHHasl.

- I'unoTtrpeo3 ¢ 3000M BcIeICTBHE T'€HETHYECKHX Ie(EeKTOB
3axBarta u oOMeHa ifoza, B ToM uncie cunapoMm [lenapena.

- 'umoTtupeo3 ¢ 3000M BcieacTBHe TpueMa OepeMeHHOU Ho-
JIUJ0B, THPEOCTATHKOB, IIPENAapaToB JUTHI, Opoma U 1p.

- HacnencrBennas pesucteHTHOCTD K [117.

[TpuoGpeTeHHbIIH - AyTOMMMYHHBIHA THPEOUJINT.
- SltporeHHbIil (MOCIIe TUPEOUIIKTOMHHU, OOIYUEHHsI 00acTh
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meu, mprueMa HoIuaoB, NpernapaToB JIMTHS, KoOaabTa, THPEO-
CTaTHUKOB U JP.).

- dpyrue TupeouuTsl (MUKO3, BUPYCHBIH H 1p.)

- IIpu nucruno3se.

- IIpu HenocTarouHocTH oxa.

Bropuunslii runorupeos | BpoxaeHnsli - M30omupoBaHHas HaclieACTBEHHAs HEAO0CTaTOUHOCTh TTT.
- MHOXeCcTBEHHAs! BPOXKICHHAs HEOCTATOYHOCTh THIIO(H3a.

IIprobpeTeHHsbIit -Henocrarounocts TIT mpu TpaBMme, OmyXxosd, BOCHAIUTEINb-
HOM TOpakKeHIH THITO(pH3a

TpeTuuHbIl THIOTUPEO3 Bpoxnennbiit - M3onupoBaHHas HacienCTBEHHAas HEJOCTATOYHOCTh THUPOJIH-
OepuHa.
- MHoOXecTBeHHass BPOXKJIEHHAsi HEAOCTAaTOYHOCTh TMIIOTaa-
Mmyca.
[TpuoGpereHHbIit - HemoctatouHocTs TUpOIMOEpHHA TPU TpaBME, OMYyXOJIH, BOC-

NAJIUTCIbHOM IMOPAKCHUHN T'HIIOTAJIaMyCa

HeuysctButensHocTh K | BpoxxneHuslit - AyTOCOMHO-pereccuBHas popma.
THPCOUTHBIM TOPMOHAM - AyTOCOMHO-TOMHHaHTHas (hopma

14.4.2. Indp¢py3ublii Tokcudecknii 300 (00J1e3Hb I'peiica)
Huddy3usiii Tokcnueckuii 306 (IT3) — opranocnennduueckoe ayTouMMyHHOE 3a001€Ba-
HUE, POSBIISIFOIIEECS MOBBIIIICHUEM MPOYKIIUU THPEOUIHBIX TOPMOHOB IIIUTOBUTHOM JKEJIE30H.

14.4.3. IIpocToii 300 (3yTHpeouIHAS THINEPIJIA3HS IUTOBUIHOM KeJie3bl, DBEHUIbHAS
CTpyMa)

[Ipoctoit 300 (dyTHpeonHAs THUIIEPIUIA3Hs IMUTOBUTHOM Kee3bl) — 3a00JieBaHUE, MPOSIB-
JISFOIIEECs YBEJIMUCHUEM IIIUTOBUIHOM KeJie3bl 0e3 SIBHBIX MPU3HAKOB HAPYIIEHUS €€ CTPYKTYPHI U
GYHKIUY Y JTI0/Ied, TPOKUBAIOIIMX B HEOHIEMUYECKHX O 300y pailoHax.

CorsnacHo kiaaccupukanum pasMmeposn 300a, npensnoxkednoit BO3 B 1994 r., Boigesirot
cJIeAyIouIue CTeNeH! YBeJMYeHUs! IUTOBUIHOM JKele3bl:

0 cmenenv — 300a HET;

I cmenenv — oM MMTOBUIHOM JKeJe3bl OOJIBINE JUCTATHHOM (DajlaHTH MEpPBOTO Tajblla
MalKenHTa, 300 NaJIbIIUPYIOT, HO OH HE BHJICH;

1l cmenenb — 300 MaTBUPYETCS U BUIACH.

14.4.4. DunemMuyeckuii 300

OHaeMudeckuii 300 — 3a0o0JeBaHNe, BCTpEUaIoieecss B MECTHOCTH C HU3KUM COJIepKaHUEM
fiona B BOJE, NOYBE, PACTEHUAX, MPOAYKTAX U XapaKTEPU3YIOLIEECS YBEIMYEHUEM IIMUTOBUIHON
xenespl. [1o nanueiM BO3, B Mupe HacuuteiBaroT 60s1ee 200 MitH. OOJIBHBIX.

3aboneBaHne 0OOBIYHO PACIPOCTPAHEHO BO MHOTMX PErHOHAX, YIAIEHHBIX OT MOPS (AJIBIIBL,
Anrait, ['mmanan, Kaskas, Kopaunsepsl, Kapnatel, Tsub-11lans, Lentpansnas Adpukxa, Oxnas
Awmepuka, Bocrounas Epoma). B Poccun suaemuueckumu mo 300y paiioHamMH SIBISIOTCS 1I€H-
TpanbHbIe 00nacTu, 3abaiikanse, Ypan, Cubups, Janpauit Boctok. MeCTHOCTh CUMTAIOT SHIEMUY-
HOM, eciii yacToTa 300a 1mo nanHbM Y 3U npesbimmaer 5%, a MeauanHas KOHIICHTpaIus Homa B MO-
4e y merelt mpemybepratHoro Bo3pacra (6-12 ser) cocraBusier menee 100 Mkr/m.
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14.4.5. ayTOMMMYHHBIII THPEOUIUT (XPOHUYECKUH JUMPOUMTAPHBIA THPEOUIUT, TH-
peouauT XammMoTo)

AytoummyHHbIl THpeounuT (AUT), kak u nuddy3HbIT TOKCUYECKH 300, OTHOCST K TH-
MUYHBIM OPTaHOCTIEIU(PUICCKIM ayTOUMMYHHBIM 3a0oseBanusiM. OH COMPOBOKIACTCS JTUMMOUI-
HOW WMHOUIbTpAIIUEH MUTOBHIHOW KeJle3bl, HATMYMEM CIeIU(PUUISCKUX aHTUTEN K HOPMAIbHBIM
AHTUTE€HaM IIUTOBUIHOM JKeJe3bl U HapylIeHHeM ee () yHKIUU.

14.5. BoJie3HHM 0KOJIOIIUTOBUIHLIX JKeJjie3

14.5.1. 'mnonapatupeos

'umonaparupeo3 — 3aboseBanne, 00YCIOBICHHOE CHIDKEHUEM (DYHKIIUU OKOJIOIIMTOBHUJI-
HbIx kene3 (OI'DK), npuBoasmum K rUIOKaIbIUEMUU.

Kanaccnpuxanus:

- BpoxkaeHHBII M30JIMPOBAHHBIN TUIIONIAPATUPEO3;

- [IpuoOpeTeHHbIil runonapaTUpeos.

14.5.2. [IceBnornnonapaTupeos

rpymnmna
nabopaTopHbiMu Tipu3Hakamu HegoctarouHocTu OLLDK u noswimennsiv ypoBaeM [ITI B kpoBu

HC@BI{OFI/IHOHapaTI/II)GOS HaCJICACTBCHHBIX CUHAPOMOB C KIIMHHUKO-

Tabmura 44

3a0oaeBanne

ITIaTorenes

Kannnka

[IceBnorunonaparupeos
la Tuma

Hedexr Oenka Gsa,
MOCPENHUKA  MEXKITY
peuentopom IITI u
nuAMO®

CyIOpOKHBIN CHHIPOM C POXKICHHSI, B IPOMEKYTKAX - CHMII-
TOMBI CKpBITOH rumokaigbsuuemun. Ilocie 1 -ro roma >ku3HU
(dopmupyercsi TUIMYHBIA (EeHOTUN (HACIIEACTBEHHAsT OCTEO-
muctpopuss  Onbpaiita):
JTyHOOOpa3sHOe JUI0, OKUPECHHE, KPBUIOBHIHBIC CKIAJKH Ha
mee, MHOKECTBCHHBIC OYard OOBI3BECTBIICHUS HIIM OCCHU(U-
Kalliu B TIOAKOXHOH KieTdaTke (puc. 134). Moxet OBITE pe-
sucteHTHOCTE K TTI' (TMmotupeos), rmrokaroHy (Oeccumm-
TOMHas1), ToHamonubOepuHy (rumoroHagm3Mm), AL (momm-

ypust)

HU3KOPOCIIOCTh, OpaxuAaKTHINS,

[ceBnorunonaparupeos b | ebekr peuenropa | KinuHuueckue mposiBieHNs] TUIIOKATbIIMEMHUU. THITUUHBI HU3-
THIIA IITr KHUH POCT, KPYIJIOE JIUL0, KOPOTKAs 11es

IceBnorunonaparupeos Ic | Hedexr 6enka Gsa u | KnuHuueckue mpu3HaKyM TUIIOKAIBIMEMHUH. XapakTepHa KiH-
TUNA a/IeHUIATIMKIIA3bI HHUKa ocreoaucTpodpuu OnbpaiiTa B COYETAHUH C PE3UCTEHT-

HOCTBIO K IPYT'UM IrOpMOHaM

IIceBnorunonapatupeos 11
THIIA

Bo3moxHO, mMeercs
HapyuieHne wmerabo-
JM3Ma ButamMuHa D

Kinanyeckue npu3HaKy TMINOKaIbIUEMHUH. TUTHYHBI HU3KUI
pOCT, KpYyTJIOe JIUIO0, OpaXHIaAKTHIINS, KOPOTKAs [Iest

IIceBnormncesnorumnona-
paTtupeo3

Oenka

Hedekr

Gsaskak npu la Tume

DeHOTHITHYECKHE TPU3HAKK ocTeoancTpodun Onbpaiita mpu
OTCYTCTBUH THIIOKAJIbIIMEMHN U PE3UCTEHTHOCTH K JIPYTUM
rOpMOHaM

14.6. 3a0o1eBaHuS HAANOYECYHUKOB
14.6.1. XpoHnuyeckasi HeIOCTATOYHOCTH HAAMOYEYHHKOB

XpoHHUECKass HENOCTAaTOYHOCTh Kopbl HaanodeuHukoB (XHH) — cumnromoxomiiexc,
pa3BUBAIOIINNCS BCIEACTBUE HEJOCTATOUYHOM MPOIYKIUHU TIIIOKOKOPTUKOUIOB U (MJIM) MUHEPAJIO-

KOPTUKOUJIOB.
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Tabmuua 45

Ho3oaornueckune ¢popmbl

THoJIOrUs

HCpBI/I‘{Haﬂ HEOOCTAaTOYHOCTHh HAAIIOYCYHHUKOB (Hopancel-me KOpPBI HaI[HO‘-Ie‘-IHI/IKOB)

1.Bpoxnennas

- BpO)KI[eHHaH TUnoIviasus KOPbL
HaJAIIOUYCUYHUKOB

AYTOCOMHO-pELIeCCUBHBIN (I'€H JIOKalM30BaH Ha
21-ii  xpomocome) cuemnenslif ¢ X-
XPOMOCOMOH TUT HacJIeJOBaHUS

HJn

- Bpoxnennast runepruiazusi KOpbl
HaJIOYEYHUKOB

Hacnenyemble ayTOCOMHO-PEIIECCHBHO  Je(heKThI
CTEepOH0reHe3a

- I'unoansaocreponnsm

HemocrarouHocTts 18-rumpokcuiasbl, ayTOCOMHO-
PeleCCUBHBIN TUT HACIEJOBAHUS

- AzpeHonelikonuctpodus

Jedekt okuclieHHs IMHHOUCIOYCYHBIX JKUPHBIX
kucnoT. HegoctaTouHOCTh HAAMIOYEYHUKOB COUETa-
etcs ¢ nopakenuem [IHC. Hacnegyercs cremnyieHHO
¢ X-XpoMOCOMOM

- CeMelHBIM W30JUPOBAHHBIN Je-
(UIAT TTFOKOKOPTHKOUIOB

JedekT penenTopoB K KOPTHKOTPOIMHY. AyTO-
COMHO-PELIECCUBHBIH THIT HACIEAOBAHUS

2 IlpnobpereHHas

-JlecTpyKTUBHOE
HaJIIOYEYHUKOB

TOpPAXKCHUC

AyTOUMMYHHBIN apEeHAIUT U30JIMPOBAHHBIN WK B
COYETaHWH C JAPYTUMH 3a00JE€BAaHMAMH ayTOMM-
MYHHOTO TeHe3a, mHpekmmuu (TyOepkynes, cupu-
JIUC, MHUKO3BI), KPOBOM3JIUSHUS, aMHJIOWIA, MeTa-
CTa3bl 3JI0KAYECTBEHHBIX OIIyXOJIEH

Bropuunas HegocTaTOuH

OCTh HaJIIOYEYHHUKOB (TIOpaXXCHUE TUIL

odusa)

1. Bpoxxnennast

M3onupoBanHas
HOCTH KOPTHKOTPOIIHHA

HEIO0CTATO4-

BpoxneHHbIN epeKT CHHTEe3a KOPTHKOTPOITMHA
WJIN PEENTOPOB K KOPTUKOIHOEPHHY

- l'mnonurynTapusm

To xe ¢ HapyIIeHHEeM APYruX TOPMOHOB rHNodu3a

- BpoxeHHas amiasusi WiIH THIIO-
iasust runoduza

IMopox pa3Butus runodusa acCOLUUPOBAH € MOPO-
KaMH pa3BUTH Yepena U Mo3ra

2 IlpuobpereHHast

- JlecTpyKTUBHOE MOpaXeHUE THU-
moduza

OmnyxoiH, KpOBOM3IHSHHS, HHPEKIHUH, ayTOHM-
MYHHBIN THIO)U3UT

TpeTI/I‘IHaﬂ HEIOCTAaTOYHOCTH HAAIIOYCYHHUKOB (nopameHHe FI/IHOTaJ'IaMyca)

Bpoxnennas

I/ISOHI/IpOBaHHaﬂ HEJO0CTATO4-

HOCTb KOpTI/IKOHI/I6epI/IHa

Bpoxnennslit nedext cnHTe3a KOpTUKOINOepHHa

MHo>kecTBeHHass HeJI0CTaToY-

HOCTh THIIOTaJIaMyca

To xe B coueTaHUM ¢ HApPYLIEHUEM JIPYTrUX rOpMO-
HOB rumnorajgamyca

- BpO)KI[eHHaSI arjia3us HUJIN T'urio-
IJ1a3us runoTajgzaMmyca

ITopox pa3BuTus ruIoTanramyca (aHIHIEaIN,
rOJIONPO3HIEe(ans, CeNTOONTHYECKAs IUCTIIIA3Hs)

2.IlpnoOperennas

- I[GCprKTI/IBHOC MOpaXCeHUue ru-
norajliamMmyca

OHYXOJ'II/I, KPOBOM3JIUSAHUAA, I/IH(l)GKIII/II/I

Hapymenue peneniuu cTepouHbIX TOPMOHOB

IIceBaorumnoanba0cTepoOHU3M

Hedexr perenTopoB MUHEPATOKOPTUKOHIOB, ayTO-
COMHO-PELECCUBHBIM U ayTOCOMHO-IIOMHHAHTHBII
THIIBI HACJICJOBAHUA

H’I‘pOFCHHaﬂ HEAOCTAaTOYHOCTb KOPbI HAAIIOYECYHUKOB

1. HeobpaTtumast

JBYCTOPOHHSIS apeHaTIKTOMUS

2. Obparumas

[locnencTBust ynajaeHuss KOPTUKOTPOIMMHOMBI, IMO-
CIIEJICTBUS YIAICHUS TIKKOKOPTUKOCTEPOMBI, TPH-
€M aJpEeHOCTATUKOB (XJIOIWTaH, AMHHOTIIOTETH-
MU, KETOKOHA301), ITOCIEICTBUS BHE3AITHOH OT-
MEHBI TIIIOKOKOPTHKOWIOB WIIHM JAPYIHX Mpenapa-
TOB, TopMo3sux cekperuio AKTI (menpokcurpo-
TeCTEpPOH, HUIPOTEPOH)
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14.6.2. OcTpasi HegocTaTOYHOCTH HaANMOYedyHuKoB (OHH)

- XpoHHYecKas (IPOBOIUPYIOIIMMH (aKTOpaMU CIIY)KaT HHTEPKYPPEHTHBIC 3a00JIeBaHUs,
TPaBMBI, OTIEPAIINH, CTPECCOBBIC CUTYAIIUHN)

- ocTpast (BCIEACTBHE KPOBOUBIUSHUS B HAJIIOUYSCYHUKH TIPU POJIOBOM TpaBME, IPH MOJTHHE-
HOCHO TEKYIIUX, MPEUMYIIECTBEHHO MEHUHTOKOKKOBOW WM CTPENTOKOKKOBOH, MH(MEKIHsIX (CHUH-
npom Yorepxayca—®Dpuaepurcena)).

14.6.2. Bpo:xxnenHasi runepmJjiasus kopbl HaanodeunnkoB (BI'KH, aapeHorenuraJib-
HbI CHHPOM)

I'pynma HacnencTBeHHBIX 3a00JIeBaHUN, OOYCIOBICHHBIX T€HETHYECKH JCTCPMUHUPOBAH-
HBIM CHIDKEHHEM aKTHBHOCTH OJHOTO M3 (DEpMEHTOB, Y4aCTBYIOIIUX B cTepouoreHese. B 3aBucu-
MOCTH OT YPOBHS ()EPMEHTHOTO OJIOKA KIIMHHUKA U Ja00paTOPHBIE TaHHBIC PA3IMYHBI.

- Henocrarounocts 2 1-ruapokcunassl

1) ssBHas (pocTast BUPUIIbHAS U COJIbTEPSIOLIAs )

2) crepras (MO3HO MPOSIBIIAIOIIASICS)

- Henocratounocts 11 — rugpokcumnassl

- HegocraTrounocts 20,22 - necMoaa3bl

- HenocraTtounocts 3 - ponaeruaporeHasbl

- Henocratounocts 17 - runpokcuiassl

- Henocratounocts 18 — rugpokcumnassl

- Henocrarounocts 18 - neruaporenasbl

- Henocratounocts 17, 20-nua3sl u ap.

14.7. 3a6o/1eBaHus NOJIOBBIX #Keje3

14.7.1. Ilpe:xneBpeMeHHOE MOJI0BOE Pa3BUTHE

[IpexneBpemenHoe nonosoe pasputue (I111P) — nmosiBieHne npu3HaKoB MOJIOBOTO CO3PEBa-
HUS y A€BOYEK Miajie 7 ¥ 'y MAJIbYUKOB MIIajie § JieT.

Knacenpuxanus:

- ucrunnoe IITP (u3ocexcyanbroe [I1P, rerepocekcyanbroro soxHoro [I1P);

- noxxHoe [P (mpexxneBpeMeHHbI nceBionyoeprar).

14.7.2. 'unoronagusm

'umoronaan3M — 3To 3a0oneBaHue, 00YCIOBIEHHOE CTOMKHUM, 9acTO HEOOpaTHUMBIM MOpa-
KEHUEM PENPOAYKTUBHON CUCTEMBI CO CHIYKEHHEM MPOYKIIMH MOJIOBBIX TOPMOHOB.

Kaaccnpukanusi ocHOBHBIX GOPM I'MIIOTOHAAU3MA Y MAJIBLYUKOB:

1. I'unepeonadomponmwiil (nepsuyHblil) 2UNO2OHAOUM.

1. Cungpom aHopxu3Ma,

2. [lepBudHas THITOTUTA3US SIMYCK;

3. Cunnpom KnaitHdenbrepa u qpyrue cXoaHble CHHAPOMBI,

4. Cunnpom HyHnaH;

5. [lepBuuHas HeAOCTATOYHOCTH KIeTOK Jleianra (cuuapoM GepTUIBHBIX €BHYXOB).

1I. I'unoconadomponnwiil (6MOPUUHBII U MPEMUUHBIIL) SUNO2OHAOUIM

A. N3011MpoBaHHbBIN TUIIOTOHAAOTPOIHBINA TUITOTOHAIU3M

b. ¢ nonmxennoi npoxykuueit JII' u @CT;

B. ¢ monmxennoit npoxykiueit JII' (cuaapom I[Nackyannan);
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I'. ¢ nonmxennou npoaykuueit @CT'.

1. Anuno3orenuranbHas quctpodus (cuaapoM baduHckoro-Openrnxa);
2. Cunnpom Kammvena I, 11 u 11T,

3. Cunrnpowm [Ipanepa — Bumwy,

4. Cungpom Jlopenca — MyHa;

5. Cunapom bapae-bus;

6. Ipyrue ¢popMbl CHMIITOMAaTHYECKOTO TUIIOTOHAAU3MA.

1. I'unepnponrakmunemuueckuti 2uno02oHAOU3IM.

1. MukponpoirakTHHOMA,

2. MakpomnpoJakTHHOMA.

14.7.3. 3agepka mo10BOro pa3BuTHs

3anepxkky nonoBoro passutus (3I1P) onpenensroT kak GyHKIHMOHATBHOE, TEMITOBOE 3aIia3-

AbIBAHUC IIOSABJICHUA IIPU3HAKOB IIOJOBOI'O CO3PCBAHMA Oosiee yeM Ha 2 roga 1mo CpaBHCHHIO CO

CPETHUMHU CPOKAMHU.
Knaccnpukanus 0CHOBHBIX ()OPM 32/1€PKKH M0JI0BOT0 PA3BUTHS Y MAJTbYNKOB:
1. KoncrurynnoHanbHast
2. ComaToreHHas
3. JloxHast anuno3oreHuTanbHas AUCTpodust
4. CuHApPOM HETPaBUWIIBHOTO ITyOepTaTa

14.7.4. Hapymenue mosoBoi augpepeHunpoBKH (HHTEPCEKCYATIN3M)

Hapymenue nonooit aud@epeHInpoBKY UM UHTEPCEKCYaIu3M BKJIIOYAET TPYIIY BPOXK-
JICHHBIX 3a00JIeBaHUN PENPOYKTUBHOM CHUCTEMBI, IPH KOTOPBIX UMEETCS HECOOTBETCTBUE MPU3HA-

KOB, OITPCACIIAOIINX ITOJI YCJIOBCKA.

Tabmuma 46

Kaaccnpukanusi ocHOBHBIX (pOpM HapylIeHU# 10J10BOH AuddepeHIMPOBKH (MHTEP-

CeKcyain3Ma) y aereii
Unrepcekcyamusm 6e3 repmadpoaurusma

A. JlucreHesus ToHas

- Cunapowm IllepemeBckoro-TepHepa U BapUaHTHI

- Uucras qucreHesus roHas] ¢ KapuoTumnoM 46XX

- Yucras nqucrenesust ronan ¢ kapuorunom 46XY (cuaapom Caaiiepa)

b. JlucreHe3ust CEMEHHBIX KaHANBLEB

- Cunnpom Knaitndensrepa

- Myxunnsl ¢ kapuotunom 46XX (cunnpom zae ya Llamnes)
- Unnonarngeckue ¢hopmbl

HHTepcekcyanusm ¢ repMadppoauTH3MOM

1 JIoxHBIN MyXCKOH TepMadpoIuTH3M

A. Hapymenue ¢popMupoBaHUS WIH Pa3BUTHS SIMUEK (IUCTCHE3HS INIEK)
- Cunnpom llepemesckoro-TepHuepa ¢ repMadpoIUTHBIME T€HUTATHASIMH
- CMmenIaHHas AUCTE€HE3Us TOHA

- CHHIpPOM TECTUKYJISIPHOH perpeccun

b. JIucrenesusi cCEeMEHHBIX KaHAJIbIIEB
- Cunapom KiaiindensTepa ¢ repMadpOIUTHEIMU T€HUTATASIMHA
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- Cunagpowm e na llanens ¢ repMadpoAUTHRIME T€HATATUIMHI

B. Hapymenwne nnuddepeHInpoBKY reHUTAIHN

- BposxneHHbIe HapynieHus1 OHOCHHTE3a TECTOCTEPOHA
- CHHAPOMBI PE3UCTEHTHOCTH K aHAPOTeHAM

- SItporenHas heMHHU3ALNS

- CHHIIPOMBI, aCCOLIMMPOBAHHBIE C THIIOTOHAN3MOM

- M3onupoBanHas rumocna s W/ KpUITOPXU3M

2. JloxHBIi )xeHCKH repMadpoanTH3M

- AZIpEeHOTCHUTANBHBIN CHHIPOM y AEBOUYEK

- Bupunuzanus npyu MaTepUHCKON TUIIEPaHIPOTEHUN
- SITporeHHas BUpUINA3aLUs

3. UctuHHBI repMadpoauTHIM

I'epmagpoauTu3M — BYNONOCTb, aMOUCEKCYaIbHOCTh — MPOSIBIISIETCS NMPU POXKIACHUU
QHOMAJIbHBIM CTPOEHHEM HapYXXHBIX T€HUTAIUH, 3aTPYJHAIOIIUM OIPEEICHHUE T10J1a, TO €CTh Iep-
MappOIUTU3M — 3TO BApUAHT MHTEPCEKCyaTn3Ma, P KOTOPOM UMEETCSI HEOIIpeIeIeHHBI coMa-
TUYECKHM I10J1.

OcHoBHBIE GopMBbI repmadgpoauTHIMA:

1. Jlo:xkHblii MyakcKoii repmMadgpoauTH3IM

- CMmemianHas JUCTeHe3Us TOHa/A (ATUIUYHBIN WM aCUMMETPUYHBIA TOHAHBIA JUCTEHE3).
OO0ycnoBiieHa MO3anYHbIM KapuoTuiiom 45,X/46,XY uiau HaauuueM B KPOBU W/WIIM JPYTUX TKaHAX
MOHOCOMAJIBHBIX I10 MTOJIOBBIM XpOMOCOMaM KJIOHOB.

- CuHAPOM TECTHUKYISPHOU perpeccur o0ObeIUHsET IpyMIly 3a00JeBaHUN, XapaKTepU3ylo-
UXCs perpeccueil popMupyrommxcsi ceMeHHUKOB. CTeneHb MOPaKeHUSI CEMEHHUKOB 3aBHCUT OT
BPEMEHM Hauaja perpeccuy TKaHW TOHaJl, YTO KIMHUYECKU MOXKET MPOSIBIATHCS TPEMSI COCTOSIHUSI-
MU: UCTHUHHBIN aroHajan3M, CUHAPOM PYIMMEHTApHBIX SUYEK U BPOXKACHHAs aHOPXUS (CHHIPOM
aHopxusMa). [IpuunHbl Hen3BecTHbI, kKapuoTun 46,XY .

- BpoxxneHHsle HapylieHHs OMOCHMHTE3a TECTOCTEPOHA OOBEAMHSIIOT IO/l Ha3BAHWEM CHH-
JpoMa HEMNOJIHOM MacKyJWHW3alluu, KOTOPBIM BKJIKOYAET PsAJ CXOAHBIX IO KIMHHUKE COCTOSHHI,
00yCJIOBJIEHHBIX T'€HEeTHUECKUMM JedexTamu (epMeHToB aHaporeHe3a (20,22-necmonasbl, 3f3-
oJeTuaporenassl, 17-rugpokcunassel, 17,20-nuassl, 17-keTo-cTeponapeayKkTassl) Ipu HOpMaIbHOM
kapuotune. Tun HacieqoBaHMs ayTOCOMHO-PELIECCUBHBIN.

- CUHIpOMBI PE3UCTEHTHOCTU K aHApOreHaM BKJIIOYAIOT BE OCHOBHBIE KIMHHYECKHE (Hop-
MBI repMadpoIuTU3IMA:

a) OOycnoBineHa HapylIEHMEM IPEBPAIIEHUS TECTOCTEPOHA B S5-0-IAUTHIPOTECTOCTEPOH
BCIIEZICTBUE AehUIINTA S-0-peayKTa3bl. *

6) CUHIPOM TECTHKYJSPHOW (eMUHU3AIMKU OOYCIIOBJIEH MOJHOW WM YaCTUYHOM, T'€HEeTH-
4eCKU O0OYCIIOBIIEHHON HEYYBCTBHTEIBHOCTBIO K aHAPOT€HaM BCIEICTBHE Je(eKTa PeLenTopoB.
Kapuorun 46,XY, ren kaptupoBan Ha X-xpomocome (Xql1-q12).

2. JIo:KHBIH KeHCKUil repMadpoanTH3M

- AZIIpEHOTeHUTAIIBHBIM CUHIPOM Y JCBOYEK Pa3BUBACTCS B PE3YNbTATe BIUSHUSA aHIPOre-
HOB HAJIIOYEYHHKOB Ha IIJIOJ )KEHCKOT0 1oJa nocie 12 Hesl. 6epeMEeHHOCTH B nepuoa (popMupoBa-
HUS HapyXXHBIX IeHHTanuil. HanmodyeyHukoBas MIEpaHAPOTEHHUs IUIOJA BO3HHUKACT BCIICICTBUE
HACJICICTBEHHBIX J€(PEKTOB OMOCUHTE3a TTIFOKOKOPTUKOUIOB.
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- HenannoueuHnukoBsle (OpMBI pa3BUBAIOTCSA BCJIEJICTBHE MPHEMA aHJIPOr€HOB, OOJBIINX
7103 IIPOTeCTEPOHA BO BpeMsl OEpEMEHHOCTH; aHAPOTreHIPOAYLUPYIOLIEH ONyX0Ju Y MaTepy; y Jie-
Tel OT MaTepeil ¢ HEKOMIIEHCUPOBAHHBIM aPEHOT€HUTAIBHBIM CHHIPOMOM.

3. McTuHHBIHA repMa@poauTU3M:

[Tpuunsbl ncTHHOTO TepMadpoauTu3Ma HeusBecTHbI. Kapuotun y 60% 6onbabIX 46,XX, y
15% 46,XY, y oOCTaJIbHBIX — MO3auKa.
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I''TABA 15. HACJIEACTBEHHBIE BOJIE3HU
(XPOMOCOMHBIE BOJIE3HU, 'EHHBIE BOJIE3HHN)

XPOMOCOMHBIE BOJIE3HAN

1. CuHapOMBI TPUCOMUI:

- Xpomocomsl 21 Tpucomuu cuaapoM (cuaapom Jlayna) (+21);

- Xpomocomsl 13 Tpucomuu cunapoM (cuaapom Ilartay) (+13);

- Xpomocomsbl 18 Tpucomuu cuaapoM (cuHApoM DaBapiaca) (+18);
2. AHOMaUU MOJOBBIX XPOMOCOM:

- Xpomocombl XXV cunapom (cunapom Knaiingensrepa);

- Xpomocombl X MoHOCOMHH cuHApoM (cunapom llepemeBckoro—TepHepa);
- Cunapom tpucomuu X (47,XXX);

- Cungpom 47,XVY,

- XpoMocoMmbl (hparmiibHON (JIOMKOM) X CHHJIPOM.

I'EHHBIE BOJIE3HU

1. Hapymienus B Metabo1u3mMe aMUHOKUCIIOT !
- ®ernnkeronypus (PKVY, henmnmupoBuHOrpagHas oquroppeHus):
a) ®enunkeronypus I,

0) ®enunkeronypus II;

B) ®enunkeronypus 11I;

- I'uctnounemus,

- Hapymenus oomena tpunrodana;

a) bone3ns XaprHamna,

6) Cunnpom Knannma—~Komposepa,

- H{ucratuonunypus;

- 'oMouucTunypus;

- lluctunypus;

- AelinnHO3;

- AJIKanToOHYpHS,

- [{lucTuHO3.

15.1. HacnencrBeHHbIe 00/1€3HU COCIUHUTENbHON TKAHU

HacnencrBennbsie 00J€3HU COCAMHUTENHHOM TKaHU (IUCIUIA3MHM COENWHUTENBHON TKaHH,
JCT) — rpynna HO3010THYECKUX (OPM, KOTOphIEe OOBEIUHSIET BOBJICUEHUE B TTaTOTeHEe3 (hepMEHT-
HBIX CHCTEM U CTPYKTYPHBIX O€JIKOB COETMHUTENIbHON TKAaHHU, MPEX]IE BCEr0 KAacalolUXCsl CHHTE3a
1 oOMeHa KoJIjlareHa.

Kanacenpuranus:

1. TuddepennmpoBannblie Auciiasuu coequnurenbHoil Tkanu (JACT):

- cunapoMm Mapdana;

- HecoBepiiennsrii ocreorenes (6onesns JloOmrelina—Bponuka);

- cuHapoM Dnepca—/lanioca;

- CUHIpOM AJlb — MOPTA;

2. HemuddepenmupoBannsie qucriazuu coequauTenbHon Tkanu (HICT).
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15.2. HacaencrBeHHble 00J1e3HM 00MeHA YIJIeBO10B

['pymma HacneACTBEHHBIX HApYIICHUN OOMEHa yrieBOIOB BKIFOYAET B ce0S pa3jIMdHbIC HO-
3osorudeckue (HopMbl 3a00seBaHMiA, 00YCIOBICHHBIX MATOJOTHEH MeTaboiIr3Ma MOHOCAXapHIOB
(rmroko3a, ppykTo3a), qucaxapuaoB (JaKTo3a, MalbTO3a, caXxapo3a) W MOJIHCcaxXapuIoB (TIUKOTEH,
Kpaxmail).

Knaccupukanus:

1. laymaxrozemus;

2. 'MuKoTreHo3Hl:

- [ Tum — rmkorenHas renatonedpomeranus (6oae3up ['upke);

- Il Tum — rauKoreHHas KapauoMeranus (HeIOCTaTOYHOCTh KUCIIOH MaybTasbl, 0OJIE3Hb
[Tomrie);

- Il Tunmn — mumutaexcTpuHo3 (6one3np Popdbca—Kopn).

3. ®pyKTO3eMHUHl.

15.3. HacueacrBeHHbIe 00J1€3HM 00MeHAa JTUIHI0B

HacnenctBennsie 6ose3HM 0OMEHa JMMUAOB — OOIIMPHAs IPyMMa Pa3IMYHBIX MO0 TeHe3y
COCTOSIHMI, MATOr€HETUYECKH B TOM WJIM MHOM CTETIEHH CBSA3aHHBIX C HAPYIICHUSMHU KUPOBOTO 00-
MEHa, B TOM YHCJIe — TUIa3MATUYECKUE JTUIUI03bI, JJIT KOTOPBIX XapaKTepHO HAKOTUICHUE JTUITHI-
HBIX cyOcTaHIUi BHYTpHU KJIeTOK (00ne3usr Humanna—IIuka u ap.); HapyIeHuss o0OMEeHa JIUTIOTPO-
TEUHOB (a- ¥ D-TUIONPOTEUICMHH U TIP. ).

Kuaacenpukanus:

1. I'IMKoNMMMU 036

a) 11epedpo3uA03bI:

- 6onesns [ote;

- 6bone3np Kpaboe;

0) cynb(haTua03bl:

- METaXpOMaTHUYECKas JICHKOIUCTPODHSL.

B) LIEpaMU0IUTO3U103bI:

- IePaMHUITIAaKTO3UJTUTIONI03;

- curpom Dadpu.

T') TAaHTJIMO3U/103bI:

- GM, raHrIMo3U1036I.

1) cone3nn Tes—Caxkca,

2) 6one3nr Humanna—IIuka,;

3) 6oste3np 3anarodda—Ankesuua—IIunbiia,;

4) 6one3np bepureiimepa—3aiitennbepra;

5) nH(aHTHUIBHBINA TaHTIHO3K103 [V THa.

- GM2-TaHIIINO3UI03EI:

1) 6one3nr Hopmana—IJlanaunra;

2) 6one3nb Jeppu.

15.4. HaciencTBeHHbIE MUTMEHTHBIEC ITenaTo3bl

- Cunapom Kpurnepa—Haiispa;
- Cungpom Kuns6epa—MenneHrpaxTa.
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15.5. HACJIEACTBEHHBIE BOJIE3HU HAKOIIVIEHUS

1. Mykononucaxapu103bl

- 1 (IH) I'ypnepa

- [I XanTepa

- I[II Canduunmo

- IV Mopkuo

- V(1) Leiie

- VI Maporo-Jlamu

- VII Cnas

2. MyKOIMIU/1036I

- Cuannnos

- MaHHU03 U Ipyrue rpymisl.

- MyKkoBHCLIH/I03 - 3TO CaMO€ YaCTO€ MOHOTE€HHOE 3a00jeBaHue, 00YCIOBICHHOE MyTalluen
reHa CFTR (TpancMeMOpaHHOrO perysisTopHOro Oeika), B OCHOBE INATOI'€HE3a KOTOPOIO JIEKHT
CHUCTEMHOE MOPaKEHUE FK30KPHHHBIX XKeJle3, dKU3HEHHO BaKHBIX OPraHOB U CUCTEM, UMEIOLIee Ts-
xenoe TeueHue u nporuo3 (Poccuiickuit Koncencyc no mykoBucuuaosy, Mocksa, 1995).

Dopmbl MyKOBUCYUOO3A:

1. CmemanHasi, ¢ MOPAXKEHUEM KEITYAOYHO-KUIIEYHOTO TpaKTa M OPOHXOJIETOYHOH cHCTe-
MBI

2. IlpeumMyIIeCTBEHHO JIETOYHAS;

3. [IpeuMy1iecTBEHHO KUIIICYHAS;

4. HexoTopble aBTOPBI BBIJICISAIOT TAKXKE MEYEHOUYHYIO C SIBICHUSMH LIUPPO3a, HOPTATIBHON
TUIEPTEH3UH U acllUTOM, U30JUPOBAHHYIO 3JIEKTPOJIMTHYIO (TiceBaocunapoM bappera); MekoHHe-
BYIO HEIIPOXOAUMOCTb, aTUITUYHBIE U CTEPThIE (POPMBI MYKOBHCIIN103A.

89



TJIABA 16. IOPA’KEHUSI HEPBHOM CUCTEMBI

Knaccugukaius nepruHaTalbHBIX TOPAKEHUH HEPBHON CHCTEMBI Y HOBOPOXKJICHHBIX (pa3-

pabotana Poccuiickoit acconnanuei cnenuaiicToB MepuHaTaIbHOW METMIIMHBI B yTBepKaeHa VI
Konrpeccom neauarpos Poccun, 2000)

|.'mnokcnuyeckue nopaxkenus HHHC:

A. LlepeOpanbHas uieMus:
1) LepeOpanbHas umemus | crernenu (ierkas);
2) LepeOpanbhas umemus |l crenenu (cpeanei TSKECTH);
3) Lepebpanbuas umemus |1 crenenu (Tspkenas);
B. BuyTpHuuepentbie KpOBOU3IUSHUS THIIOKCUYECKOTO TeHe3a:
1) BuytpuxkenynoukoBoe kpoBousnusiHue | crenenu (cyOsneHaumalib-
HOE);
2) BuytpuxkenynoukoBoe kpoBousnusinue | crenenu (cyOsrneHaumalb-
HOE + UHTPaBEHTPHUKYJISIPHOE);
3) BuytpmxkenynoukoBoe kpoBousnusinue | crenenu (cyOsmeHauMalb-
HO€ + UHTPABEHTPUKYIISIPHOE + MEPUBEHTPUKYIISIPHOE);
4) [lepBruyHOE cybapaxHOUJATBHOE KPOBOU3IIUSHUE;
5) KpoBousnusHue B BELIECTBO T'OJIOBHOIO MO3Ta (TapeHXUMATO3HOE);
C. CoueranHble uiieMuyeckue u remopparudeckue nopaxenust [IHC (nerpas-
MAaTHUYECKHE).
1. TpaBmaTH4ecKkue MOpPa:KeHUs HEPBHOM CHCTEMBI:
A BayTtpuuepennas pojoBas TpaBMa:
1) SnuaypanbHOEe KPOBOUBIHUSIHUE;
2) CyOnypanbHoe KpOBOU3IIUSHUE:
- CynpareHTopuaibHOE;
- CybtenTopuanbHoe (MHPPATEeHTOPUATBHOE);
3) BHyTpmkey04KkoBOe KpOBOU3IHUSIHHIE;
4) [TapenxnMaTO3HOE KPOBOU3IIUSAHUE (TeMOpparndeckuii HHPapKr);
5) Cy0apaxHouaabHOE KPBOOU3IHUSHUE;
B. PonoBast TpaBMa CHMHHOTO MO3Ta:
1) KpoBouznusHue B CIMHHOW MO3T (pacTsyKeHHe, pa3phlB, HAaJIpbHIB) C
TpaBMOM 1M 6e3 TpaBMbI TO3BOHOYHUKA;
C. PonoBast TpaBmMa nepugepruyeckoil HepBHOW CHCTEMBI:

1) TpaBmaTnyeckoe MOBpeKICHUE MJICYEBOTO CIUIETEHHUS:
- [TpoxcumaneHbiit THI Dpba-/lromena (C5-C6);
- Huctanenbiii Tun Jlexxepuna-Kmommnke (C7-T1);
- Toranbubiit napanuy (C5-T1);

2) [ToBpexnenne nuadparmansaoro Hepsa (C3-C5);
3) TpaBmaTnyeckoe OBPEKICHHE JIUIEBOTO HEPBA;
4) TpaBmatudeckoe mopaxxeHue Ipyrux nepudepuaeckux HepBoB.;

I1l.Jucmeradonnvyeckne 1 TOKCUKO-MeTaboanueckue Hapymenus pynknuii HHC:

A

[Ipexonsimue HapyIeHuss 0OMeHa BEIeCTB:

1) SnepHas xxenryxa (OmmupyOuHOBas HLIEaTONaTHs);
2) ['umornukeMus;
3) I'umomaruesemus;
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4) ['uriepMarueseMus;

5) ['MIIoKaabIUEMHUS;
6) ['mnonarpuemus;
7) ['unepuatpuemus;
B. Tokcuko-merabonnyeckue Hapymenus Gynxuit [THC:
1) CocrosiHusi, 00yCIIOBJICHHBIE IPHEMOM BO BpeMsi OEpEeMEHHOCTH al-

KOroJjsi, TabakokypeHue, yrnoTpediieHne HApKOTUKOB U MEIUKAMEHTOB, BbI-
3BIBAIOIIUX 3aBUCUMOCTH;
2) Cocrosinus, obycnoBneHnnsie aeiicteueM Ha [[HC TokcuHOB (BHpYC-
HBIX, OaKTepUaIbHBIX);
3) Cocrosiausi, obOycnoBiennbie neiictBueM Ha [[HC nexapcTBEeHHBIX
npernapaToB (WIH UX COYCTAHNE) BBEACHHBIX IOy WM HOBOPOXICHHOMY;
IV Ilopaxenune HHC npu uHdeKunoHHbIX 3200/1eBAHUSAX NIEPUHATAJBHOIO NIePHOAA:
A. [Topaxenne LITHC npu BuyTpuyTpoOHbiX nHpeknusax (TORCH-cunapom, sH-
nedanuT, MEHUHTUT, MCHUHTOSHIIe(pasInT):

1) [{uTomeranoBupycHasi HHGEKIINS;

2) I'eprieTnueckast HHGEKIMS;

3) Tokcormazmos;

4) BpoxneHnHast kpacHyXa;

5) ECHO-BupycsI u 1p.;

6) Cudunuc;
B. [Topasxenune LIHC npu HeoHaTanbHOM cericuce (MEHUHTUT, MEHUHI03HIIe]a-
JIMT, BEHTPUKYJIHUT, SHIIES(DAIUT),

1) CTpenToKOKKOBasi HHPEKIUS;

2) Cra¢uinokokkoBast HUH(EKIS;

3) Konu-6akrepuanbHas HHPEKIMs;

4) Knebcuennesnas nadexims;

5) CuHerHoiHast UHQEKIHS,

6) Jlucrepros;

7) Kanmunos.

HEHUPOLIUPKYJISTOPHAS JTUCOYHKIIUAS

Heiipormpkynstopuas aucynkmus (HIJ]) — koMriekc reHepain30BaHHBIX HApYIICHHH,
B OCHOBE KOTOPBIX JIEKUT HEUPOTUCTPODUUECKHI TPOIECC, 00yCIOBICHHBI T'€HETUYECKUMH U
MpUOOPETEHHBIMH (PaKTOpaMH, TIPOSBISIFONTUNCS PACCTPOMCTBOM ONTHUMAIBLHOTO B3aWMOJEHCTBUS
HEPBHOM CHCTEMBI M MPOLIECCOB LUPKYISALUUN B OPraHU3Me U MPUBOAIINNA HA ONMPEACICHHBIX dTa-
nax WHIWBHUIYAIBHOTO Pa3BUTHs PeOCHKA K U3MEHEHHUIO (PYHKIIUU PA3IMYHBIX OPTAHOB M CHCTEM C
dhopMHUpOBaHHEM OOPATHMBIX HJIH HEOOPATUMBIX TTATOJIOTHYECKUX M3MEHEHUMN.

Tabmuma 47
Pabouas knaccupuxanusa HI/L y nereii:
Dopma BereratuBHbIii cTa- | ApTepuajbHoe 1aB- Knunuveckne
TycC JleHue MPOSIBJIEHUSI
1. Tlepuunas HII/I: C  mpeobnamanmem | C aprepuanbHoil ru- | KnuHndeckue
HII/I Ha poHe reHeTHYECKOM BaroTOHHM. MTOTEH3UECH. JUarHo3bl  HO30-
MIPeAPaCIOI0KEHHOCTH; C  mpeobnamanneM | C apTepHaibHON TH- | JIOTMYECKHX (HOpPM
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HII/] Ha QoHe pe3umayanbHO-OPraHUYECKOTO
nopaxkerns [{THC:

- IEpUHATAJILHOTO TE€HE3a,

- TpaBMaTU4ECKOI0 I'eHe3a,

- HH(EKIIMOHHOTO TeHe3a,

- TOKCUYECKOI'0 TeHe3a;

HI/I Ha poHe BepTeOpaIbHBIX HAPYILIEHU;
HIIJI Ha ¢oHe AWCIUIA3MK COCTUHHUTEIILHOM
TKaHU;

HIJI Ha ¢oHe TpaH3UTOPHOW TUCHPONOPIIMU
pa3BUTHUS;

HIJ ma ¢oHE HEBPOTHYECKOTO H3MEHEHHS
JIMYHOCTH;

HIIJI cmenranHOTO rexesa.

II. Bropuunas HIJI

(cuHIPOM B paMKax OCHOBHOTO 3200JICBaHs)

CHMITATUKOTOHHH.
Co cMelIaHHBIM TH-
IIOM  BEreTaTUBHOM
JIMCTOHUU

TepTeH3ueil.
be3 croilkux wusMe-
HEHUH apTepHalibHO-
TO TaBJICHUS

u CHH/IPOMOB,
00yCIIOBIICHHBIX

HII (BTropmaHBIX
[0 OTHOIICHHUIO K

HILT)

WM CHHKONIAJIbHBIMHU COCTOSIHUSMI).
Iepuoa: oboctpenne, peMuccus

BapuaHTbl TeyeHHsI: SIHM301UUECKOe, NIepMaHeHTHOe (0e3 BereTaTHBHBIX KPU30B M CHUHKOMAJIBHBIX COCTOSHHIA),
MapoKCU3MaJIbHOE (C BETeTaTUBHBIMH KPH3aMH BaroMHCYJISPHOTO, CUMIIATHKO-aJpEHalOBOr0, CMEIIAHHOTO THUIIOB

B HacTosimmee BpeMsi He00X0AMMO BbIIeJISATH 1Be KinHnyeckue ¢popmur HII:
— «nepBUuUHy0» (3cceHunanbuyro) HILJI, nuarno3 KoTopoii SB/IsS€TCS OCHOBHBIM;

— «BTOpUYHYIO» (cumnTomaruueckyto) HI[JI, o0ycioBiIeHHYI0 KOHKPETHBIM 3a00J1€BAaHUEM.
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